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M.B. Cmamyesa, B.IO. I[lempos
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E.E. [Tempsiixuxa, U.E. Konmyros, H.0. I]edepxuna, HU.I1. Bumkosckas, M.1. luswuu, U.M. /lpo3dosa,
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E.ZI. Top6yHosa, A.B. Osuunnukoga, E.FO. Mapkosa
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A.B. OguunHukosa, .M. Hacsiposa
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TOJIOTHU CETYATKH JeTel MIazlIei BO3paCcTHOU IPYIIIILI
U.E. Xauenxo, FO.A. Kion
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KiuH1yeckas ceMUOTHKA U JMarHOCTHUKA CUHAPOMOB HapyIIeHUs paHHEro HeHpooHToreHe3a — iedek-
TOB CMBIKAHUA BEPXHUX OTZEI0B HEPBHOM TPyOKH
H.H. Bonodun, M.H. Medgedes, A.B. [op6yHos

KiMHUYecKrie CHHAPOMBI HapyLIeHUs HefpOHaIbHO# posrdepalny — CeMUOTHKA U COBPEMEHHas JUarHo-
CTHKa
H.H. Bonodun, M.H. Medgedes, A.B. [op6yHos

KoMmrutekcHOe TpruMeHeHHe METOOB JIyIeBO JUArHOCTHKY /ISl BBISIBIEHUA CTPYKTYPHBIX U3MeHeHUH
TOJIOBHOTO MO3ra Y HOBOPOXX/JEHHBIX U ZleTell paHHero Bo3pacTa IIPU BPOXKAEHHOMN repreTHYeCKo HH-
dexuun

H.H. Bonodun, M.H. Medgedes, A.B. [op6yHos

DTarHoe IpUMEHEeHHe METOZOB JIYYeBO AUArHOCTUKY /I BBIABIEHNS CTPYKTYPHBIX U3MEHEHHUH ro-
JIOBHOT'O MO3Ta Y HOBOPOXX/JIeHHBIX U JleTell paHHEero BO3pacTa IPU BPOXKAEHHOH [IUTOMETaIOBUPYCHOMH
nHbekunn

H.H. Bonodun, M.H. Medgedes, A.B. [op6yHos

BO3HUKHOBEHUE 1 pa3BUTHE MACCOBOI'O HEOHATAIBHOI'O CKpUHUHTA B Poccuiickoit Pegepanuu
A.B. Bynnux, U.E. KonmyHos

C KaKo¥i I[eJIbI0 MBI OIIpeZiesisieM YPOBEHb UMMYHOIIOOY/IMHOB B KJIMHUYECKOH ITPaKTUKE?
M.C. Casenxosa, A.B. Bynnux, I.U. Heanosa, 1.E. KonmyHos

XPYPTUA

282

Cunzgpom Mak-Kptona-Onbpaiita—Bpatiniesa (CMOB)
M.A. Ilempos, H.C. lllnannuxosa, .. Mamoutyx, HU.B. [Tankpamos, U.I. CHuzupes
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KiuHyeckuit ciy4aii IceBAOKUCTEI TOKENYA0UHOM XKeTe3bl
C.I Bpybunesckuii, B.O. Tpyros, II.A. MopdsuH, C.P. Bpunute, FO.B. [onoganes, I'.C. [Toddy6HubLil, A.I1. Cy-
Jnasxo, E.A. Tawuposa

[IceBAOKUCTA IIOJKENYAOYHOM JKele3bl B COYETAHMH C  HHCYIMH3aBUCHMBIM  CaXapHBIM
nnabeTom

C.I' Bpyb6nesckuil, B.O. Tpyros, JI.M. Kopo6ko, C.P. Bpunune, FO.B. Tonoganes, I.C. I1000y6HuLil, A.I1. Cy-
snagko, I1.A. Moposum

PennzuBupylonias wieolleKajabHas MHBarMHaIYsA, 00yciIoBaeHHas TuMpoMoit Bepkurra
C.I. Bpybnesckuil, B.O. TpyHos, K.JI. Konopamuux, IO. BporuH, C.P. Bpunune, FO.B. Ionosanes, I.C. ITo0-
dy6nutii, 5.I1. Cynasko, I[I1.A. MopdsuH

BposkzieHHOe OTCYTCTBHE MaoOepLOBOI KOCTH — IIPOZOIbHASA SKTPOMEU
M.A. Ilempos, H.C. lllnannuxosa, .. Mamouwgyx, U.B. [Tankpamos, U.I. CHuzupes

DranHoe XUpypruyeckoe jJedeHUe pa3opBaBlleiics apTepuajbHON aHeBpU3MBI M2 cermMeHTa JeBOH
cpefHel MO3TOBOM apTepuu

B.E. ITonos, M.H. Jluswuu, I1.B. Ceupun, A.B. Kapnos, M.JK. Yuzubaes, B.H. Ymepenkos, A.B. Jlegos,
HU.B. Muponos, U.E. Konmynos, 5.T. Tepacumos, IT.U. Manxcoc, M.I. Bauwwnaues, E.B. AHOpeesa

He3aBepiieHHBIH TIOBOPOT KUIIEYHUKA C 3aBOPOTOM TOIIel KUIIKU
C.I" Bpy6nesckuil, B.O. TpyHos, IT.A. Mopdsun, C.P. Bpunute, FO.B. Ionosatnes, I.C. [1000y6Huuil, A.I1. Cy-
J1a8K0

JlumpaHrroma 6pbDKEKY TOIeH KUK Y pebeHKa 2 MeCsIeB
C.I' Bpybnesckuil, B.O. Tpynos, I.C. ITo0dy6Huuil, C.P. Bpunuwe, FO.B. Tonoeawnes, A.II. Cynasko,
I1.A. Mopdsun

MaJloNHBa3UBHBIE TEXHOJIOTHM B JIEUEHUH KOPTHKAJIbHBIX KHUCTO3HBIX OOpa30BaHUM IIOYEK
y AeTeit
C.I Bpy6baesckuii, O.C. [lImvipos, E.H. Bpybaesckas

JluarHoCTHKa ¥ TaKTHKa XUPYpPrudecKoro jedeHus gereti c AIIKB
C.I. Bpy6aesckuti, O.C. IlImbipos, E.H. Bpy6nesckas

DyHKIMOHAIBHO-CTAOMIBHBIM OCTeOCHHTEe3 NpH AuadU3apHBIX IepeoMax KOocTel mpej-Iuiedbd y
neten
M.A. Ilempos, H.C. Illnanxukxosa

OzpHO3TaIHOE JIeyeHNe 3acTapesbIX IOBpeXXAeHn MoHTe/Ka y eTel
M.A. Ilempos, P.A. bapanos, 1.B. ITankpamos, H.C. llInanHukosa, A.B. I'ypesuu, /1./]. Ilagnosa

Heiipo6iacToma 1eBOro HaAMOYeYHNKA, OCIOKHEHHAs apTepUAaIbHOM rUIIepTeH3Nel T09€YHOro reHe-
3ay pebeHKa Tpex MecsALeB
O.C. IIImsipos, C.M. Ilapkos, C.I. Bpybaesckuil

OcioKHEHHBIH HEeCTaOWIbHEIN ITEPEIOM KOCTel Ta3a
M.A. Ilempos, H.C. lllnannuxosa, U.B. [lankpamos, P.A. bapanos, /I./]. Ilasnosa
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335 Penxas ¢popMa MalIbpoTalMH KUIIEYHUKA Y TIOAPOCTKA € KIMHUIECKON KapTUHOM YacTHYHOM KHLIed-
HOM HEIPOXOAUMOCTH
HU.B. Io0dy6Hbtii, M.FO. Koznos, A.C. Manawenko, .A. Iankuna, H.B. Kazanyesa

338 TpyZAHBIH /11 AMaTHOCTHKY CTy4aii CeKBeCTpalyH JIeTKOTo
U.B. [Toddy6Hwbiil, M.FO. Koznos, A.C. Manawenko, A.A. Iankuna, U.I. Pei6kuna, M.C. Kybupos

340 Kmnnueckmit CTyYai MyJbTUAUCIUIUIMHAPHOTO U MHAWBUAYaJIbHOTO MOAX0/a y pe6eHKa C OCJIOKHEH-
Holi popmoii 6ose3Hr KpoHa TOJICTOM KUAIIKY
HU.B. [Toddy6HwLil, O.B. [lepbakosa, M.FO. Koznos

343  JNanapockommueckuii MeToz Py GOPMUPOBAHUM TPOKCHMATBHOIO MEXMOYETOYHUKOBOIO aHACTO-
Mo3a y peGeHKa ¢ BIaraJulHON SKTONMEN U YPeTePOruAPOHepPO30M BEPXHETO CETMEHTA YABOEHHOM
JIeBOM MOYKHU
C.I. Bpybnesckuil, U.B. IToddy6mstil, O.C. IImbipos, C.M. Illapkos, A.B. Kynaes, E.H. Bpy6nesckas,
M.H. Jlazuweunu, M.B. Kopoukun, A.C. Bpybnesckuii

347  KapepsHoe HHOPOAHOE TEJIO IUIEBOAA Y TOLOBANOTO pebeHKa
A.A. IIlagpos, I1.M. Llgemxkos, U.B. I[Toddy6HbLil, M.FO. Ko3nos
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I'enepamm3zoBanHas (popma
rpanyjaemMaro3a Berenepa
y JeTeH: TPYIHOCTH
JTUATHOCTHUKHU U Tepanuu

panynemaro3 Berenepa (I'B) —

9TO CHUCTEMHBIH HEKPOTU3UPYIO-

Uil rpaHy/eMaTO3HBIM BacCKyIUT
C TOpaKeHWEM apTEPUU CpeJHero M MeJKOTO
Kanmubpa, XapaKTepU3YIOUIUICA BOCHaJeHUeM
BEPXHUX W HIWKHHUX OTZAEJNOB PEeCIUpaTOPHOTO
TPaKTa, IVIa3HOH OPOUTEL U IIOYEK.
Y mereii BcTpedaeTcs pegko. Cpeiy BceX MarjieH-
TOoB ¢ I'B 15% cocTaBisoT uila Moyioxke 19 jieT
(mezuana 14,5 roza) [1, 2]. Ilux 3abGoseBaemo-
ctu npuxogurcd Ha 50—60 set [3, 4]. C Bo3pac-
TOM YBEJIMYMBAETCS PUCK PA3BUTHUA FeHEPATU30-
BaHHOU GopMEbI 3a6oseBaHus. JeBouKu 60IeroT
B 4 pasa yale MaJbyrKoB [2].
dTtuosnorus 3abojeBaHUSA HEU3BECTHA, OAHAKO
He UCKJIIOYAeTCs POJib Pa3IMYHBIX UHPEKIIMOH-
HBIX areHTOB (S. aureus, Mycobacterium avium,
Chlamydia spp., Helicobacter pylori, Bupyce
rematutra B, mMMmyHozeduiur denoBeka) [5].
VMeerT 3HauyeHUWe TeHETUYeCKas IpeApacro-
JI0KeHHOCThb. B ocHoBe martoreHe3a I'B jexur
obpa3oBaHuEe AaHTUHEUTPOPUIBHBIX LIUTOILIA3-
MmaTtudeckux aHtuten (AHIIA) k depmeHTam
HeltTpodwioB (IIpoTerHase-3 U MUETOTIEPOKCH-
fase). AHITA saBiATCA CrienUpUIHBIM CepoJIo-
TUYECKUM MapKepoM 3ab0ieBaHUs U BBIABIIAIOT-
cs1y 89% 6osbHBIX [6].
B 3aBHCUMOCTH OT HaJIWYHA WIA OTCYyTCTBHUS
TOpaXKeHUs1 IOoYeK BBIAESIOT JIOKAJIU30BaH-
Hylo (OrpaHHYeHHYI0) U TeHepaIu30BaHHYIO
dopwmel I'B [1, 7]. IIpu nokanuzoBaHHOH dopme
rpaHy/IeMaTo3 JIOKaJIU3yeTcs: B 061acTu JIOp-0p-
TaHOB U /WIU IVIa3HOM opOuTHI. I1py reHepamn3o-
BaHHOM $popMe HapsALY C TPAHYIEMATO30M ZbIXa-
TeJIbHBbIX IyTel WIN IVIa3HOM OpOUTHI MMEIOTCS
MPU3HAKU CHUCTEMHOCTHU COCYAHMCTOTO IOpaKe-
HUA (JIETOYHBIN, KOXKHBIHN, TIOYeYHBIH, CyCTaBHOM
CUH/IDOMEI).

VY meteit I'B mpoTekaeT ¢ psifioM 0COOGEHHOCTEM.
TeueHre 60I€3HU He COOTBETCTBYET KJIacCH4e-
CKMM KPHUTepHAM M MapKepaM aKTHBHOCTHU I'B.
BbICOKa YacToTa JIOKaIU30BaHHBIX GpopM c mmopa-
JKEHHEeM IVIa3, Jallle BCTpedaeTcs HasajJbHad Je-
¢dbopmarius 1 cy6OIIIOTOUHBIN cTeHO3. BoBieueHve
JIETKUX Y ZIeTell B OTJINYHE OT B3POC/IBIX OTMEeYa-
eTcs UCKJTIOYUTENBHO peako [1].

OcHoBo# neueHusa I'B cIyXUT KOMOUHMPOBaH-
Has Tepanus ukIodpochaHoM U ITIOKOKOPTHKO-
ugamu [1].

TpygHOCTh AuarHocTuku I'B obycioBieHa mo-
JIMCUMIITOMHOCTBIO 3a00JIeBaHUA, CJIOKHOCTBIO
npoBegenus guddepeHIMATBEHON AUarHOCTUKH,
PeAKOH BCTPeYaeMOCThIO B IETCKOM BO3pacTe.
[lprBoAMM KJIMHHUYECKOe HabirofeHue reHepa-
Jnu3oBaHHOU ¢popmel I'B y pebenka 13 ser.
Jesouxka K., 13 snet, noctynuia B MoOpo30BCKYIO
JETCKYI0 TODOJCKYIO KIMHUYECKYI0 OOJBHUILY
(MAT'KB) 04.01.2012 r. ¢ »kanobamu Ha 60OIU B
KOJIGHHBIX U JIy4e3allACTHBIX CyCTaBaX, IOABbeM
TeMIlepaTypsl Tena Ao 38,7 °C. C Havazna Jeka-
6ps 2011 r. pebeHka nepruoAMIECKY O€CITOKOMIN
6011 B KOJIEHHBIX CyCTaBaX, 31130l HEMOTUBU-
POBaHHOM c1a60CTH, BAJIOCTY U CHIDKEHUE arllie-
THTA.

PanHuii aHaMmHe3 0e3 ocobeHHOcTeil. [Ipodu-
JIaKTHUYeCKVe MPUBUBKU B COOTBETCTBUM C Ka-
JeHzapeM, peaknuu He 6wut0. [Ipoba MaHTy oT
31.10.2011 — 7 mm.

Ipu nocTyieHny y pebeHKa OTMe4aauch Mpo-
SBJIEHUsI MHTOKCHKAIIMOHHOTO CHUHJpOMa Ha
¢doHe BBICOKOH nmxopaZku (TeMIepaTypa Tena
38—39 °C), cycraBHOU cUHApPOM (apTpairuu B
IIOKO€ U IIPU JBIKEHUAX B KOJIEHHOM U JIEBOM
JIy4e3alsiCTHOM CyCTaBax, 6e3 OT4eTINBOU Je-
durypanuy, akTUBHBIE U IIACCUBHBIE JBIDKEHUA
OrpaHUYeHHbI, 60ye3HeHHbI). KOXKHbIe TOKPOBEI
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6iesHble, yncThle. [lepudepudeckre auMdpoys-
JIBI He yBesnndeHbl. HocoBoe JbIXaHue 3aTpyAHe-
HO. B Jlerkux ApIxaHue Be3UKYJIAPHOE, XPUIIOB
HeT. TOHEI cepZlia TPOMKYeE, pUTMUYHEIE. JKUBOT
MATKUH, 6e360e3HeHHbIN. [ledyeHb, cele3eHKa
He yBenuueHHl. CTyn odopmiieH, okpauieH. Mo-
4YEeHCIlyCKaHVWe He HapylleHO. MeHWHrealbHBIX
3HAKOB HeET.

PentreHorpadusi KOJEHHBIX, Jy4e3arsAaCTHBIX U
TOJIEHOCTOITHBIX CYCTaBOB 0e3 IaTOJOTMYEeCKUX
U3MEHEHUH.

B o61iem aHasM3e KpOBU IPU MOCTYIUIEHUH: JIET-
kasa anemusi (Hb 106 r/x, ap. 4,06-10'2/1), neii-
xouuTo3 (14,1-10°/1) ¢ HelrTpodmiesom (11/1 —
1%, ¢/ — 89%), yckopenue COD (24 mm/4).
B obmiem aHanmmse Mouu: NMpoTemHypus (6erok
0,126 r/m), MmukporemaTypus (3p. 3—>5 B 11/3p.).
B CBHIBOPOTKE KpOBU IOBBIIIEHO COZEPXKAHUE
6esIKOB OCTPO#i da3bl BOCIaNEHUA: CEPOMYKOMAA
(0,506 ex. mpu HOopMe 70 0,2 ez.), CPE (0,114 /1
pu HopMe < 0,03 r/m).

B cramuoHape cocTosiHMe GOJBHOM IPOAOIIKA-
Jio yxyamatbesa. Coxpassuiack ¢ebpuibHaA Ju-
XOpaZiKa, BBIPAKEHHBIH HWHTOKCUKAIIMOHHBIN
cuHgpoM. C 07.01 oTmMeudasoch BO3HUKHOBEHUE
KOXKHOTO CHHJpOMa: Ha KOXKe HIDKHUX KOHEY-
HOCTell U TpeAIUIeYdil MOSBUINCH SJI€MEHTHI
9KCCYZATUBHO-TEMOPPAaruiecko  CBHIIK  pas-
mepamu oT 0,3—0,5 cM [0 KPYyIHBIX CJIMBHBIX
1,5—3—4 cm, HeKoTOphble C TeHJeHIuel K He-
kposy. K 09.01 nmpucoeanHuIach 6076 IpU II0Ta-
HUWY, )KeBaHWUM, OTKPbIBaHWU pTa. Ha cimn3ucToit

0060JI0YKe TIOJIOCTH pTa MOsSBWIACH SI3Ba pasMe-
pamu g0 1,5 cM, KpoBOTOYalaA Npu KOHTaKTe.
OTMeuasach OTpHULIATENbHAS AUHAMUKA CYCTaB-
HOTO CHHZpOMa B BUZe AebUrypanuu JOKTEBBIX
CyCTaBOB, CyCTAaBOB IIPAaBOU KHUCTH U ITPABOTO JIy-
ye3alsacTHOro cycraBa. IloAaBuinch ciefyooiye
CHUMIITOMBI: OZBIIIKA, HEMPOAYKTUBHBIA ITOCTO-
SIHHBIN KallleJib, CWIbHEIE OO B 3MUTACTpasib-
HOM 06JacTH, paxKWKEHHBIM, TEMHBIH CTYII.
12.01. ZeBOYKa B TAKEJIOM COCTOSAHUU IlepeBe-
JleHa B OTJeJIeHUe peaHUMallli U UHTEHCUBHON
Tepamnuu.

[Ipu 1a60pPaTOPHOM HCCIEJOBAaHUU B 0OIIEM
aHanmm3e KpoBU Hapociau aHemuda (Hb — 76 r/i,
3p. 3,0-10'2/1), TeHKOIUTO3 C HEUTPOPUIE30M U
TMaJIOYKOsAZEPHBIM CABUTOM BieBo (26,1-10°/1,
/g1 — 11%, c/a 78%), yckoperue COD 33 MM /4.
B aHanmm3zax MouM ycwIWwiIach IIPOTEUH-
ypusa (0,72 r/n), remarypusa (3p. 200—250 B
11/3p.). B KkpoBu HabmOAaMaCh JUCIPOTEMHEMUS
(amp6ymunbl 42,3%, mmobynuHer: ol — 10,5%,
a2 —14,6%, p — 10,6%, y — 22%), TOBBICWINCH
nokasarenu ModeBuHH (13,1 MMmosb/n), Kpea-
tuHMHA (131 MKMOB/J1), 6EIKOB OCTpOl dasbl
BocnanieHus: cepomykouga (0,968 exn.), CPb
(0,189 r/n). [TpokasbIUTOHUHOBBIM TecT — 1,94
(1opma 7o 0,5). B koarysmorpaMme — TUIIEPKO-
arynanua. Ha peHTreHorpaMMe KOJIEHHBIX U JIy-
Ye3arsiCTHBIX CyCTaBOB — 0e3 marosoruu. [Ipu
TIPOBEeZIEHNU PeHTreHorpaduu OpraHoB I'PYAHON
KJIETKHM Ha YpOBHE IepeHEero OTpe3Ka BTOPOTO
pebpa B JIeBOM JIETKOM OOHapy)XeHa OBaJbHas

Puc. 1.1. KT opzatog zpyoHotl knemku degouku K., 13 nem (06%sicHenus 8

mekcme)
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TeHb HEOZHOPOAHOU CTPYKTYPHI C POBHBIMU KOH-
Typamu 3,0x2,3 cMm.

o pesynbpraTtam KT opraHoB rpyZHOM KJIETKU OT
11.01.12: ¢ AByX CTOPOH OTMeYaeTcss MacCUBHAA
04aroBo-CcIMBHAA MHOWIBTPALUA JIETOYHOMU Ia-
peHxuMbI, B cerMeHTax Sl-2, S6, S9, S10 neBoro
JIETKOT'O BBIABJIAIOTCS MHOXKECTBEHHBIE OTZAEesIb-
Hble GOKYyCHI CHIPKEHUSA BO3JYIIHOCTH JIETOYHOM
TKaHU 110 TUITy MaTOBOT'O CTEKJIa U yJaCTKU KOH-
conugauuu (puc. 1.1).

C 1enpI0 yTOYHEHUs JUAarHO3a «CUCTEMHBIM Ba-
CKYJIUT» IIPOBEEHO OOCIesoBaHUE Ha Hajaudue
AHIIA: 50 ex. mpu HopMme f0 0,5 ez., 9TO ITO3BO-
JIWIO TMOATBEPAUTDH AUArHO3 CUCTEMHOrO BacKYy-
JINTa, B YaCTHOCTH, TpaHy/leMarTo3a Berenepa.
Ipu panpHelIeM 06CI€ZIOBaHUM OBLIN HCKIIIO-
yeHbl Clefyrolye 3aboneBaHus: Tybepkyne3
(mpoba Mawuty, I[1IIP Ha MUKOGaKTepUU TyOep-
KyJie3a), OHKOTeMaToJIoTh4Yeckue 3a00yeBaHUs
(TyHKIMA KOCTHOTO MO3Tra), CHCTeMHas KpacHas
BOJYaHKa, acneprwule3 (TecT Ha TajJaKTOMaH-
HaH), cencuc Ha poHe TeuyeHNA NHGEKIIMOHHOTO
nporecca.

Ha ¢one anTMGaKkTepuanapbHOl (MepOHEMOM),
nHQY3MOHHOH U IPOTUBOTPUOKOBOI Tepamuu B
TedeHHe 2-X JHeH y pe6eHKa COXPaHINCh JIUXO-
pazKa, BEIpaKEHHBI WHTOKCUKAITMOHHBIA CUH-
ZpoM, a TaKXKe CUMIITOMBI CUCTEMHOI'O BacKy/IH-
Ta. B cBsi3u ¢ mporpeccupytoieii anemueit (Hb
72 r/m) norpe6oBasoch NpoBeieHNe FeMOTPaHC-
bysuu spuTpoIMTapHOil Maccoit B o6beme 200
M. HaznaueH npezHM300H B/B 60 MI' B CyTKH,

TIPOBOAWIOCh BHYTPUBEHHOE BBeZleHHe desloBe-
YyecKkoro UMMyHorobynuHa (BBUTL).

CocTosiHue pebeHKa yIydIIWIOCh, TEMIEPATypa
CHU3WIACh A0 cybdeOpUabHbIX HUPP, TOIBUICT
amnrmeTUT, YMEHbBIINIACh OABIIIKA, SITUTEIU3UPO-
BaJNCh A3BBI CIM3WUCTOM, YMEHBUIWICA CYyCTaB-
HOM U MUQJITUYECKUHA CUHAPOMEL.

C 21.01.12 r. cocToAHUE [E€BOYKU YXYALIWIOCH:
TIOSAABWINCH OZBIIIKA, KalleJb C IIPOXWIKAMU
KPOBU B MOKpPOTe, 60JIN B TPYAHOU KJIETKe, 601u
B HOrax C HapacTaloUMMHM MacCUBHBIMHU OTeKa-
MU rosieHe# u croi. Ilpu nmpoBeeHUM IOBTOP-
Hoti KT rpyzHo#t kietku (puc. 2.1) oTMedeHa
oTpulaTelbHasA JUHAMHKa: IOABJIE€HHE HOBBIX
04aroB JeCTPyKLUHWH B JIEBOM JIETKOM, HUHTEp-
CTUIIMAIbHBIN OTEK IIpaBoOro Jierkoro. B anamu-
3aXx MOYM — MakporeMaTrypus (SpUTPOIUTHI
CIUIONIb). B CHIBOPOTKE KPOBU ITOBBICHMJIMCH IIO-
KasaTesJu KpeaTUHUHA A0 120 MKMOJIb/JI, MOYe-
BUHBI 0 15 MMOJIB /1.

KinmHudyeckuit AuarHos: «rpaHyineMaro3 Bere-
Hepa, reHepanu3oBaHHas1 ¢opma». [IpoBezeHa
IyJAbC-Tepanua MeTWINpegHu3o10HoM 500 mr
u nuknopocpaHom — 400 MTr ¢ yMEPEHHBIM IIO-
JIOKUTENBbHBIM 3G(GEeKTOM: HMCUe3HOBEHUE JIUXO-
PaZK{ U KpPOBOXapKaHbsA, YMEeHbIIIeHNEe OZBIIIKYU
u niepudepruIeCcKUX OTEKOB.

Ha KOHTpOJBPHOM KOMIIBIOTEPHOM TOMOTpaMMme
opraHoB rpyzHout kietku (puc. 3.1) oTmeua-
erc HebosbIIasg TOJOXKUTENbHAA AWHAMHUKA
B BHUJE HCYE3HOBEHUA MEJIKOOYaroBBIX M HH-
WwIbTpaTUBHBIX U3MEHEHUN B 3aZHe6a3aIbHbIX

Puc. 2.1. KT opeanos 2pyoHoti knemku degouxu K., 13 nem (06sscHeHUs 8

mekcme)
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Puc. 3.1. KT opzarose 2pyoHoil knemxku Oesouku K., 13 nem (06sicHeHUA 8

mexcme)

oTzenax oboMX JIETKUX. B KPOBU COXPaHSINCHh
BOCIIQJINTEIbHbIe U3MeHeHUs (YMepeHHBIHN Jiei-
xouuto3 13,1-10°/n1, Helitpodunes (/s 4%,
c/qa 81%), COD (40 MM/4), TUIIOIPOTENHEMUS
(43 r/n), noBHIIIIEHNE MOYEBUHBI U KpeaTUHUHA
(16 mmomnb/1 1 145 MKMOJIB/JT); B MOYe — IIPO-
teunypus (0,63 r/n), rematypus. [lia fanpHen-
IIeT0 JIeYEeHUSA C UCITOJIb30BaHEM BBICOKOTEXHO-
JIOTMYECKUX MeTOZ0B 6oibHas1 ObUIa IepeBeZieHa
B CIIEIUAIM3UPOBAHHOE OTZAE/IeHHUE.

TakuM o6pa3oM, y ZaHHOI 6OJIBHON OBUIA AnA-
THOCTHUPOBaHA pefKas A JeTCKOro Bo3pacTa
reHepajn3oBaHHasd ¢opMma rpaHyireMmaTto3a Be-
reHepa, KOTOpas XapaKTepu3oBajach s3BEH-
HO-HEKPOTUYECKUMH U3MEHEHUAMU CIU3HUCTOHN
060JIOUYKH TIOJIOCTH PTa, KOXXHBIM BAaCKYJIUTOM

(aKcCyzaTUBHO-TeMOpparuyeckas Chlllb, SBJIe-
HUA I‘I/IHepKOEleJIHHI/II/I), JIETOYHBIM CUHAPOMOM
(6omnu B rpyAHOI KJIETKE, OJBIIIKA, KaIlleIb C IIPO-
JKWIKaMH KPOBU B MOKpPOTE, XPUIIBI B JIETKUX),
HebPOTUIECKUM CHHAPOMOM (MacCUBHbIE OTEKH,
TIPOTeUHYPH, reMaTypHsi, a30TeMUs), BBIpPaKeH-
HBIMU IMMYHOBOCIIATIUTEIbHBIMY U3MEHEHUAMU
B KpoBU. OCOGEHHOCTBIO JAHHOTO CiIy4as GBUIO
penxoe AJs JETCKOro BospacTa crenuduieckoe
Topa’keHHe JIeTKUX (MHTepCTULINATbHO-AeCTPYK-
TUBHBIE U3MEHEHH) B COUETAHUU C OBICTPOIIPO-
rpeccupyomuM  HedpputoMm. Mcmonbp3oBaHUe
aJropuTMa BBICOKOTO paspelleHUs IpU IIPOBe-
geHnu KT opraHoB IpyZHOU KJIETKU IT03BOJIMIO
TOYHO BU3YaJN3UPOBaTh KaK OYaroBble, TaK U
HUHTEPCTHUIUA/TbHBIE U3SMEHEHUA B JIETKUX. |
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I'ncTuonuTo3

U3 KJeToK Jlanrepranca
C MOHO(POKAJIbHbIM
NMopaKeHueM nNupaMuabl
BHCOYHOM KOCTH

HUCTHOLINTO3 U3 KJIeTokK JlaHrepraH-

ca (I'KJI) — 3aboseBaHue, B OCHOBE

KOTOPOT'0 JIEXKUT KJIOHa/TIbHAA IMPO-
nudeparyisa MHUEJTOUIHBIX A€HJPUTHBIX KJIETOK,
bEHOTUNMYECKU CXOAHBIX C 3NHAEPMaJbHBIMU
kieTkamu Jlanrepranca [1]. Haubosee yacro
oyar IOpaKeHHs paclojaraercsi B KOCTAX, IO
PasHBIM JaHHBIM, OT 60 10 93% ciydaes [2, 3].
[1py 3TOM y ITOJIOBUHEI M3 3TUX GOJBHBEIX OTMe-
YaloTcA crenuduyecKre oyaru B KOCTAX 4epe-
na [3]. ITopaxxeHre MUPaMUABI BUCOYHON KOCTH
BcTpevaerca B 4% Bcex ciay4daeB I'KJI rosnoBbl
u meun [4] u mMaHudecTUPyeT CeHCO-HeBpaib-
HOH TYrOyXOCTblO, TOJIOBOKDYKE€HHUEM H/WIN
napajgnyom JuieBoro Hepsa [5]. ITo gaHHBIM
Mosnier et al., TKJI 1abuprHTa MOXXET IEPBUYHO
JIOKAJIM30BaThCs B SHAOMUMPATHIECKOM MEIIoY-
Ke, TaK Kak OH UrpaeT UMMYHOJIOTYECKYIO POJIb
JJIs1 BHyTpeHHero yxa [6]. B To ke BpeMs Takue
IIpoABJIeHUA 3a60eBaHNA, KaK aTaKCUA U TYro-
YXOCTh, HanboJIee YacTo SABIAIOTCA CUMIITOMaMHU
HelipoZlereHepaTUBHOIO MOpPa)KeHUA LIeHTPalb-
HOH HEPBHOH cucTeMHl, cBa3aHHoro ¢ I'KJI [7].
B menom ana fereli craplie 2-X JeT xapaKTep-
HO Job6bpokadyecTBeHHOoe TeuyeHue ['KJI c¢ u3o-
JIUPOBAHHBIM IOpakeHHWeM KOCTeH, HO C BO3-
MOXXHOCTBIO  Pa3BUTHA HHBAIUAUIUPYIOUUX

OCJIOXKHEHUI — IVIyXOTHI, HecaxapHoro guabeTa,
NaTOJIOTMYEeCKUX IIepejloOMOB ITO3BOHOYHHKA,
HelipozereHepauuu [2].

[lpeacraBideM  KIMHW4YeCKoe  HabozeHUe
7-I€THEr0 MajlbiyiKa, y KOTOpOro B HOSA6pe
2010 r. BHe3amHO IOABUJIWCH TI'OJIOBOKpYXKe-
HHMe, TOIIHOTA, IIOBTOpPHAs PBOTAa, HUCTArM,
HaKJIOH T'OJIOBHI K IIPAaBOMYy Iuledy, HapylleHHe
paBHOBecHs C TeHJAeHIMel K IOIIaTBIBaHUIO B
IIpaByl0 CTOPOHY, B CBA3U C YeM OH IIOCTYIUI B
HEBPOJIOTUYECKOE OTZAeeHue OOJbHULBI, TZe
OBUT TIOCTaBJIEH IIpeJBApUTENbHBINA JAMarHo3:
«aTaKTUYEeCKUU CUHAPOM, 0O0BbeMHOe o6pa3o-
BaHMe rOJIOBHOTO M0O3ra». B Iefax mpoBeZeHus
nuddepeHIMaIbHOTO JUarHo3a 6bUIa BBIIOTHE-
Ha KoMIbloTepHasa Tomorpadus (KT) rosoBHoro
MO03ra, Ha KOTOPO# OBUIO MCKJIIOUEHO HaIuyue
o6beMHOr0 06pa3oBaHuA U HelpozaereHepaTUB-
HOTO ITOpa’keHHs TOJIOBHOT'O M0O3r'a, a B ob1acTu
fAYeeKk JIeBOrO COCI€EBUAHOIO OTPOCTKA OTMe-
yeHa oOUIMpHasA 30Ha JECTPYKIUU. B cBA3U ¢
3TUM OBUI IIOCTaBJEH AMArHO3 «IAOUPHUHTUT>.
B obmem aHanmmse KpoBu — yBeiaudeHne COD
(32 MM/4), ocTajbHBle IIOKasaTelu B IIpeze-
Jlax HOPMEL. [lo JaHHBIM ayAHMOMETPHUH, CIyX
He HapymeH (puc. 1). IlpoBeseHHOe JeueHUe
(uHby3uoHHAas Tepamnwus, aleTra3ojaMuf, IeH-
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TOKCUQWLINH, METOKJIONpaMu/Z, /Juasernam,
uedTpUAaKCOH) Ha HEKOTOPOE BpeMs KYIHPO-
BaJI0O CUMIITOMBEL. B gasnbHellieM mpoBejeHa
nputienbHad KT BHCOUHBIX KOCTeM, HA KOTOPOi
B JIEBOM COCI[EBUIHOM OTPOCTKE OOHApYKEHBI
OCTEOJIUTUYEeCKHe H3MEeHEHHs, pacIpOCTpaHA-
folpecs Ha Kalcyay JaGUpUHTa BAOb 3aLHel
U BepxHel rpaHeil NMupaMuZbl C pa3pylleHU-
€M CTEHOK BEepXHero U 3aJHero IOJYKPY>XHBIX
KaHanoB. Takaa KT-kapThHa Jaja OCHOBaHHeE
3arozo3puTh HOBOOOpa3oBaHUeE JIEBOM BHCOY-
HOU KocCTH, npeanonoxurenbHo, I'KJI. Crezyer
OTMETUTH, YTO OYATH IOpPaKEHUsS KOCTEH Npu
T'KJI Ha KT uMeroT xapaKTepHble 0COOEHHOCTH
— deTkue ¢ecToOHUYaTble KOHTYPBI, OJHOPO/-
HOCTb QOHA, OTCYTCTBUE BKJIIOYEHUM, KOCTHBIE
TepeMBIYKY MEXK/AY Pa3HOBEIUKUMU AedeKTaMu
(runepocro3) [8]. Takum o6pa3oM, CHUHAPOM
aTakCUM y JAHHOTO GOJIbLHOTO 6BUI 0OYC/IOBIEH

paspylleHueM CTeHOK BEPXHEro W 3aJHero Io-
JIYKPY>KHBIX KaHAJIOB.

Ha 12 gens ot Hauasa 3abosieBaHus y pebeH-
Ka BHOBbB IOABWICA aTaKTUYeCKUM CUHZAPOM, U
MaHubeCTUpOBaia JIEBOCTOPOHHSSA CEHCO-He-
BpajsibHad TyroyxocThb (puc. 2). B cBA3u ¢ yxya-
IIeHUeM COCTOAHUA U [JJA IOATBEPXKAeHUA
PEHTTeHOJIOTUYECKOTO AuarHo3a ObLIa IMpoBe-
JeHa aHTPOMacTOMAOTOMUs ¢ 6uorncueit. 'ucro-
JIOTH4YeCcKoe U UMMYHOTUCTOXHMUYeCcKoe Hcce-
ZOBaHUA NMOATBEPAWIM IpeanosioxeHusa o 'KJL
BrifBIeH MHQWIBTPAT, COAepKaIINil 203UHODU-
JIBL ¥ KJIeTKY JlaHrepraHca, KOTOpble IO3UTUBHO
CBA3BIBAIOTCA C aHTUTeNaMu K 6enky S-100 u
CD-1a.

Tocse Bepudukayuu AuarHo3a pebeHKy poBe-
ZIeHO JIedeHHe 0 MeXAyHapOoAHOMY IIPOTOKO-
gy LCH-III, Bkiroyaroliee IpeJAHU30JIOH B [j03€
40 mr/m2/cyT. u BUHOMACTUH 6 Mr/M2/HeA. B

) KpuBas KOCTHOT'O IPOBeJ€HUA 3ByKOB
B KpuBas BO3AyLUIHOTO IPOBEEHNUS 3BYKOB
I'g
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N In O 1N O 1" O O O O O
O‘Hle\HHNmﬁ'\Dw
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20
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50
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) KpuBast KOCTHOTO IPOBEZEHUS 3BYKOB
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Puc. 1. Ayouoepamma 1. 16.11.2010. Cnyx 8 npedenax
HOpMbL

Puc. 2. Ayduoepamma 2. 03.12.2010. JlesocmopoHHs
CeHCO-He8PANbHAS MY20yX0CMb

) KpuBas KOCTHOTO NPOBeZieHNs 3BYKOB
B KpuBast BO3AYyIIHOIO IIPOBEAEHHNS 3BYKOB

60

Puc. 3. Ayduoepamma 3. 31.03.2011. Cnyx 8 npedenax

HOPMbL
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TedeHHe 6 HeZlesb, a TakkKe IOAJEePKUBAIOLIYIO
Tepanuio, COCTOAILIYI0 U3 S5-AHEBHBIX KypCOB
TpeAHU30JI0Ha B fo3e 40 Mr/m?/cyT. U BBefe-
HUH BUHOMIACTHHA B 103€ 6 MI'/M? OJHOKDATHO B
TIepBBIi IeHb Kypca IIpegHu30I0Ha. O6uias aiu-
TeJIbHOCTB JIedeHHUs cocTaBwia 6 Mecanes. [Tocie
OKOHYaHHA JICUEHUA OTCYTCTBOBA/JIN IIPU3HAKU
akTUBHOCTU 3aboneBanus. Ha koHTpoiapHO# KT
BHCOYHOM KOCTH BU3yaJHU3UPYyeTCs TpabeKysid-
pusanusa KoctHoro fedekrta. [lo ZaHHBIM ayzAu-

OMeTpHH, OTMedaeTcsl II0JTHOe BOCCTAHOBJIEHUE
ciyxa (puc. 3).

Takum o6pasoM, Hallle HabJroZeHHE MOKa3aso,
YTO OZHOHM W3 IPUYUH BeCTUOYIAPHOHN aTaKCHH
MoxkeT 6bITh I'KJI ¢ mopaxeHHeM TUpaMU/bl BU-
COYHOM KOCTH, a COBPEeMEHHas XMMUOTepaIUs
CIOCOGCTBYET ITOJTHOMY UCYE€3HOBEHUIO ITPU3HA-
KOB aKTHMBHOCTH 3ab0jieBaHHUA U He JaeT pas-
BUTHCA TSDKEJIOMY OCJIOXKHEHUI0O — HeoOpaTu-
MO1i ceHco-HeBpaabHOU Tyroyxocty. l

Cnmcok JIMTepaTyphbl

[y

7.

8
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OC0o0eHHOCTH TUATHOCTUKH
M JICYECHU S TOMO3UTOTHOU
MeTIreMOIJIOOMHEMMH Y JeTel

BBE/IEHUE

Kaxkgan Mosekysa reMOmIOOMHA COAEPIKUT de-
THIPE aToMa JKejie3a, KOTOpble HeOOXOAUMBI It
nepeHoca kuciaopoza (puc. 1). B HOpManbHBIX
SPUTPOIIUTAX JKele30 B reMorIoOWHe JAByXBa-
snentHoe (Fe 2+), croCOGHO CaMOIIPOU3BOIBHO
npeBpaiarbesa B TpexBaneHTHoe (Fe 3+). Korza
reMOIVIOOHH COAEPIKUT TPEXBAaJIEHTHOE JKeJe30,

OH ABJIAETCS MeTreMorobuHoM. PacTBopumas
usodpopma nuToxpoma b5-pesyKTassl mpespaiia-
eT MEeTTeMOIVIOOMH B TeMOIVIOOMH, CIIOCOOHBIM
TIepeHOCUThb KUCIOpOoZ K TKaHAM [2, 5].

MerTtreMorobuHeMUsI, acCOIUUPOBAHHAsA C Je-
dunurom NADH-1uToxpoM-b5-pesykraszoit
(MeTreMoOrIO6GMHpEAYKTAa30M), — peaKoe ayTo-
COMHO-PEIeCCUBHOE 3abojieBaHue, XapaKTepu-
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Fe

NADH-uyumoxpom-b5-pedykmasa

Fe 2+ Fe 3+

Puc. 1. Ponb memeemo2100uHpedyKmassl 8 OKUCIEHUU
Jcenesa

3yIOIleecss CHIKEHHOM CIIOCOGHOCTBIO KPOBU
TIepeHOCUTDb KUCJIOPOZ, KIMHUYECKU IPOSBIIAIO-
melcsa UaHO30M M THUIIOKcHel [1, 2, 6].
CyuiecTByIOT Ba TUna gebHUIUTa METTeMOIJIO-
6uHpezaykTassl (Tabm. 1) [1, 5].

[lepBbIii THN BBIABIAET AedeKT pacTBOPUMOIM
yacTH ¢epMeHTa, OrpaHW4YMBAeTCA IAaTOJIO-
ruel SpPUTPOLUTOB U XOPOLIO IE€PEHOCHUTCS
6GOJIbHBIMU.

ITpu BTOpOM THIle AedeKT KacaeTcsi BoZoOpac-
TBOpUMOM ¥ MeMO6paHHON ¢opMm depmeHTa.
INocneAHAs IMUPOKO UCIIOIb3yeTCsd B OpraHu3Me.
Orta nsodopma HeobXogUMA /1T MHOTHX XUMU-
YeCKUX peakIiuii, BKJIoJYas pacraz u obpa3oBa-
HUe >XUPHBIX KUCJIOT, 06pa3oBaHUe XOJeCTepH-
Ha U pacnaj pasjNdHbIX MOJIEKYJI U JIEKapCTB.
BcriescTBHE 3TOrO BTOPOM THI COIIPOBOXKJAETCA
HEBPOJIOTUYECKUMH IIPOABIEHUAMU: MUKpOIle-
danueii, yMCTBEHHOU OTCTAIIOCTBIO, 3aJ€PIKKOM
TICHXOMOTOPHOI'O Pa3BUTUA, MBIIIEYHON JUCTO-
HHUeU u xopeoareTo3oM [3, 4].

Moz HauMM HabJIIOeHUEeM HaXOAWIHCh 2 pebeH-
Ka C FTOMO3UT'OTHOHM MeTreMOITIOOuHEMUEeH.

CumnroMmokoMiuviekc Mwiaanbel JI., 2 roza

10 mec, npu nnoctyruienuu B MAIKB 11.02.2017

o C poxzgenusa aAuddy3HbIN IIMaHO3 KOXKH, Ha-

pacrarouruii npu OPBU u KMTHD.

«BapabaHHbIe TTAJIOYKK», «JaCOBbIE CTEKJIa».

KpoBb 110KO/IaZIHOTO 1IBETa.

OTtcraBaHue GU3NIECKOrO Pa3BUTHA.

I[lo M/ [AuarHo3 «OpoHXWaNbHAasA actMa?

“OpplIIeyHO-ITaHOTUYECKUe,, TIPUCTYyTHI. [To-

JIULIUTEMHUA? DPUTPOLUTO3>.

e BIIC: munumanbubiii JIMIIII 6e3 HapylIeHUs
CUCTOJINYECKOM QYHKIIUU.

AHamHe3:

® PebeHok oT 6 6epemenHocTH (3 M/a, 2 c/a),
mpoTeKaBiei Ha GpoHe Yyrpo3bl IPEPHIBAHUS C
19 Hen.

e Cubc oT 7 6epeMeHHOCTH, MaIbIUK, 3ZI0POB.

e PanHee pa3BuUTHe IIO BO3paCTy.

e Ha rpyzHoM BckapmmBaHuU 0 1,5 jer.

e Crporas rumnoajepreHHad auera (KpoOJUK,
puc, Boza). HemepeHOCHUMOCTB JIAKTO3BI, caxXa-
PO3BL.

® TOKCHKOJIOTUYEeCKH aHaMHe3: KOHTaKT C HU-
TPO- U aMUHOIIPOU3BOAHEIMU OeH30i1a, Iepe-
ZI03UPOBKY aHeCTe3WHa, TPOTUBOMAISIPUNHBIX
rpernaparoB MaTh OTPUIIAET.

O6BbeKTUBHBIN 0cMOTp. COCTOSIHUE CpeAHEeTH-

sxenoe. dusndeckoe pasBuTHe HHU3Koe. Koxa u

CIU3UCThIE IMAaHOTUYHbIE Ha O1eHOM (oHe, Uu-

cThle OT chIll. CepZiedyHO-IeroyHas AeaTeJlbHOCTh

KOMITeHCHpOBaHa. MArKUM CUCTOIMYECKUH Iy M.

JKuBoT maArkuii, 6es3bose3HeHHbIN. emaTociuie-

HOMeTaJInu HeT. PU3HoIorndecKue OTIIPaBIeHUs

B HopMe. HeBposioruuekuii craTyc: MeHUHTealb-

HBIX 3HAaKOB U OYaroBOM CHUMIITOMATHUK{ HET.

3pauku CcUMMeTpU4YHBIe, HHUCTarmMa HeT. JIuio

CUMMeTpUYHOe. fI3BIK 1O cpexHelt muHuU. Cria

MBI 5 6a/710B BO BCeX IPYIINAax, AUCTOHUY HET.

HHcTpyMeHTaIbHBIE UCCIEA0BAHUA:

® PentreHorpadus OpraHoB TPYZHOU KJIETKH:
6e3 04YaroBBIX U UHQWIBTPATUBHBIX H3Me-
HEHUH.

Ta6auna 1. Tun Hac/ieJ0BaHUA FTOMO3UTOTHOM METTreMOIIOOMHEMUH

Location Phenotype Phenotype Inheritance Gene/Locus Gene/Locus
MIM number MIM number

22q13.2
22q13.2

250800
250800

Type II
Type I

613213
613213

CYB5R3
AR CYB5R3
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® DjiekTpokapAauorpadusi: CUHycoBas apUTMHUS.

e Oxokapauorpadusa: zgedpdexT mexmpencepa-
HOI1 meperopozku 6e3 HapyueHus CUCTOIIYe-
ckoii ¢pyHkinu. [TosocTy cepana He paciupe-
Hbl. [TaTomornyeckux o6pa3oBaHuil HET.

CumnromokoMiuviekc MaHcypa 3., 1 roa 2 mec,

npu nocrtyivieHuu B MJITKB 02.03.2017

o Jluddy3HBI IMAaHO3 KOXU C POXKAEHUA, Ha-
pacrarouuii mpu OPBU.

o KpoBb m0K0IaZHOTO LIBETA.

e «BapabaHHbIe TAIOYKHU», «4aCOBbIE CTEKJIA».

® DIIM30/bI alTHOD.

® BasocTb, c1ab0CTh, MbIIIEYHAA JUCTOHUSA, Y-
MMOTOHUS.

® 3aZiep>KKa IICUXOMOTOPHOI'O W Pe4YeBOro pas-
BUTHUA.

® /luarHos 1o M/ «BPOXJEHHOE HapylleHue
obmeHa BemlecTB? BpoXZeHHas MaTONIOrUA
HEpBHOU cucrteMbl? “VICTUHHBIA 3pHUTPO-
ITUTO3,,?»

AHaMHe3:

® Pe6GeHOK OT 2 HOpMaJIbHO IIpOTeKaBLIel 6epe-
MEHHOCTH, CPOYHBIX CAMOCTOSATENbHBIX POZIOB.
CnabocTh pPOZOBOU AEATENTBHOCTH, THUIIOKCHUA
IUI04a.

e Bec npu poxzaenuu 3900 r, pocT 54 cM.

® Cubc oT 1 6epeMeHHOCTH — ZIEBOYKA, 3ZI0PO-
Ba.

e Ilo M/>k HabGmoAaeTcs y HeBpostora c J13: JILITT?
3IIMP.

e ITo M/ 02.03.2017 guarHo3 «MCTUHHBIN 3pU-
TPOLIUTO3>.

o [lepeBesenrl B OPUT M/IT'KE B cBA3u C Ha-
pacranueM JJH u HK (mHeBMOHUA).

©® TOKCUKOJIOTMYECKUIN aHaMHe3: KOHTAKT C HU-
TPO- U aMUHOIIPOU3BOAHEIMU 6eH3071a; Iepe-
ZI03UPOBKY aHeCTe3WHa, POTUBOMAISIPUAHBIX
rpernaparoB MaTh OTPUIIAET.

O6BbeKTUBHBII 0cMOTpP. COCTOSIHUE TSKEIoe 3a

cueT TkaHeBol rumokcuu, IH 1 ct., HK 1 cT.

dusnyeckoe pasBUTUe HU3Koe. Koxka U ClIu3u-

CThble IIUAaHOTUYHBIE Ha 61eHOM dOHe, YUCThIE

oT cbimu. CTUTMBI AuCOIMMOpHOreHesa: GJu3-

KO TIOCakeHHBle IJla3a, HeNpaBUIbHBIA pPOCT

BoJoc, gebopMalus deperna C TeHZAEHLMEH K

Mukporedanuy. B jerkux >xecTkoe AbIXaHUE,

TpOBOJHBIE XPUIBI (TeYyeHHe ITHEeBMOHUM).

ToHBI cepala AcHble, puTMU4YHbBle. CHHYyCOBas

Taxukapausa. CHCTOJMWYECKHMM IIyM Ha Bep-

xymke. JKUBOT MArkuii, 6e36ose3HeHHBIN. Te-

nmaTtociyieHoMerasnu HetT. Pusnosnormyeckue

OTIIpaBJeHUA B HopMe. HeBposiornieckuii cra-

Tyc. MeHUHIea IbHbIX 3HAKOB M 04aroBOH CHUM-

NTOMaTUKU HeT. ToHyc MpImIL, cHIKeH OD=0S.

CyxoXuiabHbIe pediiekchl BeIcokue, S=D. [TaTo-

sorudeckue pediexchl: babuHckoro cieBa+ ]

JLIT? TUIT IJTHC? 3IIMP.

Y MasnpYMKa IpoBeZieH IOUCK BPOXKAeHHOU IIaTo-

JIOTHH, UCKJIIOYEHBI:

® CTPYKTypHBle aHOMAaJIu{ TOJIOBHOTO Mo3ra
(KT, MPT);

® martosiorus nepudepudecKoil HEPBHOM CUCTe-
MBI (OHMI);

o sruencus (097);

® Hacje/CTBEeHHBIe Ooye3HH OOMEHa BeIlecTB
(aHayIM3 OpraHMYecKUx KHUCJIOT B MoOue, TaH-
JleMHasg Macc-CIeKTpoMeTpus; GepMeHTHBIN
a”anu3 Ha 6osie3Hb [Tomite, 6ose3Hb Kpab6e);

® cIIMHajgbHadA MbleyHasa arpodusa (IIOUCK Je-
jenuii B reHe SMN1).

VIHCTpyMeHTaIbHbIE UCCIeI0BAHMA:

® PentreHorpadus OpraHoB IpyZHON KJIETKH:
TeyeHHe JBYCTOPOHHEH IPUKOPHEBOH ITHEB-
MOHUH, B INHAMUKE PEKOHBAJIECIIEHIIUS.

® DseKTpoKapanorpadua: CHHyCcOBas apUTMHUSL.

e Dxokapauorpadus: CTPYKTYpHBIX U TeMOAU-
HaMHMYeCKUX HapylleHUH He BhIABIEHO. [laTo-
JIOTUYECKUX 00pa3oBaHUI HeT.

JIEHEHUE

Mwiana. ACKOp6MHOBasi KUCJIOTa B TabieTKax
30 mr/(krxcyT) Ha 1—2 mpuema N@ 3, masee noa-
JepxuBaromas go3a 10 mr/(krxcyT) 1o 2 HeZ B
MecHI] TOCTOSTHHO.

Masncyp. ACKOpOMHOBas KHCJIOTa B aMIyJaax
Ui TapeHTepajibHOro BBeZieHUA 30 MI/KT B/B
KanenbHO N° 7, fajee noazep)KyBaroliasd A03a
10 mr/(krxcyT) B TabieTKax 1Mo 2 HeA B MeCHII]
TIOCTOSTHHO.

PesynbraTel. [Ipy 06c/ieZioBaHUU B OT[EIEHUHN Y
060UX JleTell BBIABIEH BICOKUI YPOBEHb METre-
mormobuna (40% Tpu MOCTYIUIEHUH), T€MOIJIO-
6uHa (190—180 r/m). VICKiIIOYeHHEl cepzed-
HO-COCYWCTbIe U OpPOHXOJETOYHbIE MTPUIUHBL
uraHo3a. Y 060UX /leTeil BhIsIBJIEHA HyJeBas ak-
TUBHOCTh (depMeHTa MeTreMOIIOGUHPEeAYKTa-
3BL. Y MaJbyMKa ¢ MUKpoledanuei, 3aepKKoi
TICUXOMOTOPHOTO PAa3BUTHUS YW MBIIIEYHON [JU-
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MHH.

cHu3wiIcsA 70 150—160 /.

BbIBO/IbI

HBIX Y KUIIEYHBIX 3a00/IeBaHUM.

aHa/In3€ KUCJIOTHO-UIEJIOYHOI'O COCTOAHHNA.

I/IZ[I/IOHaTI/ILIeCKI/Iﬁ IPUTPOLUTO3.

Yposens spurpouutos 102/
9
8 7,69
7
6 6,22 5.64 5,87
5
4
3
2
1
0
Munana Mancyp
B 10 1eyeHUA rocie je4eHus
YpoBeHb reMoryo6uHa r/
250
200 194
172 160 166
150
100
50
0
Munana Mancyp
B 10 1eyeHUA rocse je4eHusa
YpoBeHb MeTreMorio6una %
45 42
40 40
35
30 2
25
20 16,8
15
10
5
0
Munana Mascyp
M 10 1eyeHua Tocje Jje4yeHus

YUTEIBHO C TeMOINIOOHMHOIIATHEMH,

MaTHUKOH.

2pasaBroz. W

Puc. 2. /lunamuka nabopamopHslx nokazamenetl y Muna-
Hbt u MaHcypa 00 u nocie ieueHus

Ta6auna 2. AKTUBHOCTh METTeMOIIOOMHpeAyKTa3bl y Muiansl JI. u MaHcypa 3.

T emie | G | Mo |

Muiana JI. 0 romo3urora

Mascyp 3. 0 romosurora

2,2—4,5
2,2—4,5

Ez. akTUBHOCTU

Ez. akTUBHOCTU
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CTOHMEN WCKIIOYeHBl CTPYKTYpHble aHOMaJIMU
TOJIOBHOTO MO3ra, mnepudepudeckoil HepBHOMN
CHCTEMEI, HAaC/Ie[ACTBEHHEBIE 60Ie3HN 0OOMeHa Be-
IIECTB U CMIMHAJbHAsA MBIIIEYHAsA aTpodusi, UTo,
BEPOSTHEE BCETO, OOYCIOBIEHO HAIUYUEM Y Pe-
6GeHKa 2 THUIIAa FOMO3UI'OTHON MeTreMOoIIoGHHe-

Ha ¢oHe seyeHMs BBICOKUM 03aMU aCKOPOUHO-
BOM KMCJIOTHI yPOBEHb METTeMOIIOOMHA CHU3MII-
cs1 g0 18—20%, ypoBeHb 06Iero reMorio6uHa

1. ToMO3UTOTHasA METTeMOIIOOMHEMHU C POXK/e-
HUSA TIPOSIBJIAETCS IMaHO30M U TUIIOKCHEH TKa-
Hel, ycuwuBamomasacsa Ha GoHe 6POHXOJIeroy-

2.1lnaHo3 YW TNPU3HAKU TUIIOKCUU IIPU OTCYT-
CTBUU CEPZAEYHO-JIETOYHOM IaToNIOTUU — II0-
Ka3aHM:A K UCCIEZOBAHUIO METIeMOIIoOnHa B

3. BaezacTBrEe paboThI KOMIIEHCATOPHBIX CUCTEM
YPOBeHb OOIIET0 reMOIVIOOMHA U 3PUTPOLHU-
TOB Yy ZileTedl ¢ MeTreMomIoOMHeMHeH BbIIIe
HOPMBI, 4YTO OLIMOOYHO PACIEHUBAIOT KakK

4. CylIecTBYIOT 2 THIIa TOMO3WTOTHOH MeTTe-

MortobuHeMuu. [IepBbIil CONMpPsKEH HWCKIIIO-
BTOPOH
COTIPOBOXKZAETCS HEBPOJOTUYECKON CHUMIITO-

5.B COBpEMEHHBIX YCJIOBHUAX IPU OTCYTCTBHUHU
METWIEHOBOT'O CHHEro /i1 BHYTPUBEHHOTO
BBeIEHUA KaK aHTaroHHUCTa MeTreMOoIIoOu-
Ha JIeYeHHe IPOBOJUTCS BBICOKUMU Z03aMU
aCKOpOMHOBOM KUCJIOTH! C JaJbHEHIINM IIe-
PEeBOZOM Ha IO PXKUBAIOIIYE 03Bl KypCaMU
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JIDBb-TecT B IMATHOCTHUKE
anemuy MaHKOHM y peOeHKa

1 roma 3 mec

Hemust @ankoHu (AP) — pexkoe
Hac/lIeCTBEHHOE  ayTOCOMHO-pe-
eccrBHOe 3abojieBaHHUe, Xapak-

Tepusylollieecd HeJOCTaTKOM KpOBETBOPEHUS,
aHOMAaJIUAMHU Pa3BUTHA U CKJIOHHOCTBIO K pas-
BUTHUIO OITyXOJIeM BCJIEACTBHE HeCTaOWIbHOCTHU
reHoMa.
Yactotra BcTpedaemoctd 1:350 000 HoBOpoO-
JKI€HHBbIX, YacTOTa HOCUTEJIbCTBA II0 Pa3HBIM
ucrouHukam 1:181—300 [1, 2].
B HacTos1Iee BpeMs N3BeCTHO 19 reHoB, CBA3aH-
HBIX C pasButueM A®, KaXJblli U3 KOTOPHIX OT-
BeyaeT 3a CHHTe3 OIpe/leJIeHHOI'0 IPOTeNHa, TaK
WIM MHave y4acTBYIOIIero B IIpoliecce pemnapa-
nuu JIHK [3, 4, 5].

KJIMHUYECKUM [TPUMEP

B sauBape 2017 r. B remaToJIOTU4eCcKOe OTAe-
aenve M/ITKB moctynun manbyuk M., 1 rog
3 mec.

Anamue3. PebeHok ot 1 6GepeMeHHOCTH, POJ-
CTBEHHBIN 6pak (pOAUTENN ABOIOPOAHBIE CUOCEL).
Pozarr 1 Ha 41 HeJ, caMOCTOSITe/IbHBIE, BOZABI IIPO-
3payHbIe.

Macca 2800 1, pocT 49 cm.

ITo Ox0-KI" OTKPHBITHIM apTepHalbHBIN IPOTOK.
BrinucaH Ha 5 CYT B YZOBJIETBOPUTEIBHOM COCTO-
SAHUM, peOEeHOK HAaXOAWICA Ha TPYAHOM BCKapM-
JINBaHUM I10 TPeOOBaHUIO.

B Bo3pacre 2 mec xu3Hu (¢ 02.12 mo 18.12.2015)
Haxoawica Ha JjedeHuu B JITKB N2 9 ¢ auarso-
30M «TrajJlakTo3eMHsA? XoJieCTaTUYEeCKUH CHH-
ZpoM. BTopuuHEBIM reMopparuieckuil CUHIPOM.
Cyb6apaxHouziasibHOe KpoBousiausaHue. [loctre-
Mopparudeckas aHeMHus TaKesol creneHu. Je-
¢bunuT Beca». B oTaeneHun y pebeHka oTmeva-
Jlach IByXpOCTKOBAs LIUTOIIeHUA (3pUTPOIIEHU,
aHeMusi, TPOMOOLIMTONIEHNS), TUITOKOATYJISIHsA,
runepbunpyb6uHemus. IIpoBoAwIachk Tepamus
CBe)Xe3aMOpOXKeHHOH 11asmoi N2 3, ABykpaTHO
BBeZleHle SpUTPOIUTAPHON Macchl, FeMOCTaTH-
yecKkas Tepamnus BHKACOJIOM U JUIIMHOHOM. [e-
Mopparudeckuil CHHAPOM KyIIMPOBaH.
Hacrosamiasa rocrnuranu3aiysi B TeMaToJIorhye-
ckoe otaeneHue M/ITKB B cBs3M C IOsBIE€HHUEM
bebpUIbHOM TMXOPAJKU U IPOAYKTUBHOTO KalIUIs
Ha $pOHe arpaHy/IoIUTO3a U TPOMOOLIUTOIIEHHUH.
[1pu mocTyruteHUu obpariany Ha cebss BHUMaHUe
3azepkka GU3NIECKOTO U WHTEUIEKTYaJIbHOTO
Pa3BUTHs, MHO)XECTBEHHBIE CTUT'MBI AUCIMOPHO-
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Location Phenotype Phenotype | Inheritance Phenotype Gene/ Gene/Locus
MIM number mapping key Locus MIM number

16924.3 Fanconi anemia, 227650

complementation
group A

reHesa, B TOM YKCJIe TUIIOIUIA3Us AUCTANTbHOM da-

JIaHTH GOJIBILIOTO TTaJIbIIA JIEBOU PYKU; O1eJHOCTD

KOXXHBIX TIOKPOBOB, YMEpPEHHBIA remMopparude-

CKUI CHHPOM B BU/I€ ITeTeXUaTbHBIX KPOBOU3JIHU-

STHUH ¥ SKXMMO30B Ha KOXKe JIUIA, KOHEYHOCTEH.

e B obuieM aHanM3e KpOBU TPEXPOCTKOBASA LIH-
TOIEHWUS: SpUTpOUMTH 2,16x10%%/1, HB 74 T/71,
MCV 101 ¢n, MCH 34 nr, TpoMOOUMTHI
22x10°/11, neiikouuTsl 2,3x10°/71, abcomoTHOE
yucno HelTpoduios 0,299x10°/71.

® B GMOXMMUYECKOM aHan3e KPOBU: YMepeH-
Hoe yBennudenue [11® (421 npu H g0 345 Ex /i),
JIAT (545 mpu H g0 430 Ex/mn), ACT (105 npu
H mo 50 Ex/n), AJIT (74 npu H go 45 En/in),
¢depputuna (433 npu H g0 60 MKr/71).

e IIpu uccieZoBaHUU KJIETOYHOTO UMMYHHUTETA
He6OJbIlIOe YBEIUYeHNE WMMYHOPETY/ISITOP-
HOT'O MHZEKCA.

o KoarynorpaMmma — HOPMOKOAryJIsALIHA.

e BUY, HCV HBsAg oTpuuiaTesabHO.

® B MuesnorpamMmme BeIpa’keHHOE CHIDKEHHE KIle-
TOK aspurpouutapHoro paza (0,8% mnpu
H 14,5—26,5), cyxeHue HeHATPOPUILHOTO
POCTKa C «0OphIBOM» Ha YPOBHE MUEJIOLNTOB,
OTCYTCTBUE METaKapUOIUTOB.

JIDOb-TecT: TIOJIOXKUTEIbHBIN (ucciezoBaHO

30 meTtadas, BeIABIeHO 144 abGeppauuu; Kapuo-

TUn 46 XY).

FANCA 607139

TECT HA JIOMKOCTb XPOMOCOM

«30JI0TBIM CTaHAAPTOM» CKPUHUHT'A /IJIA1 BBIABIIE-
Husg AD GBLT U OCTAeTCs TECT C AUIMOKCUOYTaHOM
(19B) u ero BapuaHT ¢ MmutoMuiiHoM C (MMC)
[5,6,7].

Cyrb MeToza: mocie o6paboTKu JTUMOOIUTOB
win GpUOPOBIACTOB ANKWINPYIOIINM BEIIECTBOM
(B HesjeTanbHOM /UIA KJIETOK KOHIIEHTpallN)
OIpeZIeJIAI0T YacTOTY U CIIEKTP CIIOHTAHHBIX U UH-
JYLIMPOBAHHBIX in Vitro XxpOMOCOMHBIX abeppariuii.
Tect He umeerT 100% crnenudUIHOCTH, JUIIb
ouyepumnBas guddepeHINANbHBIA KpPYyTr, B KO-
Tophiti BXoauT A®, cuHapoMm HulimereHa, CHH-
apom Pobeprca, Warsaw breakage syndrome,
cuHzApoM bitoMma, BpOXAEHHBIH AVCKepaTo3 U
HEKOTOpHBIe JpyTrue CHUHAPOMEL. [loaToMmy B co-
OTBETCTBUU C PeKOMeHZAAIIUAMU 10 JUATHOCTU-
ke AD crpaTerus reHeTHUYECKOTO CKPUHHMHIA
BKJIIOYAET TaKXKe IIeJIeBOM CKPUHUHI MyTalni
ZJIs1 HEKOTOPBIX IOMYIAIIMOHHBIX I'PYIIII, BBIAB-
JleHHe Haubosee 4acThIX gesnenuii rena FANCA
MeTozoM MLPA, mccienoBaHMe U3BECTHBIX TIe-
HOB A® MeTOZOM BBICOKOIIPOU3BOAUTENBHOTO
CEKBEHUPOBAHUA.

Takum 06pa3oM, Ha OCHOBaHMU aHAMHe3a, KJIU-
HUKO-Tab0paTOPHBIX JAaHHBIX pe6eHKY OBbLT BbI-
cTaBJleH AUarHo3 «aHeMus ®aHKOHM».

Pe6GeHKy IpOBOAWIACH KOMIUIEKCHAA Teparws,
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BKJIIOYAIOMIAA 3aMeCTUTENbHYI0 TEPAIHI0 SPH-
TPOLIUTAPHOM B3BECHI0 U TPOMOOKOHIIEHTpA-
TOM, aHTUOaKTepHaIbHasi, IPOTUBOTPUOKOBAA U
cUMITOMaTH4ecKas Tepanus, Ha $oHe KOTOPOit
aHeMMs, FeMOpparu4ecKuii CHHAPOM, arpaHyJio-
LIUTO3, CUMIITOMBI HMHTOKCHKAI[UH, JHUXOPaJKU

6bUTH KyITUPOBaHbL. Pe6GEHOK BBITUCAH /IS JaJlb-
Helilero aM0OyIaTOpHOTO HAOITIOAEHUA.

B HacToflee BpeMs €AUHCTBEHHBIM paJUuKayb-
HBIM crocoboM JedeHuss AD ABIAETCA TpaHC-
wIaHTanusa KocTtHoro mosra ot HLA-coBmecTu-
Moro foHopa. i

Cnmcok JIMTepaTyphbl
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JHAYMMOCTb KOMILJICKCHOM
JIMATHOCTHUKM 3JI0KAYE€CTBEHHBIX
3a00/1eBaHNI1 KPOBETBOPHOM
TKanu. Ciyyaii B-kKjieTouHoro
ocTporo JumM¢o0.1aCTHOrO
Jeiiko3a/mmbombl bépkurTa

y pe0OeHKka 5 jer

exomKKkuHCcKue aumbomer (HXIT)

H MPEJCTABJISAIOT  reTepPOreHHOI0
TPYIIILY OIIyX0Jiel, BOSHUKAIOUIUX

U3 KJIeTOK JTUMGOUAHON TKAHH, Pa3JIAYHBIX IO

UMMYHOMODP}OJIOTUYECKUM, IUTOT€HETUIECKIM
U KJIMHUYeCKUM XapakTepuctukam. HXJI coctas-

na10T 7—8% OT umcia BceX 3JI0KaueCTBEHHBIX
3aboneBaHuil y gereil. OT BHAA OIIyXOJIEBBIX
KJIETOK I10J, MUKPOCKOIIOM U OT MOJIEKY/IIpHO-Te-
HeTHYeCcKoi ocobeHHOCTH 3aBUCcUT popma HXIIL.
MexayHapogHasa kiaccudukanusa BO3 Beigens-
eT Tpu 6osbinue rpynnsl HXJT:




TpyaHblil AarHo3 B ieAUaTpuu

PR

1. Tumbomsbr numdobiaactabie B- u T-kieTou-
Hble, pacTyIllMe M3 He3peJbIX KJIETOK-Tpes-
LIeCTBEHHUKOB B- u T-mumdorutoB (1umbo6-
snactel). I'pymnna coctasigeT 30—35%.

2. 3penble B-kietounsle HXJI U 3peslokaeToOYHaAA
B-¢opma octporo numdobiacTHOrO Jeiko3a
(B-OJIJT), mpoucxozsiiye u3 3peisix B-tumdo-
uuTtoB. OTu HXJI oTHOCATCA K caMoii pacrpo-
cTpaHeHHO# ¢popme mumboM — mouty 50%.

3.JluMmdpoMBI KPYITHOKJIETOYHbIE aHAaIUIa3upo-
BaHHble (ALCL), coctaBstomue 10—15% ot
Bcex HXJL.

Takum obpasoM, Haubosiee pacIpoCTPpaHEHHBIM

THUIIOM HEXO/PKKUHCKOH TMMGOMEI y leTel ABIIA-

erca muMmdoma Bepkurra (JIB) — BbICOKOArpec-

CUBHaA TUMpOMa M3 UMMYHOJIOTUYIECKH 3PEJIbIX

B-KJIETOK C IIpeUMyIIeCTBEHHO 3KCTPAaHOAAb-

HOH JIoKanu3anueii. Haubonee dacTto mopaka-

FOTCSI OpraHbl OPIONIHOM ITOJIOCTU: TOHKAs KHIII-

Ka (Jale ee TepMUHAJIBHBIN OTZeN), OpBDKElKa,

a TaKXKe JKeNyZOK, TOJICTas KWIIKa, OpIOUIVHA,

rlevyeHs, cene3eHkKa. Crenupudeckoe nopaxeHue

KOCTHOT'O Mo3ra HabJrogaetcs B 25—35% ciy4a-

eB (TpakTyeTca kak B-OJLUT), IIHC — B 20—25%.

TUNMYHO BOBJIEYEHUe IToYeK, INYHUKOB, ANYEK,

abZOMUHATBHBIX U 3a6piomuHHbIX JIY (ocobeH-

HO B WIEOIeKaJIbHOM ob6sacTu), pexe nepude-

puveckux JIY. B 10—15% cny4aes JIb otmeueHO

BOBJIeUeHUe KOJblla Basbzeliepa, CIIOHHBIX JKe-

JIe3, BepXHel U HIDKHeH JyentocTH, opouTsl. Cpe-

ZIOCTeHHe ITopaykaeTcs peko. i onpeeeHUs

PacIpoCTPaHEHHOCTH OIyXOJIEeBOr'o IIpoliecca

HCIOJIb3YeTCs CTaiupoBaHue 1o S. Murphy.

Camas 6rIcTpOpacTyIas U3 BCeX 3/I0Ka4eCTBEH-

HBIX HOBOOGpa3oBaHuii JIb ominyaeTcs BEICOKOM

XMMHOYYBCTBUTEIBHOCTbIO. Y 80—90% 60sb-

HBIX yZaeTcs IOIY4YUTh AJWTEJbHble IIOIHBbIe

KJIMHUKO-TeMaToJIOTMYecKue U LUTOreHeTude-
cKkue peMuccuu B 1-fi IMHUU NIpU NIPOBeAEeHUU
mporpaMM WHTEHCUBHOW BBICOKOZO3HOU I[IXT,
OHAKO B CJlydyae pa3BUTHs PeLUAMBOB 3aboie-
BaHWs UX Teparusi ocTaeTcss Manod3dppeKTUBHOMA.
B HacTodAmee BpeMsA omnvcaHbl eIUHUYHBIE CIIy-
Yau JOCTKEeHUA 2-H PEMHCCHU C TTOC/IeAYIoIei
3} deKTUBHON ayTO/a/UIOTeHHOU TpaHCIUIAHTA-
el KOCTHOT'O MO3Ta. BOBIIMHCTBO pPeluANBOB
JIb “HKypabenbHEL.

Hamu npeacTaBieH KIMHUYECKUH CIydal maru-
eHTKu I, 5 J1eT, y KOTOpoi BO3HUKJIU TPYAHOCTU
TIpY [TIOCTAHOBKE AMarHo3a U3-3a Pasauduil Mop-
dosoruyeckux UCCIeOBAHUNA U UMMYHOTHCTO-
XUMUYECKUX TaHHBIX.

W3 anamHe3a: co cloB MaMbl, ¢ 04.02.2018 y
pebeHKa Havascs OTEK BEK, MPEAONOXKIIN ajl-
JIeprh4yecKylo peakliiyio, IIPOBOAWIACH AHTUTU-
ctaMUHHas Tepanusa 6e3 adpdekra. B cBA3u ¢ Ha-
pacraHueM oreka Bek ¢ 10.02.2018 Haxoaunach
cranyoHapHoM JjedeHud B JI'KB nMm. Bamnuise-
BOM, IpoBOZAWIACh HHTEHCUBHasd CTepouHas
Tepamnus, jJeyeHre ¢ KpaTKOBpPeMeHHBIM He3Ha-
yuTeabHbIM 3ddexToM. ITo HACTOAHUIO POAUTE-
Jieth pebeHOK BhinucaH u3 60nbpHuUIEL, 04.03.2018
caMocToATeNbHO obpaTwrick B MATKE.
JleBouka ObUIa TOCIUTAJIU3UPOBAHA B OTZAEJe-
Hue odranbmosniornu Mopososckoii ATKE. Ipu
OCMOTpe OOHapyKeHO yBeJU4YeHHE BEK U pe3-
KO BBID@QXEHHAs OTEYHOCTb, IepUPEPUIECKUX
nuMpaTUIECKUX Y3JI0B BCEX T'PYII: JTUXOPAZJUT,
BBID@KEHHBINI WHTOKCHUKAIIMOHHBIM CUHIPOM.
Ia3a OTKpHITH pebGeHOK He MoxkeT (puc. 1).
B remorpamme: jseiikonuTo3 53,7 THIC./MKJI, Te-
Morno6uH 111 r/mx, TpoM6ouuThl 137 THIC. /MKIL.
B OMOXMMHYECKOM aHaiu3e CBIBOPOTKU KPOBU:
JIAT 7040 E/n, moueBasd Kuciaora 1593 MK-

Puc. 1. BHewHuil 8ud pebeHka 00 HAUANA JieUeHUS.
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MOJIb/JI, MOYeBUHA 22,9 MMOJb/J, KpeaTUHUH
97 wMkMoiab/sn. Ha KT BbIABIEHBI IIPU3HAKUA
VHQWIBTPAaTUBHO OTEYHBIX M3MEHEHWI mapa-
OpOUTANBHBIX MATKUX TKaHeN, MBI OpOUT,
TIOZIBUCOYHBIX U KPHUIOHEGHBIX MOK, OTEK MIT-
KUX TKaHel NOAHIXHEYENIOCTHON obiacTtu, ¢
BepOATHOM JuMdazZieHoTIaTHeM Ha TOM YPOBHE,
UHOWIBTPATUBHbIE W3MEHEHUsA KJIETYATOYHBIX
MIPOCTPAHCTB ILIEYHBbIX OOJACTel, MaHCUHYCUT
C JeCcTpyKUMel KOCTHBIX CTPYKTYp yKasaHHOU
JIOKQJIN3allNH, CHIDKEHUe IUIOTHOCTH KOCTHOH
TKaHU HIDKHeM 4esIoCTH, YBeJIMYeHHe BepXHUX
sApeMHBIX TUM(aTUYECKUX y3JI0B cIpaBa. [Ipose-
geHo KT opraHoB GpPIOIIHOI MOJIOCTH U MasIOTO
Tasza: KT-kapTuHa MHOXECTBEHHBIX OYaroBBbIX
TopakeHU moyeK MHGMIBTPATUBHOTO XapaKTe-
pa, 06'beMHOTO COMUAHOTO 06pa30BaHUsA B MOJIO-
CTH MaJIOro Ta3a, BhIpa)KeHHON reHepajn30BaH-
HO¥ MMbaZieHonaTHH.

JleBouKe TIpOBeZieHA OTKpPHITass OWOICHA IOA-
HIDKHEYETIOCTHOTO JTUMGbaTUYeCKOTo y3ja ciie-
Ba. /IBYCTOPOHHAA 5HJOHA3albHAasA HJOCKOIIU-
yecKas ralMopoOTOMMUSA.

T'ucTtonorudeckue wuccjaefoBaHUA. Marepuan
npezcTaBieH ¢parMeHTaMU TKaHU JuMdaTHde-
CKOTO y371a ¥ 6eCCTPYKTYPHOM, CIBHO $pparmMmeH-
TUPOBAHHOM TKaHbIO OIyXoau. BeccTpykTypHas
OIlyxoJieBasA TKaHb COCTOUT U3 KJIETOK CpeJHero
Y KpPYIHOTO pa3Mepa ¢ He6OJbIION LUTOILIA3-
MOM M KpPyIHBIM IIOJUTOHAJIBHBIM BaKyOJU3U-
POBaHHBIM SZIpOM, He COZEepKalllUM SZAPBIIIKA.
Cpeoy KJIETOK OIyXOJU OOJIBIIOE KOJUYECTBO
MHUTOTHYECKUX U amonToTudeckux ¢uryp. Tak-
JKe BCTpedaeTcs: OOJbIIoe KOJTNIEeCTBO KPYITHBIX

Puc. 2. Knemxu onyxoau mMoHomop@Hble. «38e30H0e Heb0»

MakpodaroB ¢ KJIETOYHBIM JETPUTOM B I[UTO-
miasMe, SABIAIIUMCA (arouTHPOBAHHBIMU
aloNTOTUYECKUMHU TeJNbl[AMU; 3TH Makpodaru
TIpU MajIoM yBeJudeHUH GOPMUPYIOT KapTHUHY
«3Be3gHor0o Heba» (puc. 2). Tkaub auMdaTHde-
CKOT'O y3J1a YaCTUYHO CTepPTa, OTMeYeHbI eIUHIY-
HbIe cy6KarncynapHble TUMpOUAHbIE GOITHKYITBI
C aKTUBHBIMM Te€pMHHATUBHBIMHU I[€HTPaMH,
napadOJUTUKY/ISIPHBIE 30HBI C BRIPaXKEHHBIM pac-
UIMpEHUEM, 3allOJHEHHBIE IIPEUMYIIEeCTBEHHO
KPYTTHOKJIETOYHBIM UHQWIBTPATOM U3 KJIETOK C
HeOOIBIION UUTOILIA3MOM U KPYIHBIM IOJIUTO-
HaJIBHBIM SPOM C HECKOJIBKHUMU SAPHIIKAMU.
Taxke B mapado/UIHKY/ISIPHBIX 30HaX OTMeYaeT-
sl IPUMECH OOJIBIIOTO KOJMYECTBA PeaKTUBHBIX
nmuMmoounToB. [Ipy HMMMYHOTHCTOXUMUYECKOM
HCC/IEIOBAHUM KaK B 06pa30BaHUAX IasyX, Tak
u B muMbaTUIeCcKOM y3yie 06Hapy»KeHO, YTO OC-
HOBHOM OITyXOJIEBBII MHGUIBTPAT IIPEACTaBIEH
PAXS5-, CD79a-, CD10-nio3uTUBHBIMU B-11iM¢06-
sactamu ¢ GOKaJbHOM U O4YeHb C1aboii KO-3KC-
npeccueii CD20 (puc. 3); ocobeHHOCThIO JaH-
HOTO CjIy4as SIBJIETCS OTCYTCTBUE SKCIPECCHU
TdT u BCL6, ABnAIOIMMECS KII0YEBBIM MapKEPOM
JUIA JUATHOCTUKY TTOJABJIAIONIETO GONTBITMHCTBA
T- u B-mumdobiacTHbIX TUMPOM U JIEHKO30B.
B nuMmdaTuyeckoM y3jie MMeeTcs IIPUMeCh pe-
akTUBHBIX CD3-mo3uTuBHBIX T-TUMQOLUTOB, U
pe3uzayanbHble JuMbouAHbE (GOJUTUKYIBI KC-
npeccupytot CD20.

B mpezenax MccieZOBaHHOTO Marepuaga MOp-
donoruueckue npusHaku u uMMyHodeHOTUIT B
nuHeHHOU JauMdo6racTHOM JTUMGOMBL/OCTPO-
ro B-muHeitHoro suMdob6IacTHOro Jeiko3a

Puc. 3. Knemku onyxoiu momansHo aKcnpeccupyom
PAX-5, nan-B-knemouHslii mapkep
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(T.e. omyxosb U3 KJIETOK IIpeJIlecTBEHHUKOB
B-mumdouuTos).

Ioce ycTaHOBKM IIpeBapUTENBHOrO AUarHosa
pebeHOK IepeBeZieH B OTAEIeHHe OHKOJIOTUM U
reMaToJIOTHH JJI AasbHeHIned ANarHoCcTUKU U
BBIOOpA TAKTUKY TepaIuu.

CormacHO IUlaHy oOcC/IeZoBaHUS IIpPOBeZeHa
MIyHKIIMOHHAA OHOICHA KOCTHOTO MO3ra, JIo-
MmbanpHasA MyHKIWSA. B Mwuenorpamme o6Ha-
pykeHo 90% O6acTHBIX KJIeTOK. IIpoBezseHO
UMMyHODEHOTUIIMPOBAHUE OIIyXOJEBBIX Kile-
TOK — MMMyHOQEHOTHI 6IaCTHOU HOMYJIALNHI
COOTBETCTBYeT ocTpoMy JuMdOOGIacTHOMY Jieii-
ko3y, B-II BapuaHT ¢ ko-skcipeccueii CD33. Ilo
JAHHBIM MOP(}OIIMTOXUMUYECKOTO HCCIe0Ba-
HUA TIOMyJALNA aHAIUIA3MPOBAHHBIX OJaCTHBIX
KJIeTOK cocTaBisieT 52,4%. biacTHBIE KIIETKU
cpefHero pasmepa, C BBICOKMM AAEepHO-LIUTO-
I1a3MaTUIeCKUM COOTHOIIEHHEM, PaBHOMEPHO
pacmpezieJieHHBIM XPOMaTHHOM A7pa, 4acTb KJIe-
TOK ¢ HOoMUMOpHBIMU siapaMu. KieTku ¢ BbIpa-
>KeHHOH 6a3oduineli HUTOIUIa3MBl, YacTb U3 HUX
¢ BaKyosM3auuel fapa U NUTOILIa3Mbl. Peakiys
Ha MHEJIONEepOKCHa3y B OJaCTHBIX KJIETKax He
BBIAB/IeHA. Peakiinsa Ha UNUAH (C CyZaHOM dep-
HBIM B) B 6acTHBIX KJIeTKaxX He BBIABJIEHA. Pe-
aknya Ha minkoreH (PAS) — PAS-mo3WUTHBHBIHN
MaTepras COAEPXKUTCA B 5% OIACTHBIX KJIETOK
B MeJKOIpPaHyJIAPHOM BHZe. Peakinua Ha He-
cienuduyeckyro a-HadTwIamerar acrepasy B
6JIaCTHBIX KJIETKA He BbIABIEHA. J[aHHbIe MOD-
bOIUTOXMMUYECKOTO UCCIE0BAHNA B OOJbIIEH
CTEIleHU CBUJETENIbCTBYIOT B IIOJIB3Y OCTPOTO
numdobracTHoro yetiko3a, L3 BapuanTta o FAB
KIaccupUKanuy, YTO COOTBETCTBYET 3peJIOKJIe-
TOYHOMY BapHaHTy OIIyXOJeBOro 3abojieBaHUA
(mumdoma BépkurTa/B-OJLI).

B ananuse smukBopa: uurtos 0,67 /MKJ, IIUTOIIpe-
rapaT CIIMHHOMO3I'OBOM JKHAKOCTHU COAEPXKUT
6s1acTHBIE KJIETKU, YTO CBU/IETEIBCTBYET O IIOpa-
skenum 1THC.

Ha ocHOoBaHMM NOJMyYeHHBIX JAHHBIX BO3HUKIN
TPYAHOCTH B YCTaHOBJIEHUU JUarHo3a, 4To He
TI03BOJIAZIO MHUIIMANBHO ONpeZAeNUTbCA C TAaKTU-
KO, HeoOXOAMMOW NpPOrpaMMHON XUMHUOTepa-
nuedl, B KOHEYHOM cYeTe BIUAIOIIel Ha IPOrHO3
3aboneBanus. C 11eIbi0 BepubHuKaliu JuarHosa
«QJU1/B-mumdobnactHas mumdomar» u «B-OJLI/
nmumboma Bépkurra» HeobXoguMO Joobciieno-

BaHue. IloBTOpHOe pedepeHCHOE MOPGDOLUTO-
XUMUYECKOe HCCIeZJOBaHKe: KapTUHA KOCTHOTO
Mosra cooTBeTcTByeT OJL/I, Gosblile JaHHBIX 3a
L3 (iumdoma Bépkurra). Takke MPOBEAEHO LIK-
TOr€HETUYECKOe M MOJIEKY/ISIPHO-TeHEeTUYECKoe
ucciaeZioBaHe KOCTHOTO Mo3ra: KapuoTul 46,
XX. Tlpu uccinepoBanuu metozoM FISH obHapy-
>keHa nepectpolika rena CMYC B cocTase t(8;14)
(q24;q32). TIpu cTaHAAPTHOM KapUOTHIIHPO-
BaHUM oOHapyxeH KJIOH c t(8;14)(q24;q32) u
KOMIUIEKCHBIMHA XPOMOCOMHBIMU IIepeCcTpOMKa-
mu. Ilpu uccnezoBanuu mMerozom FISH t(8;14)
(q24;q32) noaTBepKAEHA.

[lony4yeHHble pe3yIbTaThl TE€HETHUYECKOrO MC-
CIeJOBAaHUA OIIyXOJEBBIX KJIETOK ITO3BOJIMIN
TOYHO [JUarHOCTUPOBaThb y pebeHka B-kieTou-
HBIM OCTPBIN JTMMGOGIACTHEIN JIEHKO3 [0 THILY
L3/mumdoma BépkurTa, IV cTagus, c nopakeHH-
eMm [THC.

Iocne monydeHus UHGOPMHUPOBAHHOIO COIJIA-
cUsl TI0 )KU3HEHHBIM ITOKa3aHUAM HadaTa LIUTO-
peayktuBHas ¢opdaza (ZekcameTasoH+ IHUKIIO-
dochan+undysus) mno mnporpamme NHL/
B-ALL-BFM-2004, npuMeHsAeMOH B Hallel KJIH-
HUKe Ui JiedeHus JaHHol matosoruu. Ha ¢pone
npoBezeHus ¢op-da3pl cocTosHME pebeHKa C
BBIPQXEHHOHN IIOJIOXKUTENbHON AMHAMUKON [J0-
CTUTHYTa I[UTOPEAYKIUA OIIyXOJEBBIX KJIETOK.
CornacHo nporpaMme jedeHus 24.03.2018 npo-
BeleHO BBeJeHHe pUTyKcnMaba (CUHTeTHdYe-
CKUe, XUMepHble MOHOKJIOHAJbHBIE aHTHUTENa,
cBA3bIBaoIyecsa ¢ autTureHoMm CD-20 Ha mosepx-
HOCTU JUMQOIMTOB U WHAYLUPYIOIINE UMMY-
HOJIOTUYECKUE peaKLIUM, KOTOphle NPUBOAAT K
nusucy B-xinerok). C 27.03 mo 31.03.2018 mpo-
BeZleH IMepBhIH OJIOK MHTEHCUBHOU IMOJUXUOTE-
panuu — AA (TIpueM ZekcaMmeTa3OHa, BBeJeHUe
BUHKPUCTHHA, I[UTO3apa, 3TONO3WZa BBICOKOJO-
3UPOBAaHHBIX MeTOoTpekcata u ubochamuga +
UHTpaTeKaJIbHOE BBeJEeHNE XUMUOIIPENapaTos).
JledeHUe B IIeJIOM IlepeHecsa yZOoBIeTBOPUTEIb-
Ho (puc. 4). B janbHelineM covIacHO UCIIOIb3ye-
MO IporpaMmme Tepanuu pebeHKy GyeT poBe-
ZIeHO elle 5 6JI0KOB ITOTMXUMHUOTEPATIHH.

3AKJIFOYEHUE

B cTraTbe MBI IpeAcTaBUIN Crydyail gubdepeHny-
aJbHOMN JUAaTHOCTUKY 3I0Ka4eCTBEHHBIX 3aboJte-
BaHWM, BO3HUKAIOIINX U3 KJIETOK JTUMGOUAHOMN
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Puc. 4. BuewHuii 8u0 pebexka nocne 1-20 Kypca xumuomepanuu

TKaHU. [eHeTHYeCKoe HCCIefOBaHUE OILyXOJle-
BBIX KJIETOK KaK KJIIOYE€BOH JUAarHOCTUYECKHH
MeTo/ MTO3BOJWIO BepudUIUpoBaTh AUArHO3 U
BBIOpaTh HEOOXOAMMYIO TAaKTHKY crenudude-
CKOH BBICOKOZIO3HOM ITOJIMXMMMUOTEPAIINU C HC-
II0JIb30BaHUEM TapreTHHIX IpenapaToB. Brr6op
aZIleKBaTHOT'O JIeYEeHUsI OIpeZiesisieT MIPOrHo3 3a-
6osleBaHUA U BCELIEJIO 3aBUCHUT OT IIOJHOTHI Ie-
MaToJIOTUYeCKOro oOcIeloBaHys HabII0AaeMBIX
nanueHToB. [IpuMeHeHue Jpyrux IPOrpaMM XU-
MuoTepanuu (HanpuMmep, A B-muHelHON 1UM-
dobnacTHO TMMbOMEI) TpUBENIO 6B K OGBICTPOH
aKTUBALIUU OIyXOJIEBOTO IPOIecca U B IOCIEAY-
ollleM pa3BUTHEM pedpaKTepHOCTH TedeHH: 60-
Jie3HU. IIpOTHBOPEYNBEIM U HEIOJHOCTBIO Pas-
PEIIeHHBIM OCTAaeTCsA BOIPOC O CYIIeCTBOBAHUU
ucTUHHOM muMboMbl BépkurTra 6e3 TpaHCIoKa-

uuu rena MYC. B HacTosIiee BpeMs ugeHTedU-
LIUPOBaHBI ITOATUIBI IUMPOM, HAIIOMUHAIOLINE
aumbomy Bepkurra GEHOTUIINYECKH U TUCTO-
JIoruyecku, HO He UMelolye repecTpoiiku MYC.
B Takux cry4dasx 6a30BbIM KPUTEPUEM OCTAETCS
Mopdosornyeckas IPUHAAJIEKHOCTb OILyXOJIe-
BBIX KJIETOK K L3 BapuaHTy.

JlaHHBIY KIMHWYeCKUN ciaydall JeMOHCTpUpYeT
HeOOXOMMOCTh KOMIUIEKCHOTO 0O6C/IeZ0BaHUS
ManyueHTa ¢ IpoBeJeHHueM HMMYyHOQEHOTUIIU-
poBaHuA, MOP(OIIUTOXUMUYECKOTO U TEHETHYE-
CKOTO HCC/IEZIOBAHUM. DTO IO3BOJIUT M30exaTh
oIMGOK B JuarHose, OMKMOOK B IPOBEAEHUU
TTOJIMXUMUOTEPAIINY U, KaK CJIeZCTBUe, CHU3UTh
YaCcTOTy PEIMJUBOB U YBEJIHUYUTD 001IyI0 Hecco-
OBITHUIHYIO IIATWIETHIOI BBDKMBAEMOCTD IaIU-
eHToB. B

CHuCoK JIuTepaTypbl

1. CmupHoBa H., Mskosa H., BenorypoBa M.c coaBT. JledeHre HEXO[KKUHCKUX TUMGOM U3 3pesibiX B-KJIETOK ¢
HCTIO/Mb30BaHUEM KOMOWHHUPOBAHHOW MUMMYHOXMMHOTEPAINH: BO3MOXXHOCTH ONTHUMM3ALUK TepareBTHYe-

ckoli ctpaTeruu. OHKoremaTosnorus, 2015;10:15—24.

2. Samochatova E., Shelikhova L., MyakovaN. et al. Therapy of advanced stages mature B lymphoma and
leukaemia in children and adolescents with the use of rituximab and reduced intensity chemotherapy (B-NHL
2004 mab protocol): the results of a 8-year multi-centre study. J.Pediatric Hematology/Oncology, 2013, 7.

3. Swerdlow S.H., Campo E., Harris N.L., Jaffe E.S., Pileri S., Stein H. et al. eds. WHO classification of tumours
of haematopoietic and lymphoid tissues. Lyon: IARC; 2008:312—6.
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AHamjiacTudeckas
KPYIHOKJIETOYHAS JIUM(pOoMA
MO3BOHKA U €€ MACKH Yy JIeTen

HaIUlacTUYecKas KpYITHOKJIe-
TouHasa suMmdoma (AKKJI) mpez-
cTaBisgeT cobOll reTeporeHHYI0

TPYIITY 3JI0KaYeCTBEHHBIX OMyxosiei TuMbOona-

HOU mpupogel. Hayunsrii unTepec k AKKJI 06-

YCJIOBJIEH peAKoil 4acToToi 3a60jeBaeMOCTH,

MHOT0o06pa3reM KIMHUYECKUX IPOSBIEHUH, OT-

CyTCTBHEM 4eTKUX AubdepeHInaIbHO-AuarHo-

CTUYECKUX KPUTEPUEB DPa3JNYHbIX BapUaHTOB

AKKJI 1 eauHOrO cTraHjapTa TepalneBTUYEeCKUX

nozxozoB [1]. AKKJI aBisgeTcss caMOCTOSATENb-

HOM KJIMHUKO-MOPQOJOTUYECKOH eAuHULIEH,

KOTOpas XapaKTepu3yeTcs YacThIM BO3HUKHO-

BeHueM y geteli (20—30% BcexX HEXOMKKHUH-

ckux tuMmoom) (HXJI) u peaKo BCTPEYAIOUIMCS

BapuadToM HXJI y B3pocibix — okosio 5% [2].

Io uTepaTypHBIM JaHHBIM, XapaKTEPHBIMU JJIs

cructeMHOM AKKJI ABNIAIOTCA 3KCTpaHOAATbHBIE

TmopakeHus, HabmogaeMble PUOIU3UTENb-

HO B 2/3 ciy4aeB, Haubosiee 4acTo OBIBAIOT

TIOpakeHbI KOXKa, KOCTU U MArKWe TKaHu [3].

[TopakeHUsA IeHTPaJbHON HEPBHOU CHCTEMBI

U KeTyZOYHO-KUIIEYHOTO TpaKTa peaku. Pas-

JIMYAIOT /IBa BapHaHTa aHAIUIACTUYECKON KPYII-

HOKJIETOYHOH MUMPOMEl (ALK-IO3UTUBHBINA U

ALK-HeraTHUBHBINM), OCHOBaHHBIE Ha BBIABJIE-

HUU B MapadUHOBBIX Cpe3ax XMMepHOro bOeaka

NPM/ALK, BO3HUKawILero B pe3yiabrare

TpaHciokanum t (2; 5) [4]. Kak npaBuio, aHa-

IIacTA4Yeckas KpYIMHOKJIeTOoYHas JuMdoma

UMeeT JOCTATOYHO THUIMHWYHYIO KJIUHUYECKYIO

KapTHHY, OJHAKO B CUJIy CBOel peJKoi BcTpeya-

eMOCTH, KaK NpaBUIO, B IEPBYIO O4Yepesb JaH-

Hoe 3abojieBaHME PACIIEHUBAETCSA KaK TeYeHUe

UHOEKIIMOHHOTIO Ipoliecca TOM WM WHOU 3THO-

JIOTUH, B TOM YHCJIE KAK OCTEOMUEHT.

HarnaaHpiM NOPUMEPOM SBIAETCS CJIEAYIO-
mui KIMHU4YecKui ciaydaii. JleBouka, 15 sierT,
cTaja oTMedyaTb GOJM B TOSCHUYHOM O6MacTu

Y TIOBBIIIEHHWE TeMIlepaTyprl A0 Ge6pHIbHBIX
undp. Pebenok 6b rocnuranusupoBaH B JICO
Koposnesckoii I'KB, rae nmpoBoauioch obciesoBa-
HHe: KINHUYeCKUH aHalu3 KpoBU (IIOBBILIEHME
COD, aHemusa), OMOXUMUYECKUI aHAIU3 KPOBU
(yBenuuenue CPE). AHanu3bl KpoBU Ha HHeEK-
uuu, LE-kieTku, Y3U opraHoB G6pIOIIHON TOJIO-
CTH ¥ 3a06PIOUIMHHOIO IIPOCTPAHCTBa, 0630pHas
peHTreHorpadua OpPraHOB TPYJHOM KJIETKU U
TOACHUYHO-KPECTLIOBOTO OTAena. IIo pesyibTa-
TaM BCeX BblIIellepedrCIeHHbIX HCCIeoBaHUul
3HAYMMOH I1aTOJIOIMH He BhIABIeHO. [IpoBeseHa
CTepHajbHas MyHKUMA: JAaHHBIX 3a T'eéMOOHKO-
JIOTHIO He IosydeHo. [To mpuyYnHe cOXpaHeHUA
’)kano6 pebeHok mepeBezeH B I'BY3 MO MO-
HUKHN um. M.®. Bragumupckoro. BrimonHeHa
MarHUTHO-pe30HaHcHas1 ToMmorpadus (MPT)
TI03BOHOYHHKA, HO KOTOPOH BBIABIEHO OYaroBoe
nopakeHue LIV ¢ mpuaHakamMu AeCTPyKIIUU U UH-
bunbTpali IpWIeKalux MATKUX TKaHel. [1o
pe3ysbTaTaM KoMIbioTepHoU ToMorpaduu (KT)
MOACHUYHOI'O OTAeJa IMO3BOHOYHMKA OIpese-
JeTca o6beMHOe oOpa3oBaHHe Tejla U OTPOCT-
k0B LIV ¢ gecTpykiuel Tesna BBIIIeyKa3aHHOTO
MIO3BOHKA M €ro INaTOJIOTM4eCKHUM IIepeioMOM,
MATKOTKaHHBIM KOMIIOHEHTOM, a TaKXKe IIPU3Ha-
KaMH MHBa3UM OOJBIIOHN ITOACHUYHOHN MBIIIIIEI
(puc. 1, 2).

[TpoBoamnace TepamuA: ¢iueMokiIaB, IedoTak-
cuM, nedbaxkTaM, HUMYIWZ, BOJBTAPEH, TOP-
MOHa/IbHasA TepanusA. [lo MpUYMHE OTCYTCTBHUA
adpdexTa oT mpoBOAUMOrO JeveHUss pebeHOK
nepeseZieH B Mopososckyto JII'Kb ¢ Hampasisa-
IOIIUM AUArHO30M «XPOHHUYECKUH OCTEOMUEeTUT
LIV».

[Tpu moOCTyIUIEHWM B CTAllMOHAp IIPH OCMOTpe
onpezensiack 00Ne3HEHHOCTh IPU ITTalbIIAlAN
B IIPOEKIINU OCTUCTHIX OTPOCTKOB B IOACHUYHOM
OTZesle TO3BOHOYHUKA, a TaKke IOJIOKUTEb-
HBIH CHMIITOM HaTsSD)KeHHs clipaBa. [IOBTOpHO
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Puc. 1. ObsemHoe obpaszosarue mesa u ompocmxog LIV ¢ decmpykuyueil mena

B8blUEYKA3AHHO020 NO3BOHKA U €20 namoJio2uiecKkum nepeiomom. AkcuanbHas

npoekuus

npoBezieHO Y3Vl OpraHOB OpIOUIHOW IOJOCTH
U 3a0pIOIIMHHOIO IIPOCTPAHCTBA, IO Pe3yJib-
TaTaM KOTOPOTO BBISABIEHBI 3XOrpaduyecKue
TIPU3HAKU YMEPEHHOHM OTEeYHOCTH OOJIBIION Jie-
BOU MOSCHUYHOM MBIIIIEL. BEITOIHEHB! ITIPOOGHI
MaHTy U AUACKUHTECT, pesy/lbTaT OTpULlaTeNlb-
HBII. B OTZeseHUU IpoOBeZeHHl J1abopaTOpHbBIE
o0ceZIoBaHNA: B KIMHUYECKOM aHalIU3e KPOBU
ot 25.01.2017 remorno6uH 88,6 r/J1, 3pUTponu-
Tl 3,19x10'2/71, netikorutel 9,60x10°/1, COD
170 MM/4. B GMOXMMHUYECKOM aHajIu3e KPOBU
oT 26.01.2017 JIAT 106 Ex/a, CPb 0,1203 r/m,
ACJIO 400 ME/mn. Pe6eHOK KOHCYJIBTUPOBAH
OHKOJIOTOM, peBMaToJIoroM. 1o mpu4nHe coxpa-
HeHUA ABJeHUH MHTOKCHUKALUY, IUIOXO KyIHUpY-
eMoii suxopazku (zo 40°C), Hapacranusa CPb B
KOHTPOJIbHBIX GMOXMMHUYECKUX aHaInu3ax KPOBU
U yCcUIeHUsA HeBPOJOrM4ecKOM CHMITOMAaTHKU
B BUJle NTapecTe3uil HIDKHUX KOHEeYHOCTeH Ipu-
HATO pellleHre O IIPOBeJeHUN GHOIICHY M1aTOoJIO-
TUYECKOTO odara. BrIlosHeHa TpernaHOOUOICHs
LIV. Tuctomorudeckuii oTBeT: aHaIlacTU4ecKas
KpyNHOKJIeTOYHasA juMoma, ALK-mo3uTUBHAs.
JleyeHue JaHHOTO 3a6oJeBaHUA KOHCEPBATHUB-
HOe U JJIUTeNbHOe, OJHAKO C BBICOKOM Bepo-

Puc. 2. Ob6semHoe obpasosarue
mena u ompocmxog LIV ¢ decmpyk-
yuetl mena 8blUEyKAZAHHO20
N0380HKA U €20 NAMOJI02UHeCKUM
nepenomom. CazummansHast
npoekyus

ATHOCTBIO BOCCTAaHOBJIEHHs Tejla ITO3BOHKA.
C yueToM gaHHOro ¢axkra, a TakKe BBIPa’KEH-
HOU ZedopManuy ¥ HaIUYUSA OTPULIATETBHOMN
JUHAMUKU B BHJE HapacTaHUA HEBPOJIOTHYe-
CKOI CUMIITOMaTHKU MPHUHATO pellleHre O Mpo-
BeJIEHUN MAaJOMHBA3UBHON TpaHCIIEAUKYIIAD-
HON cTabWIN3alMy KOPOTKOW KOHCTPYKLIHEH
(LIII-LV) (puc. 3).

B mocsieonepanioHHOM Ileprofie OTMedasICs pe-
rpecc HeBPOJOTMYECKOH CHUMIITOMaTUKU. Jlanee
pebenok 6bul mepeBeZzeH B HMUIL] ATOU wum.
Jmutpua PorayeBa yid npoBeZeHUA crenudu-
YeCcKOI'o KOHCepBaTHUBHOIO JIeYeHMU .

JlaHHBIY KJIMHUYECKUM cIy4all WUIIOCTPUpPYET
TPYAHOCTHU JUATHOCTUKU PESKO BCTPEYAROLTIXCS
neAinaTpUYecKux 3a60IeBaHNUN, MaCKUPYIOIIUX-
¢ IO/, XUPYPrUdecKyIo IaTOJIOTHIO.
JlmarHocTUYecKui IMOWCK U JIedeHHe AeTed ¢
pefKOo BCTPedaloUMMUCA OHKOJOTHUYECKUMU
3aboyeBaHUAMU ABJIAETCA KpaliHe HENpOCTOH
3azaveit, Tpebyroleil ciakeHHON paboTHI Iie-
JIOH KOMaHZbl MHOTI'ONPOOUIBHBIX OIBITHBIX
CIIEIIUAJNCTOB JJIA JOCTIKEHUS XOPOIIero
KJIMHUYECKOTO U QYHKIIMOHAJIBHOI'O pe3yJbTa-
ta (puc. 4). H
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Puc. 3. CocmosiHue nocjie Ma0UHBA3UBHOU MpaHCnedu- Puc. 4. Cocmosinue nocjie MANOUHBA3UBHOU MPAHCNEOUKY-
KynspHol uxcayuu LIII- LV aapHoll puxcayuu LIII-LV

Cnmcok JIMTepaTypbl
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JIenkosHuedaonarus,
MHAYLUPOBAHHAA
XUMHOTEpANUEN Y MALMEHTA

C MeAYJ1J100aCTOMOM IrOJIOBHOT'O

MO3ra

IyXOJIW  IIeHTpaJbHOM  HepBs-

HoM cuctembl ([THC) 3aHumaioT

17-e MecTO 110 YPOBHIO 3a60JIeBa-
emoctH [1]. B 2015 r. B Poccuu 6BUIO BHIAABJIEHO
8896 mepBUYHBIX 6OJIBHBIX ¢ omyxomsamu ITHC, B
TOM 4mcie 655 zeteil B Bo3pacte fo 17 et [2].
B CIIA exerogHo guarHoctupyerca 2000 HOBBIX
cny4aeB omyxosei [THC y manueHToB B Bo3pacTe
7o 20 neT, B Bemukobputanuu — 563 GOJbHBIX B
Boapacre o 19 net [1]. B cTpykType 3aboneBa-
€MOCTH Ha JIOJII0 OITyXOJiel LIeHTPaJbHON HepB-
Hoii cucreMsl (UHC) nmpuxozutcsa 22% OHKOJIO-
ruvyecKkux 3abosieBaHuit y gereil. Hecmotps Ha
CBOIO OTHOCHUTEJIBHYIO 4aCTOTY BO3HHUKHOBEHUS
(2-a O3UIMA TIOC/IE OCTPHIX JIEMKO30B), CYHTA-
0TCA peakuMu 3aboseBaHuamu (3,5—5,5 Ha
100 000 metckoro HaceneHus) [3].
MegynnobiacTtoMa siBisieTcss Haubosee pacipo-
CTpaHeHHOM 3JI0KadyecTBeHHOH omyxoibio LTHC y
JleTell U ABJAETCA IepBUYHON 3710KaueCTBeHHOMH
3MOpHOHAMBHOI OIMyXoablo. YacToTa BCTpeda-
eMOCTU cocTaBjisieT OT 12 g0 25%, mo AaHHBIM
pa3nuyHbIX aBTOPOB [4]. Ocob6eHHOCTBIO MeAYII-
106J1aCTOM SBJIAETCS BBICOKASI CKJIOHHOCTD K Me-
TacTa3MpPOBAHUIO 10 IMKBOPHBIM ITyTsIM. BeTpe-
yaeTcs B JII060M BO3pacTe OT BHYTPUYTPOOHOTO
Z0 IIOXKUJIOTO C IIMKOM MeXJy 4 U 7 rofiaMu Jatie
y ManapuukoB 1,3/1—2/1. YactoTa BO3HUKHO-
BeHUA Meay/uiobnacToM y geteit ot 0 1o 14 neT
B EBpome cocraBnger 6,5 Ha 1 MIH zgeTell B
roz. B CIIIA exerogHo AUarHOCTUPYeTCSA OKOJIO
540 ciygaeB MeZyII06IaCTOMBI, YTO COCTABIAET
1,6 cydaeB Ha 1 MuH geteit B rog [4]. Jlokanu-
3auusa MeAy/UI00IacTOMBI ompezesseT MaHude-
CTaIlMI0 KJIMHUYECKONW KapTHHBI, MPEX/Ie BCEro

CUMIITOMaMH BHYTPHYepellHOM TUIepTeH3HH,
KOTOpBIE B CBfI3U C OCOOEHHOCTIMHU CTPOEHUS
Yyepemna y fleTeil paHHero Bo3pacta (yBeaudeHue
pa3MepoB dYepela, IUIACTUYHOCTH MO3Tra, 3Ja-
CTUYHOCTh COCYZIOB) MOTYT AJUTEIbHOE BpeMs
OCTaBaThCs KOMITEHCHpOBaHHBIMU [5]. Hamb6o-
Jlee 4YaCTHIM KJIMHUYECKUM IIPOSBJIEHHEM Me-
ZYJI06IaCTOMBI SIBJIIETCS CUH/POM ITOBBIIIEHS
BY/I: BeIpa’keHHbIE TOJIOBHEIE 601U U pBOTA. [1o-
paXeHUe YepBs MO3)KeYKa MOXKET MPUBOAUTH K
TYJIOBUIIHON aTaKCUM U HUCTAarMy Kak II€PBBIM
cuMITomam [4].

JluarHocTuka Meay/utobaacToMbl  6asupyeTcs
Ha KJIMHUYECKUX JaHHBIX, TOTOJIHIEMEIX COBpe-
MeHHBIMU MeToZlaM{ HeHpoBHU3yalIusaluyu —
KOMITBIOTEDHO}M, MAarHUTHO-PE30HAHCHOH U
TMO3UTPOHHO-3MUCCUOHHOM ToMmorpadueit [5].
MeTozoM BeI6Opa HEMPOBU3YAIU3ALUU DU Me-
naymobnacroMmax siBisiercss MPT TOIOBHOTO MO3-
ra 6e3 U C KOHTPACTHbIM YCHJIEHHEM, KOTOPOe
JaeT MHOro MHpopManuu 06 aHATOMUU U pac-
IIPOCTPaHEHHOCTU OIyXonu [6].

K xoniy XX B. 10-1eTHAsI BBDKUBAEMOCTh JeTel
¢ MB 6bu1a Ha ypoBHe 35%. C BBeleHHEM COBpe-
MeHHON HeHpOXUPYyprudecKol TeXHUKU U Me-
TOZOB XMMUOJIYYEBON Tepamuy BBDKHUBAEMOCTh
6obHBIX MB yryummiack 1o 50—60% [8, 9, 10].
CoBpeMeHHbIE MIPOTOKOJBI JIEUeHUsI MeAy/U1o0-
JIACTOM BKJIIOYAIOT XHUPyprudeckoe JedeHHe,
JIy4EBYIO TEPAIUIO U HOIUXUMUOTepanuio. JlaH-
HBI TTOZIX0/, YBEIMYEHUIO 00I1el u 6e3penugnB-
HOI BhDKMBaeMmocTH 10 70—80% [7, 8, 11].

B oTaeneHue KIMHUIECKOH OHKOJIOTHH ITOCIe
XUPYPrA4eCKOro JIeYeHNs [0 II0BOAY 00beM-
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Puc. 1. MPT 20n108H020 mo32a om 12.05.2017 (0o onepamugHo20 8meulamenscmsa)

HOro 006pa3oBaHMA I'OJIOBHOTO MO3Ta IOCTY-
nuia AeBo4kKa, 8 JIeT, II0cjIe OllePaTUBHOIO Jie-
YeHUA: yAaJeHue OIIyXOJIH YepBs U reMuchepsl
Mo3xeyka B Mae 2017 r. 'HcTosorudeckoe uccie-
ZI0OBaHMe OllepallMOHHOIO MaTepuana AuarHo-
CTHPOBAJIO MeZy/UIO0IacTOMy KJIaCCHYECKOTO
turta WHO grade IV. Ha MOMEHT IOCTYILIEHUSA Y
pebenka c ypoBHs Th12—L1 mosiHOe BBITIaileHe
TTIOBEPXHOCTHOU U ITyOOKOHM YyBCTBUTEIBHOCTH,
¢ ypoBHA C4—C5 HapylleHHe IOBEPXHOCTHOM
YyBCTBUTENbHOCTU. HapymeHua GyHKIIUU Ta3o-
BBIX OPI'aHOB.

AHaMHecTH4eCKU IepBble CUMIITOMBI B BUZE Ka-
JI06BI Ha c71a6OCTh B MPAaBOU HOTe, 6OJIU B CIIHHE,
3aTeM roJIOBHYIO O0JIb, NIATKOCTh TOXOAKYU CTaTN
noAsATheA B anpeie 2017 r. Ha MPT ronossoro
Mo3ra BBIABJIEHO 00'beMHOe 0Opa3oBaHue 3aHel
YeperHoU AMKHU ¢ IpU3HaKaM{ MHBa3UU U OTeKa
Ha IIeHHOM U HIDKHEeTPyAHOM ypOBHe, a TakXke
MeTacTaTUYEeCKOTrO MOpaXKeHUsI BEIecTBa U 060-
JIoueK roJIOBHOTO M CIIMHHOTO Mo3ra (puc. 1).
[Mocse mpoBeZeHHOTO A0006CIe0BaHNs PeOEHKY
HauaTo JiedeHue 1o nporokony HIT MED 2015,
k1 SKK.

Ilpu KOHTpOJBHOM oOciefoBaHMM Ha ¢GOHe
NIPOBOAVMOM XHMHOTEpAlluy OTMevaroTcs II0-
C/leomnepaloHHbIE U3MeHeHusa B obmactu 34,
MP-nipysHakK¥ MeTacTaTU4Ye€CKOI'0 IIOpaKEHUA
BeljecTBa U 06OJIOYEK I'OJIOBHOI'O Mo3ra C Io-
JIOXKUTENbHON AMHAMUKON B BU/Jle YMeHbIIeHUA
pasMepa 04YaroB HaKOIUIEHHA KOHTPAcTHOTO
npernapara, oTpUliaTesbHasA AWHAMUKA B BUZeE

HAKOIUIEHWs KOHTPAcCTHOTO BellecTBa 0060J0Y-
KaM{ CIIMHHOTO MO3ra. 30HBI IIOBBIIIEHHOTO
MP-curnana B pexxuMme T2 u FLAIR B nepuBeH-
TPUKY/ITHOM 6€I0M BeIl[eCTBE C HEYETKUMU KOH-
Typamu (puc. 2).

[lpu odepesHOM KOHTPOJBHOM OOC/IEZOBAHUM
(MPT ot 09.10.2018) ¢ menbto onpezeneHus 3¢-
bEKTUBHOCTY IIPOBOAMMOTO JIeUEeHUsI OTMeYaeT-
csl yMepeHHas IoJIoXKUTeIbHasA JUHAMUKA B BUZE
YMeHBIIEeHUA 09aroB HaKOIUIEHUA KOHTPACTHOTO
BeIl[eCTBa B 'OJIOBHOM MO3Tre, 000/I0YKaMH CITHH-
HOro Mo3ra. 30Ha U3MeHeHHoro MP-curHazna B
[IePUBEHTPUKY/IAPOM OeJIOM BeljecTBe HeCKOJIb-
KO yBeJIUYWIaCh.

ITpu MPT ot 02.12.2017 npusHaku auddysHo-
ro mnosbllleHUA MP-curHasa B II€pUBEHTPHUKY-

Puc. 2. MPTTM om 08.08.2017 FLAIR, AX T2
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Puc. 3. MPTI'M om 02.12.17 T2, FLAIR

JsspHOM OesioM BelrecTBe B pexkuMax T2, FALIR.
BriaBieHHble MP-U3MeHEeHNA TPAKTOBAIUCH KaK
o0mupHasA 30Ha NEPUBEHTPUKY/IAPHOTO OTeKa
6esoro Bemectsa (puc. 3).

C y4eTOM KJIMHUYECKONM KapTHUHBI OTCYTCTBHE
JAHHBIX 3a TUIEPTEH3UOHHO-THApOoLebanbHbIN
CHUHZPOM, TPOBOAUMON IOJUXUMHUOTEpanuei
C VHTPaBEHTPUKY/IAPDHBIM BBeJeHUEM MeTo-
TpekcaTa, OTCYTCTBUe IIPH3HAKOB HapacTaHUSA
BEHTPUKYJIOMerajauy 1o JaHHBIM HelpoBU3ya-
JM3alMM, HapacTampllue B AUHAMUKe IepHUBeH-
TPUKYJ/ISIpble N3MeHEHUs 6eI0ro BelecTBa ObLTH
UHTepPIPeTUPOBaHbl KaK IOCTTepaleBTUYecKas
nelikosHedanonaTua. OT HHTpaTeKaJIbHOIO
BBeZIEHUA XUMHOIIPeIapaToB ObUIO PelIeHO BO3-
Jlep>KaThbCs.

PebGeHKy IUIaHMPOBAJIOCH IIPOBEJEHUE 3Tara
JydyeBoy Tepanuu. OZHAKO B CBA3U C HATUYHEM
TIPOJIEXXHA B KPECTLIOBO-KOITYMKOBOH 006JIacTH
JTall JIy4eBOi Tepamuu ObLT OTIOXKEH. PebeHKy
TpoJoJbKeHa XMMUOTepaIus.

Ha poHe npoBoAMMOI TEpAIINH JeBOYKA XKaI0Ba-
JIach Ha MHTEHCHUBHYIO T'OJIOBHYIO 60Jb B yTpEH-
HHe Yachl, CTaJa BsUIOW, COHJIMBOM, KalIpU3HOM.
ITpu MPT ot 11.01.2018 (puc. 4). MP-kapTuHa
TIPOrPECCUH OCHOBHOTO 3a00JIEBaHMUS.
Y4uuTEIBasA IPOrpeccHpoBaHUEe OCHOBHOIO 3a060-
JIeBaHUA, pellleHO HadyaTh IPOTUBOPEIUAUBHYIO
JIMHUIO XMMHOTEepaIuHu.

Beuepom 15.01.2018 BrnepBble BO3HUK SIH307,
KJIOHMKO-TOHUYEeCKHUX CyZOpOr ¢ HapylleHHeM
co3HaHUA. PeGEHOK IOBTOPHO OCMOTpPEH Hel-

pOXUpPYProM, HEBPOJIOTOM, BHINOJIHEHA BeH-
TPUKyJIOMaHOMeTpHuA. JIMKBODHOEe JaBjeHUe
10 MM BozH.cT. [Ipy BO306GHOBIEHUY IPUCTYIIOB
PEKOMEHZIOBaHO HayaTb IIPOTUBOCYZOPOXKHYIO
Tepanuio. 16.01.2018 y pebGeHKa COXpaHINCHh
’Kajo6bl Ha WHTEHCUBHYIO T'OJIOBHYIO 60Jb, 3a-
TeM PasBWICA IOBTOPHBIN CyZIOPOKHBII DIIU307, C
HapylLleHUeM CO3HaHUA, KIOHUAMU IIepUOpaIb-
HOH MYCKy/JaTyphl, ILIaBAIOIIMMU JBM>KEHUAMU
IVIa3HBIX s67I0K. [IpUCTYT KyIUPOBaH BBEAEHUEM
pacTBopa pejlaHMyMa. PekoMeHZ0OBaHO HadaTb
NIPOTUBOCYAOPOXKHYIO TEepaluio B/B BaJlbIIPO-
€BOM KMCJIOTOM. B IHOCTHPHCTYIIHOM Iepuofe
COXPAaHAJIOCh HapylleHNe ypOBHA CO3HAHUA JI0
IIyOOKOT'O OIVIyIIeHUS.

17—18.01.2018 y pebeHka oTMeyanoch o 3 ma-
POKCHU3MaJIBHBIX COCTOSSHUN B BuZe GUKCAIMH
B30pa, IIpeKpalleHus pedyl, aKTUBHON JesaTelb-

Puc. 4. MPTTM om 11.01.2018 T2 tra (1,2)
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HOCTH, OTCYTCTBUS PEAKIMU Ha OKpyKarollee,
KyNIMPOBAJINCh CaMOCTOATeNbHO. C yuyeToM co-
XPaHAIOMINXCA MapOKCU3MAaIBHBIX COCTOSSHUN Y
pebeHKa ¢ IBYCTOPOHHEN CUMMETPUYHOM JIEHKO-
sHuedanonaTueil Ha poHe MHPY3UU KOHBYIEKCA
25 Mr/(KrxcyT), a Takke ¢ y4eTOM IOBBIIIeHUA
AJIT B 6GMOXMMHUYECKOM aHan3e KPOBU B Tepa-
nuio BBeZleH JjieBeTupaneram 30 Mr/(KTxcyT).
B Tepanuio Takxe fo6aBieHa $posreBas KUCIOTa.
Ha 93T ot 18.01.2018 snmnentrudopMHast aKTHUB-
HOCTb HEBBICOKUM HHZEKCOM B Buzie Aubdy3HbIX
paspsAO0B UK-BOJH U KOMIUIEKCOB NTUK-MeZJeH-
Hasi BOJIHA, a TaKXKe IIPO6eroB 6bICTPOI aKTUBHO-
ctu (fast activity) (puc. 5).

C 20.01.2018 cyzOpOKHBIX IPUCTYIIOB He 3abUK-
CHUpPOBaHO. Y ZIeBOYKHU COXpaHAIach WHTEHCHUB-
Hasi TOJIOBHAsA 60JIb, BAIOCTh, COHIUBOCTE. C yue-
TOM ZiaHHbIX DOT" 3MHU30/BI FOJIOBHOM 60N MOTYT
SIBJIATHCS SKBUBAJIEHTAMU CYyZOPOXKHBIX MTPUCTY-
noB. [Ipou3BeseHa KOpPpeKLMA ZO3bl JeBeTHpa-
merama — 52 wmr/(xkrxcyr). 27—28.01.2018 y
JIeBOYKHU OTMedaylaCh WHTEHCUBHaA TIOJIOBHAd
60JIb, TUIOXO Kymnupytoasicsa mpuemom HIIBC,
TaKKe OTMEeYasnch XKajobbl Ha 60JIb B Illee U Io-
SICHUYHOM OT/leJie TIO3BOHOYHUKA. [Ipon3BeseHa
KOppeKILIMA J03bl KOHBYJIEKca, JieBeTHpaleTaMma.
C y4eToM BBIpaXEHHOTO 60JIEBOTO CHUHApPOMA

Puc. 5. 33T npobezu fast activity

B Tepamuio BBeJeH aMuUTpunTwinH. Ha doHe
TPOBOAVMON Tepamuyu OTMeYaeTCs YMeHbIIe-
HUe YaCTOTHl U UHTEHCUBHOCTY T'OJIOBHOU 60711,
6oseli B mo3BoHOUHUKe. Cyzopor He 3adukcu-
poBaHo. [IpoTHBOpeIUANBHAA XUMUOTEPAIUS
npogomkeHa. Ilo gaHHBIM KoHTponbHOU MPT
oT 15.03.2018 6e3 oTpuIlaTENbHON AMHAMUKU
(puc. 6).

MerToTpeKkcaT — LHMTOCTaTHYECKUI Ipenapar,
Haubosiee 4acTO HCIIONb3YEMBIM NMPU JIEUeHUU
3JI0KaYeCTBEHHBIX HOBOOOpa30BaHWM, a Tak-
J)Ke ayTOMMMYHHEBIX Ipolleccax. HecMmorpsa Ha
pas3jIMyYHBIE CIOCOOBI BBeZeHUs (IepopajbHO,
BHYTPUBEHHO, WHTPATEKaJbHO), TOKCUYHOCTh
ero ocraercs Beicokoi. B St Jude Children’s
Research Hospital 6pu1 mpoBezieH peTpocIek-
TUBHBIM aHaIU3 CIy4aeB Pa3BUTUSA METOTPEK-
caT-UHAYIIVPOBAaHHOM HEHPOTOKCUYHOCTH Y Jie-
Tel, IoIyJalouiux JjedyeHne [0 IOBOAY OCTPOro
nuMdobracTHOro yeiiko3a. OMUCHIBAIOTCA KakK
6ecCUMITOMHBIE CIy4au HEUPOTOKCUYHOCTH,
TaK U C Pa3BUTUEM CYZOPOXKHBIX MPUCTYIIOB U
0YaroBOM HEBPOJOTHUYECKONW CHUMIITOMAaTHUKOMU.
BrIABNIEHEl BepOATHBIE T'eHETUYeCKHe MapKe-
pBl TUIEPYYBCTBUTEIBPHOCTH K METOTpEKCa-
Ty: TRIO, PRKG1, ANK1, COL4A2, NTN1, and
ASTN2. ABTOpBI NpPUXOJAT K BBIBOAY, YTO B
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Puc. 6. MPTI'M om 15.03.18 T2, FLAIR.

GOJIBIIUHCTBE CAyYyaeB W3MEHEHWSs, BHIABJIEH-
HBIE 110 JAHHBIM HelpoBU3yalIu3aluu, o6paTu-
™Mbl [12].

V.J. Foster, F.W. van Delft et al. mosararor, 4To UH-
aynupoBaHHasd MTX HEHPOTOKCMYHOCTH MOXKET
BO3HUKATh BCJIEJCTBHE MEXJIEKapCTBEHHOTO
B3aMMO/ENUCTBUS M HU3KOTO YPOBHSA BUTaMHUHA
B,,, TOTEHIIMHMPYIOLIEr0 TOKCUIHOCTh. BOMBIMH-
CTBO Ha3HAYaeMBIX COIMYTCTBYIOIIUX Ipernapa-

ToB 11pu OJUJL y fieTell peasn3yIoT CBOe JeHCcTBIe
yepe3 CXOAHBINA (OJATHBIM GUOCHMHTETUYECKUI
myTh, Kak U MTX, u/win CHWXaOT (QyHKIHO-
HaJbHBIN ypOBEeHb BUTaMMHa B ,, crmocobcTBys
HapacTaHuio TokcumyHoctd MTX (puc. 7).

ITpoTuBOOIyXOIEBOE JAEUCTBHE MeToTpeKcaTa
OCHOBaHO Ha WHrubGHpoBaHWM Aurugpodosa-
TpeaykTasbl (JI'®P), uTo cHMXKaeT KOIUIeCTBO
teTparuapodosnara (TI'P), KOTOPHIH, B CBOIO

T1T romorucTenH

3aKuch a3oTa

1l meTnoHUH
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ouepenp, ucnonbsyerca anad cuHresa JHK, ge-
GUIIUT KOTOPOTO NMPUBOAUT K TMOENU KIIETOK.
BoccraHoBneHune TeTparugpodosata B pe-
3y/ibTaTe ero Mertabosn3Ma IMPUBOAUT TaKXKe
K yMEHI)H.IeHI/IIO CHUHTe3a MEeTHMOHHWHA U3 I'OMO-
nuctenHa. MeTHUOHUH 3aTeM IIpeBpaliaeTca B
S-azeHo3w1 MeTUOHUH (SAM), MeTWI-ZOHOD,
KOTOPHIH UTpaeT KJIIOYEBYIO POJb B 06pa3oBa-
HUU MUEJIUHOBBIX 000JIOUEK. [IpousBozHEBIE Xe
TOMOIIMCTENHA ABJISIOTCA dKCAHTOTOKCUYHBIMU
U OPUBOJAT K IOBPEXAEHUIO SHAOTENINA COCY-
ZIOB U Pa3BUTUIO HHCY/IBTOB. ['oMoLricTenHeMUA
TaK>Xe HpI/IBOL[I/IT K K IIOBBIIIIEHUIO DHAOI'€HHBIX
aroHuctoB NMDA-penenTopoB (roMonucTen-
HOBas KUCJIOTA, IIUCTEUH-CYyIbOUHOBAS KUCIIO-
Ta) ¥ YCWINBAET IIyTaMaTeprudeckoe Bo30yxK-
nenue [13, 14].

OBCYXK/JEHUE

PebeHKY ¢ MeZy/u1061acTOMOM KJIacCUYeCKOTo
tuna (WHO grade IV) 4epBsi MO3)Ke4yKa U Me-
TacTa3upOBaHUEM IIO TOJIOBHOMY U CIIMHHOMY
mo3ary nposoauinack IIXT mo cxeme mpoTokosa
HIT-MED 2015 ¢ uHTpaTeKaabHbBIM U BHYTpHU-
BEHHBIM BBeJleHUEM XMMUOIIpenaparToB. B He-
BPOJIOTUYECKOM CTaTyce MCXOAHO MMeIU MeCTO
TeTpalvlerusd U 4YyBCTBUTE/NbHbIE HapylIEHUA.

Ha KOHTpOJIbHBIX HeWpOBHU3yanu3alUAX olle-
HUBaJach JUHAMUKAa OCHOBHOTO 3abosieBaHUs,
a MeJJIeHHO HapacTarollye IepUBeHTPUKY/IAD-
HBle U3MeHeHUs 06eloro BellecTBa TPaKTOBa-
JIMCh B paMKax NEePUBEHTPUKYJIAPHOI'O OTEKa.
OzZHako, YYWTBHIBAsA OCHOBHOHM JAMarHos, IIpo-
BegeHue IIXT M oOTCyTCTBHE TI'MIIePTEH3UOH-
HO-THApOIedATBHOTO CUHAPOMA U HapacTaHUe
06LIEMO3IOBOI CHUMIITOMATHUKH, BBIIBJIEHHbIE
U3MeHeHUsaA — /IByCTOPDOHHee CHMMeTpHUYHOe
auddysHoe mopakeHue 6eOTO BelecTBa ro-
JIOBHOI'O MO3ra, TulepuHTeHcuBHOe Ha T2-BU
u FLAIR — Haubosiee BEPOSTHO JO/DKHBI TPaK-
TOBaThCA Kak IIOCTTepaleBTHYecKas JIeHKO3H-
uedasonaTtus.

Oco6eHHOCTH JeHCTBUS XUMHUOIIPENapaToB, UX
KOMOUMHAIY, aHTHOaKTepuaabHasa U aHTHMHUKO-
TUYecKas Tepanud U OCIOXHEHUA IIPOBOAVMOM
Tepanuy MOTYT IIPUBOAUTDH K Pa3BUTHIO MApOK-
CHU3MAaJIbHBIX COCTOSHUM KaK Ha paHHHUX 3Tallax
JleyeHUs, TaKk U B OTCPOYEHHBIH Iepuoz. Tak-
THKA BeZeHUsA TaKUX JeTel, 1eecoobpa3HOCTh
HasHauYeHUs IIPOTHUBOCYZIOPOXKHOM Tepamnuy, ee
JJIUTENbHOCTh JOJKHBL OIpesenATbCA UHANBU-
[AyalbHO C YYETOM OCHOBHOIO 3abojieBaHUA U
ocobeHHOCTEN cnenrdUIecKoil MPOTHUBOOIYXO-
seBoii Tepanuu. B

CHHCoK JIuTepaTypbl
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TpyaJHOCTH JMATHOCTHUKH
MUEJOIUCILIIACTUYIECKOTO
CHMHIPOMA Yy JeTen

HeMUs — CcaMBId pacrnpocrTpa-

HEHHBIH reMaToJIOru4ecKuil

CUHJPOM B IIpaKTHKe IeAuarpa.
Yaie Bcero aneMusi HOCUT JepUIIUTHEIN Xapak-
Tep, OZHAKO MOXKeT OBITh NMPOSIBJIEHUEM 3JI0Ka-
YeCcTBEHHBIX 3a00JieBaHUM, HANpHUMeEpP, TaKUX
peaxux, kak M/IC.
Muenozucmnactudeckui cuagpom (MZC) xa-
paKTepusyeTcs LUTONEHUeN B mepudepude-
CKOM KpOBHU, AMCIIIasuell B KOCTHOM MO3re U
pucKkoM TpaHchOpManUu B OCTPHIH JEHKO3.
M/IC B ZeTcKOM Bo3pacTe BcTpedaeTcs Kpaw-
He peJIKO, NIPe/CTaBIAIT co00i reTeporeHHyI0
TPyNIy KJIOHAIBHBIX PACCTPOMCTB C eXerofHoMi
3a60J1eBaeMOCTBIO OT 1 710 4 cilyyaeB Ha MUJUIU-
OH JleTeli, 4To cocTaBgeT MeHee 5% OT JIeTCKUX
OHKOTI'eMaTOoJIOTUYeCKUX 3a60/1eBaHU.
B page cayuae M/IC y peTell pa3BuBaeTrcsa
Ha GOHe HaC/Ie[CTBEHHBIX 3abojeBaHUil, Ha-
npumep Heiipodubpomarosa I Tuma, aHeMUU
Jatimonza—bBnexkdena, anemun PaHKOHU, TH-

JKeJION BpOXKAEHHON HeUTpOIeHWM, CHHApOMa
[TBaxmana—/latimoH/a, cuHApoMa JlayHa, CUH-
Apoma HyHaH, BpoXZleHHOTO JHCKepaTo3a.
BrniepBhle XxpoHUYeckas aHeMUdA, KOTopas coue-
TaeTcs C AUCIUIa3ued U TUulepIuiasuell 3puTpo-
UJHOT'0 POCTKA KOCTHOTO M0O3Ta, ObLjIa OIKcaHa B
1907 r. miog, Ha3BaHUEM «IICeBOaIUIacTUYecKas
aHeMmua». B 1938 r. moaBwica TepMUH «ped-
pakTepHas aHeMusi». B 1940—50-x rr. 6bUTH
OoIy6JIMKOBAHBI CTAaThU C OMHCAHUEM OOJIbHBIX,
CTpaZlaloIvX MepelmeAIiuMI B OCTPHIA Mue-
JIOUZHBIN JeMKO3 XPOHUYECKUMU reMaTOJIOTH-
YeCKUMH 3a60JieBaHUSIMU. BBIABIEHHBIE HApy-
LIeHVA MOJIYYWIW HasBaHUE «IIpeJjielKeMUs».
TepMUH «MHUENOAUCIUIACTUYECKUA CHHAPOM>
©®AB-rpynna npegmnoxuna B 1982 r. B Tom xe
rogy 6vuta coszana kinaccubukarua MJC, ko-
TOpas UCIoab3yeTcs U cetiuac (C yTOUHeHUAMU
BO32002r.). B 1992 r. MuenoguciuiacTU4ecKue
cuHzpomsbl Bkaouuiau B MKB-10 kak camocTos-
TeJIbHYI0 HO30JIOTUYECKYIO eINHULLY.
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B ocHoBe naTtoreHe3a M/IC JIeKUT MyTalUA 110-
JIMTIOTEHTHOM CTBOJIOBOM KJIeTKU KpoBHU. biaro-
Zlapsi BO3HUKIINM reHeTHYeCKUM aHOMaIUAM U
denomeny runepMmetminpoBanusa JHK morom-
KU MYTHPOBaBILIEH KJIETKH, obiajatome 6uo-
JIOTUYeCKUM IIPeHMYIIecTBOM, KOJIOHU3UPYIOT
KOCTHBIM MO3T IIyTeM BBITeCHEHU HOPMaJIbHBIX
reMOIIO9TUYECKUX KJIeTOK.

K 0co6eHHOCTSIM MyTalluy CTBOJIOBBIX KJIETOK
npu M/IC OTHOCHUTCA 4YacTUYHOE COXpaHEeHHe
IIOTOMKaMH MyTHUPOBaBIIEH KJIETKHU CIIOCOOHO-
CTU CO3peBaTh [0 3pesbIX KJIeTOK KpoBU. [Ipu
3TOM IIpoliecC CO3PEBaHUS HEZOCTATOYHO 3¢-
bekTuBeH, I03TOMY B IlepudepHUIeCcKoi KPOBU
KOJINYECTBO 3peJsbIX KJIeTOK yMeHbIIaeTcs. Ha-
6irozlaeTcA TaKXKe CHIDKeHHe QYHKIMOHAIbHON
AKTUBHOCTH TaKHUX KJIETOK.

I'nnepkIeTOYHOCTh KOCTHOI'O MO3ra B codeTa-
HUM C nepudepruvecKoil IUTOIEHNeH CBA3aHa
C YCKOPEHHBIM aIllOITO30M aHOMAaJabHO IIPOJIU-
bepupyromux KJIeTOK KOCTHOro mo3ra. Hesd-
beKTUBHBIN XapaKTep reMoIl033a BhIpaXKaeTcd
B U3MEHEHUM MODPQOIOTrUYECKUX IPU3HAKOB
reMOIIO9TUYECKUX KJIeTOK U U3MEeHeHUH UX ap-
XUTEKTOHUKU (KJIETKU MEHSAIOT pacloyoKeHNe
BHYTPU KOCTHOMO3TOBOH mosiocTu). Heoria-
CTUYECKUe KJIETKH, 06pa3oBaBuIrecs B Pe3yiib-
TaTe MyTallud, MOTYT MYyTHUPOBaThb BTOPUYHO.
B psage ciaydaeB BcieCTBHE BTOPUYHBIX MYy-
Talluii B KOCTHOM MO3Te Pa3BUBaIOTCA KJIOHBI
reMOIIO3TUYECKUX KJIETOK, B OOJbIIEH cTele-
HU IOTepABIINE CIIOCOOHOCTh K CO3PEBAHMIO,
yeM IIpY ITIepBUYHOMN MyTanuu. [Ipu aToM B KoC-
THOM MO3Te yBeIMYMBAeTCA KOJUYeCTBO Oia-
CTOB.

Korza xonudecTBo 6GiacToB mpeBbimaer 20%,
M/ZC TtpaHcdopMUpYeTCA B OCTPBIM JIEHKO3.
B fgaHHOU cuUTyalluu OCTPHIM Jeiiko3 aBigeTca
3aKOHOMEPHBIM IIPOJODKEHUEM TeYeHUs HMe-
romerocs 3a6oseBaHuA, a He pa3BUTHEM HOBOT'O
3abosieBaHuA (aHAJOTUYHO OJIaCTHOMY KpHU3Y
IIpY XpOHUYECKOM Muesoselikose).
Kinuauvyecku MJIC mposBiseTcs CTabWIbHOM
nuTolleHUel He MeHee 6 Mec (3a UCKIIOUEeHUEM
clydaeB, KOrZa IIUTOIEHMA COIIPOBOXKZAeTCs
crenuUIecKUM KapuOTHUIIOM WIH JUCIUIa3uel
ZIByX POCTKOB KPOBETBOPEHHUS — B 3TUX CIy4asx
JJTUTENBHOCTD CTAOUIBHOM ITUTOIIEHUH JO/DKHA
COCTaBJIAAIThH He MeHee 2 MeC).

YToOBl IIOCTABUTH AMATHO3, HEOOXOAHMMO KC-
KJIIOUUTD ApyTHe 3a60eBaHuA, KOTOPbIE MOTYT
OBITh MPUYUHON Pa3BUTHUA AUCILUIA3UM U /WIN
nutoneHun: JKJA, Merano6iacTHyI0 aHEMHUIO,

HOCTreMOpparuyeckylo aHeMHI0, aHEMUU IIpU

XPOHHYECKUX 3a00eBaHUAX U COMUJHBIX OITy-

XOJIfIX, aIIaCTU4YeCKyl0 aHeMHIO, IIapOKCHU3-

MaJIbHYI0 HOYHYIO TeMOTJIIOOUHYPHUIO, OCTPhIE U

XPOHUYECKHE JIEUKO3HI, Apyrue JUMGOIIpOIn-

depaTuBHBIE 3a60I€eBaHUA.

JlabopaTOpHO-UHCTPYMEHTa/NbHAsA UAaTHOCTU-

ka M/IC BKJIIO4aeT:

® TIOJIHBINM KIWHUYECKUi aHaiu3 nepudepude-
CKOM KpPOBHU, B TOM YMCJIE NIOACYET PeTUKYJIO-
IIUTOB;

® OHOXMMMYECKHe HcClelfoBaHUA OOMeHa e-
Je3a, cofiepKaHuA BUTaMuHa B, 1 pomuesoit
KMCJIOTHI;

o Mopdosoruyeckoe, UMMYHOTHCTOXUMUYE-
CKOe, IJUTOreHeTUYeCcKoe U MOJIeKYIApHO-Te-
HeTUYecKoe HCCIelloBaHUSA KOCTHOTO MO3ra
(IyTeM acmupanioHHOW OUOIICHM KOCTHOTO
MO3ra ¥ TPenaHOOHOIICHH).

VisMeHeHHs B KOCTHOM MO3Te, XapaKTepHble

s MJZIC:

o nucmnasus (= 10% KjIeTok ofHOro wiu bojiee
U3 TPeX OCHOBHBIX POCTKOB KPOBETBOPEHUs);

® cozepxkaHue 6iactoB 5—19%.

XpoMOCOMHBIE ¥ MOJIEKY/ISIpHBIE abeppanuu

B KJIeTKaX KOCTHOI'0O MO3ra, XapaKTepHbIe AJA

MJC y zgereii: -7 /penenus (7q), comaTUYecKue

mytanuu B reHax SETBP1, ASXL1, RUNXI wu

RAS-oHKOTeHax.

M/IC aBnAeTca OZHOM M3 CaMBbIX CIOXHBIX IIPO-

6yieM remartosioru. M eciu TepareBTUYECKUe

BO3MOXHOCTHU y B3POCJIbIX OI'PAHUYEHEI U YaCTO

HOCST MMaJUIMaTUBHBIN XapaKTep, TO Y AeTe 1e-

JIbIO Tepalluu fABJIAETCA U3JledeHue.

EAVMHCTBEHHBIM paZMKaJbHBIM METOJIOM Jie-

gyeHua MJC aBiadeTrca TpaHCIIAHTaUuA aj-

JIOTeHHBIX  (ZOHOPCKUX) T'e€MOIO3TUYECKUX

CTBOJIOBBIX KJieTOK. [Ipu Hammuuu HLA-co-

BMECTHMMOI'O POJCTBEHHOI'0 JJOHOpa BCeM Iia-

LMeHTaM C MHUEJOAMCIIIACTUYeCKUM CHUHADPOM

MOoKa3aHa TpaHCIUIAHTAIUA TeMOIO3TUYEeCKUX

CTBOJIOBBIX KJIETOK. IlallMeHT JO/DKeH OBITh

HampapJieH B CIEeNHaJU3UPOBAHHBIN reMaro-

JlornyecKuil eHTp, rae BeinonHgaerca TT'CK ma-

nuenTtam ¢ MJIC. Ilpu otcyrcrBuu HLA-coBMme-
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CTUMOTO POACTBEHHOIO JOHOPA MOKa3aH IIOUCK
HepogcTBeHHOro HLA-coBMecTMMOTro JOHOpa.
IIpu orcyrcrBun HLA-coBMecTMMOro JoHOpa
TIpU «IIPOABUHYTHIX» BapuaHTax M/IC (PAVB-1,
PAVB-2) Heo6X0AWMO pPacCMOTPETb BOIIPOC O
BO3MOXHOCTU npoBefeHua ramio-ITCK. IIpo-
BeZleHHe IIpeZiBapUTEIbHON XMMHUOTEPAINH I1e-
pea TI'CK ocnnapuBaeTca U He peKOMeH/yeTCs B
KavecTBe 0053aTeTbHON OIIIIVH.

IIpuBoguM KJIMHU4YecKOoe HalOmozeHue M/C
y 14-netHeii feBouku B 2003—2004 rT.

C Bospacra 1 rogia eBoyka HabIr0anach B KOH-
cynbTaTuBHON nonuknuHuke MJTKB c guar-
HO30M «MMMYHHas HEUTpOIleHUsi», a B 5 JeT
nepeHecsa reMopparudeckuii Backyaut. C Ho-
sa6ps 2002 1. B TeueHUEe HECKOJbKUX MeCSIEB
OTMeYasIoch CTOMKOEe CHUKEHHE reMOVIOOMHA B
cepuu remorpamm (103—95 r/x). C azmaraosom
«aHeMUsI HeSICHOH 3THOJIOTUM» TalleHTKa Obl1a
namnpasiena B JIKB N2 3, re B pesybTaTe o6ciie-
JIOBaHUsA [UAarHOCTUPOBaHa NoauzebUIUTHAS
aHeMus. Bruia mpoBeZeHa BUTaMHHOTepamus
B, u B,. OgHako B pesynbraTe Je4eHUd adpdeKT

Ta6suna 1. isMeHeHUs B KPOBHU U B KOCTHOM MO3Te IIpU pa3indHbIX popmax M/IC, knaccuduxanus BO3

®opmer MZIC H3meHeHus B nepudepudeckom H3meHeHMs B KOCTHOM MO3re
KpPOBH

PedpaxTepHasn
aHeMus

PedpakTepHas aHe-
MU C KOJIbIIeBH/[HBI-
MU cuziepobiacTaMu

PedpaxTepHast LUTO-
MIEHUs C MY/TBTHIH-
HeHHOMU ANCILIa3uei
(RCMD)

PedpakTepHast 1u-
TOIIEHUS C MYJIBTHU-
JIMHEHHOM JuCIUIa-
3Uel U KOJIbIIEBBIMU
cuziepobiacTaMu
(RCMD-RS)

PedpakTepHas
aHeMUsI C U36BITKOM
6nactoB-1 (RAEB-1)

PedpakTepHas
aHeMUsI C U30BITKOM
6mactoB-2 (RAEB-2)

MuenoAuCIUIacTh-
YecKU¥ CUHApOM
HekJaccubuupye-
Mbid (MDS-U)

M/IC, accoriiupoBaH-
HBIH C M30JIMPOBaH-
HOH Jlesteriieii 5q

* aHeMus;
* OTCYTCTBHE WK HU3KOE KOIUYECTBO
6acTOB

* aHeMUs;
* OTCyTCTBUE 61aCTOB

* IUTOIeHUs (IBYXPOCTKOBAsA IIUTOIIe-
HUSA WK TaHIIUTOIIEHU) ;

* OTCyTCTBUE WIN MUHUMAaIbHOE KOJIU-
YyecTBO 0JIaCTOB;

* OTCyTCTBUe IIajiodeK Ayapa;

® MOHOITUTHI <1 TBIC./MKJI

* IUTONEeHUA (ABYXPOCTKOBAS ITUTOIIE-
HUSA WY TAaHIIUTONIEHU) ;

* OTCYTCTBHE WIN MUHUMAaJIbHOE KOJIU-
4yecTBO 6JIACTOB;

® OTCyTCTBHE Iajo4yek Ayspa;

® MOHOIIMTHI <1 TBIC./MKJI

* [[UTOTIEHUS;

* GracThl <5%);

* OTCYTCTBHE IaJI0oueK Ayapa;
* MOHOLUTHI <1 TBIC./MKJI

® I[UTOIEHUS;

* 6iacThl 5—19%;

* ITaJoyKu Ayapaz;

® MOHOIIUTHI <1 TBIC./MKJI

* IIUTOIEHNUS;
* OTCYTCTBHE WM MUHUMAaJIbHOE KOJIH-
4ecTBO 6J1aCTOB;

* OTCYTCTBHE Iajoyek Ayapa

* aHEMMS;
* 0GBIYHO HOPMAILHOE WY MIOBHILIEH-
HOE COZIEpXKaHKe TPOMOOIIUTOB;

* GiacTh <5%

* TOJIbKO 3PUTPOMHAS JUCILIA3US;
* 6acThl <5%;
* KOJIbLEBUHBIE chepobIacTs < 15%

* KoJIbLIEBBIE crziepobmacTsl > 15%);
* TOJIbKO 3PUTPOUHAS AUCIUIA3HS;
* bmacThl <5%

* puciuiasua B >10% KJIETOK B ABYX WIU
6oJiee MUETOMIHBIX KJIETOYHBIX INHUAX;
* 61acTh <5%);

* OTCYTCTBUE NTajJIo4deK Ayapa;

* KOJIbLIeBUZIHBIE cuziepobacTsl <15%

* puciiasua B >10% KJIETOK B ABYX WIN
60J1ee MUETOUTHBIX KJIETOYHBIX INHUAX;
* 6acThl <5%;

* OTCyTCTBHUE IIaKo4eK Ayapa;

* KOJIbL[EBUZHBIE CHEPOOIacThl >15%

* OZIHO- WJIM MHOTOJIMHEHHAA AVCILIa3us;
* 6racThl 5—9%);
* OTCYTCTBHE ITaJ04eK Ayapa

* OJHO- WX MHOTOJIMHENWHasA AUCIUIa3)s;
e 6mactel 10—19%;
* TaJ04Ku Ayspa *

* OZIHOJIMHENHAs JUCIUIa3Us;
* 6acThl <5%;
* OTCYTCTBHE ITaoueK Ayapa

* HOpMaJIbHOE WX IIOBBIIIEHHOE KOTUYe-
cTBo MKI] ¢ TUII0/IOGY/ISIPHBIM SAPOM;

¢ 6acThl <5%;

* Y30JIMPOBaHHAA IIUTOreHeTHYecKas aHo-
Manud (zenenus 5q);

* OTCyTCTBHE IIasodeK Ayspa
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JOCTUTHYT He 6bLI. B HOs16pe 2003 r. ZeBouYKa
mocTtynwia B UHQPEKIMOHHO-OOKCHPOBaHHOE
otaenenve MAT'KB c 1uxopazkoil, oTekaMu U
60sb}I0 B 06JIACTU TOJIEHOCTOIHBIX CyCTaBOB.
[Ipy MOCTYIUIEHUU COCTOSIHUE MAaUWeHTKU Ts-
JKeJoe, IeBOYKa Bstas. [Ipu ocMoTpe obparnaiu
Ha ce6s1 BHUMaHUe BhIpayKeHHast 6J1eZJHOCTh BU-
JVMBIX CJIU3UCTBIX 060JI0UEK U KOXKU C XKEITYIII-
HBIM OTTEHKOM, UKTEPUYHOCTbH CKJIED, Y3AEUKHU
sa3bIKa. JleBouKa JkajoBajiach Ha 60y B 061acTu
TOJIEHOCTOITHBIX CYyCTaBOB, mapecte3uu. Oba ro-
JIEHOCTOITHBIX CyCTaBa OTEeYHBI, KOXXa HaJl HUMU
TUIEePpEMUPOBAHA, OTEKU PaCHPOCTPAHSIUCH
Ha CTOIIBI ¥ ToJieHn 06eux HOT. [To cucTemMam
BHYTPEHHUX OpraHoB 6e3 ocoGeHHocTeil. Ha
¢doHe aHTHMOAKTepUATBbHOU Tepaluy JINX0opajKa
6puta KymupoBaHa. CocTosiHUE GOJIBHOM OBLIO
paclieHEHO KaK IMpOsBJIEHUE TDKEIOH (GOPMBI
B,,-AebULIUTHON aHEMUH, B CBA3M C 4eM JeBOY-
Ke B TeueHUe 3 JIHEH B/M BBOUJICS B, B o3e
200 MKr/cyT. 3aTeM pebeHOK GbLI ITepeBe/ieH B
14 remarosioruueckoe otzaeneHue M/I'Kb amra
JaysbHelero obcaeoBaHuA U JIedeHHA.
[IpuHUMass BO BHUMaHHE KJIMHUYECKYIO Kap-
TUHY 3abosneBanus, mnpoBoawicsa auddepeH-
UMaJbHBIA AVarHo3 Mexay monugeduiuTHON
aHeMMell, IaToJOTHEN COeIUHUTENbHON TKaHHU,
remobsiacto3amu (Bkatodas M/IC).

O6uuii ananus kposu: Hb — 72 r/m, sp. —
2,8x10%%/m1, 1.1 0,77, peTUKYJIOIUTBl —
0,4%, TpoM6. — 56,0x10° /1, meiik. — 3,3x10°/11,
MuenonuTel — 1%, /9 — 2%, c¢/a — 10%,
303. — 1%, mumd. — 79%, MoH. — 6%, TIa3M.
kaeTku — 1%, CO3 — 25 MM /4. 3HAUUTENIBHO
BBIPAKEH aHU3O0LMTO3 SPUTPOIUTOB, MUIIEHE-
BUZHBIE POPMBI B YaCTU IMOJIel 3peHUs1, MHOTO
LUIM30LUTOB, HOpMobJacTel 1 Ha 100.

B OMOXMMHUYECKOM aHalIu3e KpPOBU OTMeua-
JIOCh TIOBBHIIIEHHWE HENpsAMOTo Owinpy6uHa 1o
65,4 mxmoss /i1, CPB go 0,062 /i, depputuHa
CBIBOPOTKHU KpoBHU Zio 227,2 Mkr/n (N 40—80),
depputnHa remosusara Ao 1424 MKr/T
Hb (N 5—10), >xese3a CHIBOPOTKHU 0 23 MK-
Mosb/1. Copepxanue GonaToB U BUTaAMMHA B,
B IIpeZieiax HOPMBI.

MuenorpaMma: KOCTHBIM MO3T OOWIBHO Kile-
TOYHBIM, OTMEeYaloTCs JereHepaTUBHBIE H3Me-
HEHUs BO BCEX POCTKax; HeguddepeHIINpOBaH-
Hble 6GmacTel — 13% (kpynHble JUMPOUTHOM

HanpaBJIeHHOCTH, YacTh U3 HUX C BaKyOJIH3a-
uueit), Muenobiaactel — 7,2%, HEUTPODIIBHBIHN
poctok — 16,4% (oTMedarTCA TUTAHTCKUE
KJIETKY, HAaYMHasg C METaMUEJIOLIMTOB), 303. —
1,6%, nmumdounter — 2,8%, MOHOIUTH —
0,6%, peTHUKyJI03HAOTeINANbHEIE KIeTKU 3,0%,
miasMarudeckue kiaeTku — 0,6%, spuTpous-
HBIN pocTok — 46,0%, meranobracter — 8,8%,
Merakapuobsactel — 1 Ha 1000, mpomeraka-
puonutel — 1 Ha 500, MKI] — 1 Ha 70 B pas-
HBIX CTEIEeHSAX 3PEeJIOCTH, BCe AereHepaTuBHbIE
bOpMBI, OTIIHYPOBKA €CTh, TPOMOOLUTEL OYEHb
KpPYITHBIE IO TUTAHTCKUX GOpPM.

O61uii aHaIM3 MOYU B HOpME.

Ha peHTreHorpaMmax TOJIEHOCTOITHBIX CyCTa-
BOB IIATOJIOTUYECKUX U3MeHEeHUH He BBISIBIEHO.
Ha 3KT serkad cuHycoBas TaxuKapAus.

IIpoba Kymbca mpsamas u HempsiMasg OTpHIa-
TeJIbHEIE.

AHTHUTEsNAa K COOCTBEHHBIM 3PUTPOIUTAM HE BbI-
SIBJIEHBI.

AyToaHTHUTeNa K HeHTpodmiaM U tuMboIruTam
He 0OHapyKEHBI.

HBS-Ag, anti-HCV, RW, anturena x BUY oTpu-
aTeabHBbI.

IIpu MI®A xpoBU aHTUTEN K XJIaMUAUNHON WH-
dexuumy, 6promHomy Ty (peakiuu Patita, Xez-
JleIbCOHA), TMCEBAOTYOepKyne3y U HNepCHUHUO03Y,
BUpycaM rpumnmna A u B, azeHoBupycam, Kokca-
KH-BUpYycaM, BUpycaM repiieca 1—6 He HaliZieHO.
KoarynorpamMma B npeziesiax HOpMBL.
UccnepoBaHue kposu Ha [THI" (Tect Xema, caxa-
po3HbI TecT, mpoba Kpocbu u TecT XermnHa—
Maiiepa): JaHHBIX 3a CHHAPOM HeT. YpOBEHb
HbF — 2,27% (1ipu N 10 2%).
VMMyHOJIOTHYeCKOe 06ciejoBaHUe: CHIDKEHO
OTHOCUTENbHOE cofepkanure T-TUuMQOUUTOB,
cHKeH uHzAexkc CD4/CD8. YpoBHU HMMMYyHO-
IOGYIMHOB Y KOMITJIEMEHTA CHIBOPOTKH B IIpe-
ZileslaX HOPMBEL.

B cepuu aHanIM30B KPOBU MapKepoB KOJUIareHo-
30B CTOMKO OTpUIIaTEeIbHBIN pe3ysbTaT Ha KpU-
onpeuunuTuHel, AH® — aBakABI OTpULIAT.; aH-
tutena kK ds-JHK — 15 Eg. (mpu HOpMe z0 20);
AKIJI antutena (IgG) — 25 (mpu HopMme 70 20).
[Toseimien yposeHb: ACJI-O — 815 ME/mn
(N 0—150 ME/MI) ¥ aHTHCTPENTOKOKKOBOM
JHK-aser B — 729 ME/mn (N 0—75 ME/min).
LE-kjeTKY He 0OHaAPYKEeHHI.
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T'ucToNOrNYeCcKoe UccieJoBaHue GronTaTa, Io-
snydeHHoro 1pu ®OI/IC, BBIABUIO XPOHUYECKUN
HEeaKTHUBHBIN ITOBEPXHOCTHBIM racTpUT TeJjla JKe-
JIyaKa.

V3U opraHoB OPIOIIHOM MOJOCTH U MOYEK —
axorpaduyeckas KapTUHA JUCMETab0INIeCcKOr
HedponaTuu.

Ocmotp JIOP-Bpaya naToJ0rMu He BBIABUIL.
Ocmotp okynucra: OD muonusa ciaboit cre-
TeHU.

[ManueHTKa 6bUIA KOHCYJIBTHPOBaHa B KinHuKe
Jerckux 6boses"Heii MMA wumMm. .M. CeueHoBa
npod. I''A. JIsickunoi, mpod. H.C. [ToguepHs-
eBoll u 1pod. KOopHya/nbCKOro yHUBepCUTETa
JlumanHoM T.: ZaHHBIX 3a 3abosieBaHUE COENU-
HUTEeIbHON TKaHU He BBIABJIEHO.

Muenorpamma (3akmodeHne HUV megua-
TPUU): IIYHKTAT 6oraT KJIETOYHBIMU dSJIeMeH-
TaMH, NoauMopoHeIi. O6palraeT BHUMaHHE
TUINepIUIasysa U AUCILIA3Us 9pUTPOUSHOrO pAZa,
oTMedaeTcs rpyObIil XpOMAaTHH AZep HopMobJia-
CTOB, BaKyOJIM3alllA IUTOILIa3Mbl, aHU30I[UTO3,
MOUKWIONUTO3, Tenablia YKo, 6azoduibHas
MyHKTalMA B 9pUTpouuTax. B mpenaparax (oco-
GeHHO B TOHKOM YacTh MasKa) BCTPEYaroTCs
cKoIIeHUs (1o 4—5) MOJOABIX MHEIOUAHBIX
KJIETOK, B IJUTOIUIa3Me KOTOPBIX pacrojaraercs
no 4—6 Bakyosieil. B Maske MMelOTCA TMraHT-
CKHe sfpa MerakapuoruToB. TakuMm obpasom,
Mopodosoruyeckas KapTUHA COOTBETCTBYET MU-
€JIOAUCIIACTUYECKOMY CUHAPOMY.
MuenorpamMma (3akitoueHue HUY geTckoii re-
MaTOJIOTMH): MyHKTAT 60raT MHeJIOKapUOIUTa-
MH, B €ro COCTaBe IIpeo6sajaloT dpUTPOKAPU-
OLIUTHI. DPUTPOIO33 MeraaobIacTU4ecKui, C
BBIDQKEHHBIMU IIPOABIEHUAMU AUCIPUTPOIIO-
33a. MerakaproIUTapHbIN POCTOK pasApakeH,
IIpeZicTaB/IeH B OCHOBHOM MerakapuobiacTamy,
6azodunpHbIMU dopmamu MKILI, ¢ BbIpakeH-
HBIMM MpOABJEHUAMHU JHCIIOd3a. BriABIAETCA
Me30reHepalusa 6JacTHBIX KJIETOK CO CPeJHUM
AAEPHO-IIUTONIa3MaTU4eCKUM  COOTHOIIEHU-
eM, IIeHTPaJIbHO PACIIOJI0XXeHHBIM NTPaBUIBHON
bopMmBI A7pOM, cozepKaluM 1—3 MesKue Hy-
KJIEOJIbI, YMepeHHO 6a30bHUIbHOM IUTOIIa3MOM
C ABJIEHUAMMU IUTa3MaTto3a. HefirpodribHbIi po-
CTOK Cy>K€H, C IIPOABJIEHUAMHU JUCMHUEION033a.
Cozep:xaHre MOHOIIUTOB IIOBBIIIEHO, JUM}O-
LIUTOB — B IIpeZieJlax HOPMaJ/IbHBIX 3HAaUYeHUH.

TpernaHoOUOIICHS: B MPECTABIEHHOM TPeNaHo-
6uomnrare ofpeAensercsi 12 KOCTHOMO3TOBBIX
CHHYCOB KJIETOYHOCTBbIO OT 70—90%. KocTHo-
MO3TOBBIE CHHYCHI pacCIIUpeHBl. B KIETOYHOM
cocTaBe KOCTHOIO MO3ra HEMHOTOYHUCIEHHOE
YUCJIO KJIETOK 3PUTPOUAHOrO psiia. OCHOBHOM
K]IeTO‘IHI:Iﬁ COCTaB IIpeACTaB/JI€H KJIE€TKaMU MO-
HOI[UTApHOTO psZla, MPEUMYLIECTBEHHO MUe-
JiobacTaMu, MOHOGIaCTaMu, IIPOMOHOI[ATAMHU.
O6bpaiiaer Ha cebsd BHUMaHHE 3HAYUTETHHOE
konmuyectBo (6osmee 80) MerakapuobiIacToB U
MIPOMEraKapHOUUTOB. ATpodHA KOCTHHIX HAJIOK.

3AKJIFOYEHUE

YauTeIBasg TUIEPUEUTIONIAPHOCTE  KOCTHOTO
MoO3ra, HaJu4yre He3HAUYUTETbHOTO KOJIMYECTBA
KJIETOK SPUTPOUAHOIO psAZAa, BEpOATHO, Pedb
HUZeT 0 MUEJIOAUCIUIACTUIECKOM CUHPOME.
[uToreHeT4YecKoe  HCCIeZOBaHHE  KJIETOK
KOCTHOTO MO3ra: B IPOaHAJIM3UPOBAHHBIX
22 kyeTkax oOOHapyxeH KapuoTun 46XX;
-3del(5)(q14); del(6)(p10); del(7)(q21)-8;
add(11); +12; der(13)-14?; -17; -22?; +2min,
ring+2mar [22].

JleBouka 6bLIa OCMOTpeHa mpodeccopom, 3am.
zupektopa HUUM JleTckolt remaronoruu MuH-
3gpaBa Poccuu E.B. CamouaToBoii. Ha ocHOBa-
HUU TPOBEAEHHOTO KJIMHUKO-TabopaTOPHOTO
obcenoBanus pebeHKY IOCTaBjleH JWarHo3
«MUEJIOANCIUIACTUYECKUI CUHAPOM, pedpak-
TepHas aHeMus ¢ U36bITKOM 61acToB (RAEB)».
YuuTeIBasg BBIPQXKEHHYIO MAHIUTONEHUIO B
neprudeprUyecKoil KPOBH U BBICOKYIO TpaHC-
}y3UOHHYI0 3aBHUCHMOCTh, NPOAOIKAIOIINICT
BHYTPHUCOCYAUCTBIM TeMOJu3, ObUIO IPUHATO
pellleHNe O MPOBeAEHNY UMMYHOCYIIPECCUBHOM
Tepalnuy UUKJIOCIIOPUHOM A 13 pacyeTa S MI'/KI'
U TIpeJHU30JI0HOM M3 pacyeTa 1 Mr/(KIrxZeHb)
(65 mr/cyt). Ha doHe mpoBoAMMOIl Tepamuu
OTMevasiach MOJIOKUTENbHAA JUHAMUKA B BUZE
yMeHbIIeHUsA TpaHCcy3NOHHOM 3aBUCHMOCTH,
OBUI KyTMPOBAH CyCTaBHOU CUH/POM.
ITIposeseno HLA-tunupoBaHue mno II kimaccy
6osbHOTO U 1 cubca, 0OZHAKO POACTBEHHOTO J0-
HOpa B ceEMbe He OKa3asoch. [Ipy BBHITUCKE GBLT
PEKOMEeH/IOBaH IOUCK IOJHOCTbIO THCTOCOBMeE-
CTHUMOTO HEepPOACTBEHHOTO JOHOpa JJIs IpoBe-
JIeHUsI aJUIOTeHHOM TPaHCIUIAaHTAIlUU KOCTHOTO
moara. i
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1 MaIMHO-BACKYJISAPHBINA THII
0ose3nu Kactiemana

y 10-1eTHel 1eBOYKH
(cayyaii U3 NpaKTHUKH)

onesub Kactiemana (BK) npez-
BCTaBJIHET coboii peaKoe ManioU3y-
YyeHHOe J0OpOKayeCTBEHHOE JINM-
domponudpepatnBHoe 3aboneBaHUE HESICHOM
STHOJIOTUH, XapaKTepusylollieeci MaCCUBHBIM
poctoM nuMQpOUIHON TKaHU Ha GOHE JJTUTENb-
Horo GeccuMnToMHOro Tedenus [1, 2]. CunHo-
HuMbI BK — aurnodosikynsapraas suMmdounzsHast
rumepIviasus, aHruoQOJUIUKYIAPHAsA y3JI0Bast
TUNEPIUIA3UA.
[lepBoe ommcaHue IATOJIOTMYECKOTO IIpoliecca
6bUIO TIpefcTaBieHO B 1954 r. BeHmkaMuHOM
Kacmiemanom (B. Castleman). B ganbHelineM B
1956 r. 6BUIO BHIZIEJIEHO OTAEIbHOE 3a60/IeBaHNe
uMbaTUIECKON CHCTEMBI 110, Ha3BaHUEM «bo-
ne3Hb KacTiemaHa».
Tounaa pacnpocTpaHeHHOCTb BK He ycTaHOB-
JIeHa, TIO0 JAHHBIM Pa3JUYHBIX HCCIeJOBAHUN

3a60/1eBaeMOCTb COCTaBIAeT OT 1 70 9 ciy4aeB
Ha 1 000 000 B3pocsioro Hacenenus [3, 4]. He
BBIABJIEHO KOPPEIALNU MeXZAy IOJIOM WIN BO3-
pacToM U yBeJIM4YeHHeM BcTpedaeMocTd BK, ozx-
HAaKO 4acToTa 3a60J1eBaeMOCTH CPeZiX ITallMeHTOB
JKEHCKOT'O II0JIa IIPEeAIONIOKUTENbHO BhIme [6].
Y OonpIIMHCTBA NAIlMEHTOB BBIABIAETCA Oec-
CHUMIITOMHOE YBEJIWYECHUE JII/IMCI)aTI/I‘IeCKI/IX y3-
JIOB CpeAIOCTeHUA IIPH BBHIIIOJIHEHUH PYTHHHOIO
PEHTI'eHOJIOTMYeCKOro HCC/IeZIoOBaHUA T'PYZHOMU
kieTku. JlebroT okanpHoU dopMmel BK waiie mpo-
ucxoaut B Bospacte 30-40 yieT, MyJIbTULIEeHTpUYe-
ckoli — B 40-50 s1eT. BoIBIsieMble MyJIbTULIEHTPU-
YecKye IopakeH!UsI MOTYT IIpe/iBeliaTh BHICOKUH
PUCK Tocezyrommero passutua suMmdom. Cpeau
JoKanbHON BK BBZENAIOT ABa BHUJa: Haubosee
pacnpocTpaHeHHBbIM  I'MaJIMHOBO-BACKY/IAPHBIN
(90%) u mrasmoxseTouHsl (10%). BoibmnH-
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CTBO COOOIIEHUH B JIMTepaType MOAAEPKUBAIOT
KOHIIEIIIINIO, YTO FMaJWMHOBBIM COCYAVICTBHIN TUII
BK sBIfeTCa XpOHUYECKON peaKTUBHOMU JUMGO-
UAHOU runepiviasueil HesCHOU 3THOJIOTUH.

B Hacrosilee BpeMs HET TOYHBIX CBEJEHUU IO
SMUJEMUONIOTHUN 3aboyleBaHUsA Ccpefu AeTed U
TIOAPOCTKOB, IPYU 3TOM IO Pa3HBIM JaHHBIM B aH-
IJIOSI3BIYHBIX MEAUIIMHCKUX W3JaHUAX OIyO6sIu-
KoBaHO He 6osee 150 ciyyaeB BK y manueHTOB
JlaHHOH Bo3pacTHOU kateropum [2]. B cBa3u c
STHUM HCCIeZIoBATeIAMU BBIABUTAETCS THUIIOTE3a
runoauarsoctuku BK y geteti [6].

Ba)kHBIM TTaTOreHEeTUYeCKUM (GaKTOPOM pasBU-
Tua GonesHu KacmiemaHa fAB/IAETCS MHTEpIeH-
kuH-6 (IL-6). IL-6 npozyuupyetca T- u B-mum-
domuramy, MoHoumtamu, ¢ubpobiractamMu u
SHAOTETUAJBHBIMUA  KjJeTKaMu. OCHOBHBIMH
OYHKIIUAMY [IUTOKWHA ABJIAIOTCI UHAYKIWS
muddepennupoBkn U mponubepauun B- u
T-1uMOLUUTOB, CTUMYJIALMSA reMomo33a, ¢$op-
MupoBaHue ocTpodasoBoii peakuuu [7]. B yc-
JIOBUAX SKCIIepUMeHTa UMTOKUH IL-6 uHayiupo-
Baj y Mbllle xapakTepHble 1A BK naMeHeHus
nuMdaTUYecKux y310B. COriacHO IpOBeIeHHBIM
WCC/IeZIOBAHUAM BBHIIBJIEHA IIpsAMas KOppess-
A MexZy KoHneHTpanueii IL-6 B cBIBOpOTKe
KPOBM TIAIlME€HTOB C MyJbTHIleHTpHuuecKoli BK
(MBK) c BBIpaX€HHOCTBIO CUCTEMHBIX CHMIITO-
MOB. B nosib3y 3HaueHus IL-6 B matoreHeze MEK
CBUZETENbCTBYeT 3PPEKTUBHOCTh TEPANUU aH-
TU-IL-6-MOHOKJIOHAJILHBIMU ~aHTUTeNaMu  [8].
Pons repmnec-Bupyca HHV-8 B marorenese BK
3aKJIIOYAETCs B TOM, YTO BUPYC UHAYIUPYET BU-
PYCHBII 6eok — romorior IL-6 (VIL-6). BausHue
vIL-6 Ha pasBuTue BK B HacTrosllee BpeMs HU3Y-
yaeTcs, HO U3BECTHO O CTUMYJIALMU BUPYCHBIM
IL-6 mpolieccoB HeoaHTHOreHe3a U reMoIo’3a ¢
KOHCTUTYIIHOHAIbHBIMYU CUMIITOMaMH, 4TO IIpU-
BOAUT K Bo3HUKHOBeHU0 MBK [9]. Takum o6pa-
30M, naToreHes bK ciioxxeH u ABnsgeTcA pe3yabTa-
TOM COBOKYITHOCTH ITaTOJIOI'TYECKUX IIPOLIECCOB.
BapuaTtuBHOCTh O6sacTel WHUIMAIBHOTO IIO-
PaKeHUsA U KJIMHUYECKOW KapTHHBI 3aTPyJAHSAET
npoBezeHve guddepeHnmaabHOrO AnarHosa BK
¢ I06pOKavYeCTBEHHBIMU U 3JI0KaYeCTBEHHBIMU
HOBOOOpPA30BaHUAMM OpraHOB ILIEU, TPYAHOHU
KJIETKH, OpIOIIHOM IOJOCTH U MaJjoro Tasa.
[IpubnusurenbHo B 60% ciaydaeB 3abosieBaHue
ropakaeT JUMdaTUYECKHE Y3JIBl CPeAOCTEHMUS,

B 14% — mumbaTrrudecKkue y3Jbl TOJOBBL U LIEH,
B 11% - suMmdaTrdecKkue y3jabl Majoro Tasa,
B 4% - aKCWUIApHble JUMaTHYEeCKUe Y3JIbI
[10-12]. Cpeau ouaroB sKCTpaHOAIBHOTO ITOpa-
JKeHUs BCTPedaroTcs JIerkue, IVIOTKA, CIIOHHBIE
’KeJIesbl, BOPOTa Ie4eHH, oM KeIyAodHas XxeJe-
3a 1 MbIne [12, 13].
B 3aBHMCHMOCTU OT pacIpOCTPAaHEHHOCTU IIpO-
Iecca BBIAENAIOT JIOKIBHBIA (YHULIEHTpHYe-
CKUY) U reHepaJn30BaHHbIN (MyJbTHUIIEHTpUYe-
ckuii) BapuaHThl BK [14].
CoBpeMeHHas THUCTONaTOreHeTH4ecKas KjlacC-
dukanusa 6oe3Hu KactiemaHa BKIIOYaET CIIeAy-
olye BapuaHTH [1, 9, 15]:
1. I'manuHO-BaCKY/IAPHBIN JIOKQJIBHBIN BapUaHT.
2. T1na3MOKJIeTOYHBIH JTOKaIbHBIM BapHaHT.
3. MynbTHLIEHTpUYeCKUH BapHaHT.
4. HHV-8-acconuvpoBaHHBIN ILIa3MOOIaCTHBIN
BapHaHT.
T'manuHo-BacKyAApHBIM BapuaHT (I'BB) ABisget-
cs1 HauboJiee pacpocTpaHeHHBIM BapuaHToM BK
U BcTpevaeTcsa B 90% ciiydaeB cpefy B3POCIBIX.
Yaime Bcero mopakeHWe HOCHUT JIOKAJIbHBIN Xa-
pakTep (79%) u AnuTenbHOe BpeMsA NMpOTeKaeT
6eccumnToMHoO. JlokanbHasg ¢opma I'BB xapak-
TepU3syeTcsA XOpoIIMM IIporHosoM. KpaiiHe pea-
KO BCTpedaeTcsi MyJIbTHULIEHTpUYecKas Gpopma ¢
arpeccrUBHBIM TeueHHeM [15].
ITnasmoxsteTounslit BapuaHT (ITKB) cocrasisgeT
meHee 10% ciay4yaeB, IpU 3TOM MYJIBTHULIEHTPU-
yeckas popma yale BCTpedaeTcs cpegu Maiu-
eHTOB cTapile 60 jeT. Y nalueHTOB B Bo3pacTe
ot 30 g0 40 ser nokanpHbIM IIKB amarHocTu-
pyerca B 9-24% ciydaeB. Kak npaBuio, Kiu-
Hudecku [IKB xapakTepusyeTcs CUCTEMHBIMUA
cHMIITOMaMHU (JIMXOpaZiKa, HOYHbIe IOTHI, CJIa-
60CTb), U3MEHEHUsAMU B reMorpamMme (aHemusd,
TPOMOOLIUTOIIEHNsI), TATOJOTUEN HMMYHHOMR
cucteMbl  (TMIeprIoOyIMHEMUs), CIUIEHOMe-
ranueil. Hepegko HabrozaeTca accounyanys
IIKB ¢ POEMS-cungpomoM (IOJIMHeHponaTus,
opraHoMerauusi, SHAOKPUHOIATHUA, MOHOKJIO-
HaJbHAfA raMMaraTusA, U3MeHEeHUs KOXU U ee
npuzatkoB). [Iporuos npu I[IKB xyxe no cpas-
HeHuto ¢ I'BB, ogHako 6osiee 6iaromnpuaTeH
no cpaBHeHutro c¢ HHV-8-acconunupoBaHHBEIM
m1a3mMobacTHeIM BapyuaHToM [7].
HHV-8-acconnnpoBaHHBIN IU1a3MOOIaCTHBIN
BapuaHT JAMarHOCTUpyeTcsA IPEeHMYyIleCTBEHHO
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Y HMMYHOKOMIIpOMETUPOBaHHBIX U BHWY-mo-
JIOXUTENBHBIX MAIeHTOB, WHQUIMPOBAHHBIX
HHV-8. Kiinaudeckas KapTHHA CKJIaAblBaeTcs U3
reHepaJn30BaHHON JuMdazeHonaTuy, KOHCTU-
TYLUOHANBHBIX (CHCTEMHBIX) CHUMIITOMOB, H3-
MeHeHMH J1abopaTOpHBIX IToKa3aresneid. bore3np
y TaKUX MaIlUeHTOB IIPOTeKaeT arpeccUBHO, Xa-
paKTepHa HU3Kas BDKMBaeMocTb [17].

Y 6o/bLIIMHCTBA MAIUEHTOB JETCKOIO BO3pacTa
¢ BK amarHocTHpyeTcAd YHHUIIEHTpHUYEecKoe IIO-
pakeHUe, NpHU 3TOM T'MAINMHO-BACKYIAPHBIM U
IUTA3MOKJIETOYHBIM I'MCTOJIOTUYEeCKUe BapUaHThI
BCTpPEYAIOTCA HPUOGIU3UTENBHO C OAMHAKOBOM
yacrorol [18, 19]. Yamie Bcero BcTpedaeTcs Io-
pakeHHe WHTPATOPaKaJbHBIX JUMGbaTUIECKUX
V37I0B, pexe — IIeHHbIX, NHTPaabJOMUHATbHBIX
u noaMbIevHbx [20]. JlokanpHaa ¢opma BK y
JeTel 0ObIYHO MMeeT 61aronpUATHBIN IIPOTHO3.
Ha gomio MysnbTUlleHTpUYecKo 6Gonesnu Ka-
ciemana (MBK) y gereil npuxozutca 10-20%
crydaeB. MBK 06BIYHO IpeZicTaBieHa ILUIa3Mo-
KJIETOYHBIM TMICTOJIOTUYECKMM BapUaHTOM U
HOCUT cHCTeMHBIN xapakTep. Kimunndyeckn MBK
y ZAeTell XapaKTepusyeTcd TI'€HepaINu30BAHHOHN
numbazieHoIaTHEH, C1abOCThIO, JUXOPAJKOM,
roTepell Beca, PeLUJUBUPYIOIIUMU UHOEKINA-
MM, U3MEeHEHUsIMH JJab0paTOPHBIX IOKa3aTesei
(aHemus, runoasbOyMUHEMUs, THIIEPraMMariIo-
6ynmuHemus, nosbimeHue CO3), JIETOYHOM ap-
TepuajJbHOM TUIEpPTeH3U, IoYeyHOU HeZOCTa-
TouyHOCTBIO [21]. TIporHos y manueHToB ¢ MBK
HebJaronpuATHEIN: OypHas mporpeccus 3abo-
JIeBaHUS MOXET IPUBOAUTb K OOYCIOBIEHHOM
CeIICHCOM IIOJMOPTaHHON HeJOCTAaTOYHOCTU W,
KaK CJIeICTBUE, JeTabHOMY ucxozy (18). Takke
HabsoAaeTcA BEICOKUI PUCK Pa3BUTHA KJIOHAb-
HbIX JuMbonponudepaTUBHBIX 3ab0JeBaHUH,
NIPEUMYIIECTBEHHO HEXOMKKUHCKOH JTMMGOMBI
[22, 23], ogHAKO OMUCAH Y €AWHUYHBIN Cirydait
BO3HUKHOBeHHUA TUMbOMBI XO/KKUHA y pebeHKa
C THAJIMHO-BacKy/IIPHBIM BapuaHToM BK [24].
Juarso3 BK MoxeT 6bITh BEpUOULINPOBAH TOJIb-
KO Ha OCHOBaHUHM MODPQOIOTUYECKOTO HCCIIe-
JOBaHUA NOPAXEHHOI'o JHUMGATUYECKOro ysia
Wiy opraHa. /[MarHOCTUYecKUH IUIaH BKJIOYaA-
eT J1abopaTOPHO-MHCTPYMEHTAJIbHbIE METOZBI
[JVIaTHOCTUKY; JJIA OIpeZie/IeHUsl TOYHOH JIOKa-
Jn3anuy U obbeMa IOpakeHUA IPHUMEHAIOTCA
MEeTOABI JIydeBOH AUArHOCTHUKHU: KOMIIbIOTEpHAs

tomorpadus (KT) win MarHUTHO-pe30HAHCHAs
tomorpadus (MPT) mopakeHHBIX obiacTeil c
NpUMeHeHHeM BHYTPUBEHHOI'O KOHTPACTHOTO
ycwneHus [25]. O6cykgaeTcss MeCTO TIO3UTPOH-
HO-3MHUCCUOHHOM ToMorpaduu, COBMEIEHHOMN
¢ KoMIbloTepHOU Tomorpadueii, ¢ 18F-dTopze-
3okcumoko3on (ITOT-KT ¢ 18F-®/IIN). B uccie-
JoBaHuu Lee et al. 6pU1a NOKa3aHa AUArHOCTHYE-
ckast 3HauyuMocCTh [IDT-KT ¢ 18F-®/IT" 7151 o1leHKH
WHUIMAJIBHOTO IOPaKeHUA JIUMQaTUIeCKUX
Y3JIOB y B3POCJBIX IALMEHTOB KakK IIPU MYJb-
TULIEHTPUYECKOH, TaK IpPH YHUIIEHTPHUYECKOU
dopmax BK [26]. Takke OonyOIMKOBaHbI CIIy9au
TIpUMeHeHUs MO3UTPOHHO-3MUCCUOHHON TOMO-
rpadum, COBMEIIEHHON C MarHUTHO-PE30HaHC-
Hol ToMorpadueii, ¢ 18F-O/II' B MHULIMATBHOU
[AVArHOCTHKe JIOKaJbHOM BK 3abpromnHHOrO
TIpOCTpaHCTBA y mofpocTka 15 sget [27] u npu-
meHeHus [I9T-KT c 18F-O/IT" a1 o1leHKU OTBeTa
Ha JIy4eByIO TepalHio IIPH Hepe3eKTabelbHOHU
snokanbHOM BK y mogpocTka 13 yet [2].

B orTHowmeHuu Tepanuu BK cTOUT OTMeETUTS,
YTO B HACTOsIIee BpeMs He CyIIeCTBYeT eANHBIX
MeXJyHapOAHBIX cTaHAApTOB jedeHus [28]. Te-
pamneBTHYeCcKHe BO3MOXXHOCTHU JJIA IAIeHTOB C
BK 3aBUCAT OT pacnpocTpaHEHHOCTH IIpoliecca
U, B psfie cyIydaeB, OT HAJIUYMA COIyTCTBYIOIIEH
natosnorud. Ilpu yHuileHTpudeckoii ¢opme BK
PEKOMEH/IOBAHO ONEPATUBHOE JIedeHHe B 0Obe-
Me pafWKaIbHOTO yAaJeHUs IMOpaKeHHBIX JHUM-
daruyeckux y310B [29]. OfHaKO B T€X KJIMHUYE-
CKMX CUTyallUsX, KOTZA paZuKaabHOe yAaleHUe
06pa3oBaHuA ObUTIO TEXHUYECKU HEBO3MOXXHBIM
(HampuMep, MacCUBHOE BOBJedeHHe OpraHOB
ey Cco CMeIlleHHWeM TpaxeH), y IOAPOCTKOB
yCIIeLITHO TIPUMeHsIAch JydyeBas Tepanusa B CyM-
MapHOU odaroBoi go3e 45 I'p [2, 30].

B nmexapcTBeHHol Tepanuu MBK y zeteii ¢ pas-
JUYHBIM 3dPEeKTOM IPUMEHSIOTCA ITFOKOKOP-
TUKOCTEPOUZBI, aHTU-IL-6-MOHOKJIOHA/IbHBIE
antutena (cwiTykcumab), MOHOKJIOHAJIbHbIE
aHTUTeNna k peuenrtopy IL-6 (ammmaymab), aH-
T-CD20-MOHOKJIOHAIbHEIE aHTUTeNa (PUTYKCH-
Mab), peKOMOMHAHTHBIM aHTAaTOHUCT pelerITopa
IL-1 (aHakuHpa) — B MOHOTEpAIUH WU B KOMOU-
Hanuax [31, 32]. Purykcumab ompezeseHHO Io-
kasaH npu couetanuu BK ¢ POEMS-cuHgpomMoM.
Taxxke OBUIM OIMCAHBl KJIMHUYECKHUE CIy4au
MBK, rze mosoxkutenbHbIM 3gdexkToM obazanu
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KYPCHI IOTMXUMHUOTEPATINH JJIsI HEXOMKKUHCKUX
nuMboMm win TuMpoMbl XomKkuHa [28].
Y4yuTeIBasA HU3KYIO paclpocTpaHeHHOCTb BK u
MaJioe KOJUYEeCTBO MallMeHTOB JEeTCKOrO U IOJ-
POCTKOBOTO BO3pacTa, B HACTOsAIIEE BPEMS TIepe-
YHCIeHHbIe KypaTUBHEIE OIIINY HOCAT PEKOMEH-
JlaTeJIbHbIM XapaKTep U IIPUMEHSIOTCS C YIETOM
KJIMHUYECKOHN CUTYyaIuH.

IIpescraBiseM KIWMHUYECKHH ciaydaii Goses-
Hu KacmiemaHa y peGeHKa C IeJbl0 aKIE€H-
THpPOBaTh BHUMaHHe IIeMATPOB HAa KJIMHU-
4ecKoe TedyeHHe 3abojeBaHUA U IIPOOIeMbI
peAxux 3a601eBaHUH.

JdeBouka A., 10 sner, 6bula HampaBieHa Ha
KOHCY/IBTAIIUIO JEeTCKOTO OHKOJIOra B KOHCY/b-
TaTUBHO-AMArHOCTUYeCKUA I1eHTp I['BY3 «Mo-
pososckad JI'Kb [I3M» ¢ Lenbl0 YyCTaHOBIEHUA
STUOJIOTUU XPOHUYECKOH TeprdepruiecKo T1M-
dbageHonatuu.

3 aHaMHe3a KU3HU U3BECTHO, YTO PeOEHOK OT
1 GepeMeHHOCTH, IpoTeKaBulelli Ha ¢oHe de-
TO-ITalleHTapHOM HefocTaToYHOCTH B III TprMe-
cTpe, 1 onepaTuBHBIX poZioB Ha 38 Hez. [Ipu po-
*kaeHuu macca 3200 r, anuHa 50 cM, olleHKa I10
mkase Anrap 8/9 6annos. PanHee pasBuTue 6e3
ocobeHHOCTeli. Pe6eHOK He OTHOCWICS K TpYIIIe
yacTo 6oseronux JeTel, He COCTOSUI Ha JUCIIaH-
CEpHOM yd4eTe Yy NPOUIbHEIX CIIEIUATIICTOB.
BecHoli 2014 r. BIlepBbIe IOABWIOCH YBeJIUUeHHe
akcwUIIpHOro nMdarnyeckoro yana ciesa. Po-
JuTeny oOpaTWINCh K IIeAANaTpy [0 MECTY KU-
TeNbCTBA, B MioHe 2014 6GBUIO IPOBEAEHO YIIBT-
pasBykoBoe HcciesoBanue (Y3U) yBeauueHHOTo
nrMdaTUYECcKoro y3i1a, o pe3yibTaTaM KOTOpPO-
ro HabJI0JaNI0Ch TOIBKO JMHEHHOE yBeIndeHue
€ro pasMepos 70 3 cM. BbUIO peKOMeHZ0BaHO Ha-
6roZieHue. B ¢BsA3U ¢ TeM, YTO B TeyeHue 2014 1.
OTMEeYasIoCh NPOrPECCUBHOE YBeIUYEHNUE aKCUI-
JIApHOTO TUMGaTHUYECKOTO y3jIa cjleBa, B MapTe
2015 r. pe6eHOK ObLT HanIpaBJieH B deZiepasbHbIi
LIeHTp. B ycioBuAX cllelnaIu3UpoOBaHHOTO Y-
peXzeHusA 6bUI0 TPOBeJEHO KOMIUIEKCHOE o6 cite-
fosaHue. [To pesynbTaTaM paAlOU30TOIIHOIO MC-
CJIeJOBAHUA BCeTo Tesa ¢ 67 Ga-IuTpaToM OBUIO
BBIABJIEHO HEPaBHOMEepHOe IaTOJIoTHYecKoe Ha-
KOIUTeHHe pazunodapmipenapaTa B J€BOU IOZA-
MBIIIEYHO!H obsacty, Auddys3HOoe HAKOIUIEHUE B
TIPOEKIINH HOCOIVIOTKU (BEPOATHO, PeaKTHBHOT'O

xapakTepa). [1o pesysibraTaM MHUEJIOTPAMMEI He
6BLIO MTOTyY€eHO JaHHBIX 32 IOpaXKeHKE KOCTHOTO
Moa3ra. [lanueHTKe ObUIa BBITIOJHEHA OTKPBITAs
6GUOTICUA aKCWUIAPHBIX JUMQPATUIECKUX Y3JI0B
cjleBa, THCTOJIOTHMYECKOe 3aKIIoYeHre: B 060X
TuMbaTUYECKUX y3/IaX TUCTOJOTUYECKUE U3Me-
HEeHUs OJHOTUIIHBIE U COOTBETCTBYIOT THIIEp-
wia3uu JUMGOUAHON TKaHU; UMeITCA JIUMo-
ngHble QOJUIUKYJIBI C LIEHTPaMU pa3MHOXXEHHS,
oKyl ¢ TporpeccUBHO-TpaHCHOPMUPO-
BaHHBIMU I[eHTPAMH Pa3MHOXXeHHA.

Ha npotsxxkenun 2015-2018 rr. geBouka Habro0-
Janach MeAuaTpoOM II0 MECTY JKUTEIbCTBa, Oe3-
60JIe3HEHHOE YBEJIMYEeHNE AKCHWULIPHOTO JIMM-
daruyeckoro ysia cieBa COXpaHAIOCh.

B cenrsabpe 2018 r. mo peKoMeHZAIMU Bpa-
ya-uH}eKIMoHucTa ObUIO  BBIIOJIHEHO Y3V
TIOAMBIIIEYHO! 06IacTH CJIeBa, IO Pe3ylbTaTaM
KOTOPOTO OBUIU BBIIBJIEHBI MHOXKE€CTBEHHBIE TH-
MepIUlacTUYeCcKu U3MeHEeHHble IIOJMBIIIeYHbIe
nuMdaTUyecKue y3Ibl CHIDKEHHOM 3XOTeHHO-
CTHU, HEOZHOPOZHOMN CTPYKTYpHI, pa3MepamMu A0
2,5 cM, OAMHOYHBIN JTUMpaTUIECKUN y3ea pas-
MepoM 5,3x2 cM. JleBouka ObUIa HampaBjeHa Ha
KOHCY/IBTAIIUIO JETCKOI'O OHKOJIOTa B KOHCYJIb-
TaTUBHO-AuarHoctuyeckuil nentp 'BY3 «Mopo-
3oBckaa JAT'KB /I3M».

IIpu IEpBUYHOM OCMOTPE CaMOUYBCTBUE pebeH-
Ka OBUIO yZOBJIeTBOpUTENbHBEIM. Ob6pamana Ha
cebs1 BHUMaHUe mepudepudeckas IuMbaZeHo-
NaTyA: NaJIbIIATOPHO ONpPEeJe/IAUINCh €JUHUYHEIe
TIOAYENIOCTHRIE JTUMQaTUYECKUEe Y3J/bl, YBEIU-
YeHHBbIe crpaBa o 1,5 cMm, ciesa A0 2,5 cM, MAr-
KO-3JIaCTUYeCKOM KOHCHCTEHIIUM, He CIIadHHbIe
C OKpY)KaIOIIMMHU TKAaHAMH; MHOXKXeCTBEHHbIe
TOAMBIIIeYHble JUMdaTUYeCKue Y3JIbl, YBEIU-
YyeHHble cjIeBa 0 4 CM, IUIOTHO-3JIaCTHYecKOH
KOHCUCTEHIIMY, YMepeHHO IoABWXKHbIe. [Ipu
Masblalid OPraHOB OPIOIIHOM MOJOCTH OTCYT-
CTBOBAJIU NIPU3HAaKY I'ellaTOCIUVIEHOMEeTaIly, YTO
BIIOCJIEICTBUU OBUIO MTOATBEPXKAEHO C TOMOIIBIO
Y3U opraHoB 6piomHoi mosocTu. [lokasarenu
KJIMHUYECKOTO U GUOXMMHYECKOTO aHaJIU30B
KPOBU HaXOJWINCH B IIpeZiesiaX JOIMyCTUMBIX pe-
¢depeHCHBIX 3HAYEHUH.

B oxTsab6pe 2018 r. marueHTKe GbLIa BBHIOJHEHA
KOMITbIOTepHasA ToMmorpadus MITKUX TKaHeH
1Ieyd U OpraHoB I'PYAHOM KJIETKU C BHYTpPHBEH-
HBIM KOHTPAaCTHBIM yCUJI€HHEeM, 110 pe3y/IbTaTaM
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KOTOpO# B NOAMBIIIEYHOH 06JacTH cjieBa ObLT
BBIABJIEH KOHIVIOMepaT JUMQaTHUYecKUX Y3JI0B
pa3mepamu 25x43x55 MM, aKTUBHO HaKaIIUBa-
IOITUH KOHTPACTHOE BEIleCTBO.

B Hoss6pe 2018 r. GBUIO BHITIOJHEHO OIEPAaTHB-
HOe JIe4eHre B oObeMe yzaneHuA KOHIIoMepaTa
nuMdaTUYecKuX y3J70B B aKCWUIAPHOU obacTu
c/IeBa, TUCTOJIOIMYECKOe 3aKIoyeHue: 00e3Hb
KacmiemaHa, ruaarHO-BaCKy/IAPHBIMA THII.

B Hacrosmee BpeMsA IalMeHTKA HAXOZUTCA IIOZ,
HabJII0IeHNEM IETCKOTO OHKOJIOTa KOHCY/IBTaTHB-
Horo neHrtpa I'bY3 «Mopososckas JII'KB JI3M».

OBCYXKIEHUE

KonuuecTBeHHas u pasMepHas jauMmdageHomna-

tusa (JIAII) obHapyxuBaetca y 80% manreHTOB

ZIeTCKOTO U IOJPOCTKOBOr'0 Bo3pacTa, 1% u3 Ko-

TOPBIX IPUXOAUTCA Ha 37I0KaYeCTBEHHBIE HOBOO-

6pasoBanus. Xpouudeckoii JIAII cayuraeTcs yBe-

JndeHue TMMbaTUIeCKUX Y3/I0B JJIUTENTbHOCTHIO

6osnee 6 Hezenb [33]. DTHOMOrUA XPOHUYECKOU

JIAIT oTpakeHa B Tabiue 1.

Takum o6pa3oM, A1 TAlEHTOB JETCKOTO U

TIOZAPOCTKOBOI'O BO3pacTa ¢ XpoHudeckoi JIAII

Lesecoo6pa3HoO COCTaBI€HUE JHArHOCTHYECKO-

ro IUIaHa, I03BOJIAIOIIErO UCKIIOYUTh U peaKue

3aboneBanusa. OfHako BepubUKalysa AuUarHosa
pu xpoHudeckoii JIAIT yacTo BO3MOKHa TOJIBKO
riocsie IpoBeZeHus MOPdOIOrNIeCKOTo UCCIIe0-

BaHUs GMONICUITHOTO MaTepuaa, Kak Impu 6oses-

Hu Kactinemana. Kimuanyecku BK y zeTeil nmeeT

CXOZCTBO U C TaKUM DeAKUM AOO6pOKadYecTBEH-

HBIM JuMbonpoardepaTUBHBIM 3a60JeBaHU-

eM, Kak 6one3Hb Pozau-ZjopdmaHa (CHHYCHBIH

TUCTUOIUTO3 C MAacCHUBHOU JuMbageHonaThei

HesicHOM atmosorun) [37], u ¢ mumdomamu, u

C peaKTHBHOH rumnepiviasveil auMdaTHIeCKUX

y3J10B NUHPEKIINMOHHON ¥ HEMHPEKIIMOHHON 3TH-

ostoruu [38].

TToka3aHUAMU K GMOIICUU YBeTMYEeHHOTO TuMda-

TUYECKOTI'O y3JIa Y ZieTel ABJIAI0TCA:

1. Tlozo3peHre Ha OHKOJOTUYECKUI IIpolecc
(eiiko3bl, TUMQOMBI, METACTa3bl COMUAHBIX
omyxoJeit).

2. JIATI HesCHOM 3THOJIOTUH, NIEPCUCTUPYIOLIAT
4-6 Hezenb 6e3 OTBeTa Ha IPOBOAUMYIO aHTH-
6aKTepHaIbHYIO TEPAIIHIO.

3. IlocTosgsHHOE YyBenuueHUe JITUMPATHIECKUX
V3JI0B Ha IIPOTSKEHUU 2 U 6oiee HeZeb.

. Jlumdoysaisl pazamepamu 6osee 2.0-2.5 cM.

. Hagxmoununas JIAIL.

. MaTonorusa perarreHorpamm OI'K.

. YBeJuueHHBIE BHYTPUTPYyZHbIe/BHYTpHU-
6prouIHble TUMGOY3IIbI IO JAHHBIM PEHTTEHO-
rpaduu wiu KT.

8. CucrteMHBle CUHAPOMBI: JUXOpajKa, NOTepsA

Beca, HOUHbBIE [T0ThI, apTPaITU.

9. T'emarocIieHOMeraaus.

10. VisMeHeHUs B aHaJIU3ax KPOBU: OU- U IMaH-
LUTOIEHUs, JAJMUTENIbHO IIepPCHCTHUPYIOLe
ocTpoda3oBbie GENKU.

[Ipy HaJUYUM TIOKa3aHUU K OUOICUU YBeIU-

YeHHOro JUMG}ATHUYECKOTO Yy3J1a «30JI0TBIM

CTaHAAapTOM» IBJIIETCS OTKPBITast GUOIICHUA C TIO-

CJIeZIyIOIIM T'HCTOIOTMYeCKUM ¥ UMMYHOTHUCTO-

xumudeckuM (UI'X) uccieoBaHUAMY MTOTyIeH-

Horo Martepuaia [39]. B cBs3u ¢ ocobeHHOCTIMU

MOPGONIOTHIECKUX U3MEHEHNH TUM(aTUIECKUX

y3/0B 1pu JuMbonponrdepaTUBHbIX 3abose-

BaHUAX, He peKOMeHJyeTcs IpoBeJeHUe TOH-

KOUTOJIbHOM aCIUpalOHHO-ITyHKIITMOHHOMN

6uoncuu (TAIIB) gake MpU YCJIOBUM TOCTENY-

romero UI'X ncenegoBanusa nyHkrara [40, 41].

B 50% ciiydaeB BBIMIOJTHEHHBIX OUOIICH V AeTeit

THUCTOJIOTUYECKH IIOATBEp:KAaeTcsd peaKTHBHad

runepIUIasua TMMbaTH4YeCKUX Y3J10B, TPUOIH3U-

TesbHO B 30% — rpaHy/ieMaTo3Hble 3a601eBaHuys,

B 13-15% — onKOJOrMYecKuii npouecc [38, 42].

OcTaeTcs OTKPBHITBIM BOIIPOC, ABJIAETCA JIU IIPO-

rpeccuBHas TpaHcopMalys — 3apOJBIIIEBBIX

ueHTpoB (IIT3Ll) xkak pasHOBUZHOCTb peaKTUB-

HOW T'HIepIUIasuU IPeAOIyX0JeBBIM COCTOSHU-

em [43]. Tem He MeHee, JJaHHBIE IIPOBOAUMBIX

HCCIeJOBAHUN BBIABUIN KOPPEJALUI0 MEeXAY

IIT3L u mumdomoii XomkkuHa [44].

B faHHOM ciy4yae y IalnMeHTKH Habiozasach

AnuTenbHas — mepudepudeckas  auMdaZeHo-

natua. C y4eToM OeCCHMITOMHOTO TeYeHUs

3aboyeBaHUA M JAHHBIX THCTOJIOTHYECKOTO

HcCIeloBaHus OUOICUITHOTO MaTtepuaa, IOy-

YEHHOT'O IIPU IIPOBEAEHUY IIEPBUYHON 6HOIICHY

aKCHULIPHBIX TUM$aTUIECKUX y3JI0B CJIeBa, 3TU-

0JIOTHA IIpoliecca ocTaBalach HeACHOMH. /luaruos
66U BepuHUIMPOBAH JIUIIb IIOCIE TTIOBTOPHOTO

TIpOBeZIEHUsI WHIM3WOHHOM 6uoncuu B ob6beMe

yZaleHus KOHIVIOMepaTa yBeJIWYeHHBIX JuMda-

TUYECKUX Y3JI0B B TIOJMBINIEYHO 061aCTH CIeBa.

JUiitTenbHOCTh aHaMHe3a (BpeMsA OT IOSBJIEHUA

N O h
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Ta6mmua 1. dTHonorusa xpoHudeckoii mumbazeHonaTuu y gerei [34-36]

Ho3sonoruu

Bose3Hb «KoIIaubell apamyuHbL»
HeTy6epKyse3Hblil MUKOOAaKTEPHO3
TyGepkyre3

Capxkounzos

I'pymnna Ho3010THit

I'paHyneMaTo3HbIe 6OTE3HU

JEB

IIMB

BU1Y
Toxkcoriazmos
Tynapemusa
Hepcunuos
KokkiuamnoMuko3
T'uctomnasmo3s

Vuadexiumn

3HO JIuMboMBI
JleliKo3Bl
I'mcTruouuTo3s
Hetipobnactoma

Pabaomuocapkoma

MHble TpUYUHBI AyTOMMMYHHBIE 3a00IEBAHUS
BornesHy HaKOIUIEHUA

Bonesns Kactiemana

Bone3ns Kukyuu-®ymxuMoTo
IIpuem JleKapcTBEHHBIX IIperapaToB

TTocTBakIHAIBHBIE OCI0KHEHNA

CHUMITTOMOB 3a00JyileBaHUs 0 MOMEHTA T'MCTOJIO-
TUYEeCKOTO 3aKII0UeHMA) YCTAaHOBUTh 3aTPYAHU-
TEJIBHO, IIOCKOJIbKY OTCYTCTBYIOT JAHHBIE O TOM,
ABJIAETCA JIM TIPOrpeccHBHas TpaHcdopmaius
3apOZBIIIEBHIX LIEHTPOB 3TAllOM IaToreHesa I'u-
aJIMHO-BacKynApHoro sapuanTa bK.

JlaHHBIM KIMHWYeCKWU cly4all fABifgeTcda Ha-
DJSIZHBIM  [IOKA3aTeJNbCTBOM — HEOOXOZUMOCTH
peanusanyuy  MeXAUCIUIUIMHAPHOIO IIOAX0Aa
K COCTaBJIEHUIO JWArHOCTUYECKOro IUIaHa JJIsfg
JeTed U IOAPOCTKOB C XPOHUYECKOH mumbaze-
Homatuei. B
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Co31aHne ¥ YHUKAJIbHbBIHA ONbIT
pa0O0ThI LIEHTPA MO JICYEHUIO
1epeOpoOBaCKYJ/ISIPHOM MATOJIOTUA
y JeTed U MOoAPOCTKOB

Ha 0a3e MHOronpo(uibHOro
neIuaTpruyecKoro craimuoHapa
KaK eTUHCTBEHHOro B PMD
MEePBUYHOIO LIEHTPA JETCKOIo

NHCYJIbTA

HCYJIBT — D3TO KJIMHUYECKUM

CHUHJZIPOM, IIpe/CTaBJeHHBIN oua-

TOBHIMM W/WIH OOIIEMO3IOBBI-
MU HapylleHUsAMY, pa3BUBaIOIINICA BHE3aIlHO
BCJIEICTBHE OCTPOrO HapyLIeHWs MO3TOBOTO
kpoBoobGpamenuss (OHMK), coxpaHAmoomuiics
He MeHee 24 4 WIN 3aKaHYMBAIOIINICA CMepThIO
6OJIBHOTO B 3T WK 60JIee paHHUE CPOKU.
VHCYy/IBT HAXOAWTCA Ha BTOPOM MeCTe Cpeau
TIPUYMH CMepTU BO BceM Mupe U BxoauT B 10 oc-
HOBHBIX IPUYWH CMEPTHOCTH JJIs JINI] B BO3pacTe
oT 1 A0 44 11eT, y AeTell onepexxkaeT [0 MIPUINHAM
CMEPTU OIYXOJH TOJIOBHOI'O MO3ra, SBJAETCS
OZIHOM W3 BeAyIUX NPUYUH TeMUILIerHiecKoi
dopmel ZeTckoro 1epebpaIbHOTO Mmapaanya cpe-
ZI1 IOHOLIIEHHBIX HOBOPOXJeHHBIX [1, 2, 3].
JleTCKUH WHCY/IBT — WHBAJIUAU3UPYIOIIASA Ia-
ToJIorus, koTopas B 3-30% ciiy4aeB IPUBOJUT K
JIeTaJIbBHOMY UcXozy, a y 60-90% zeteii B gajb-
HeHIlleM OTMeYaeTCs CTOMKUM WINU IOXKHU3HEH-
HBII HEBPOJIOTUYECKUH AebULUT B BUJE KOTHU-
TUBHBIX U JBUTATENbHBIX PACCTPOMCTB, a TaKXKe
HapyluleHUH HEPBHO-TICUXUYECKOTO Pa3BUTHUSA
[12]. MHorue mauueHTHl HMEIOT COIIyTCTBYIO-
urre 3ab6oJIeBaHuA, KOTOPhIE YBEIMYUBAIOT PUCK

TIOBTOPHOT'O MHCYJIbTA Y CHIKAIOT BO3MOXKHOCTh
6OJIPHOTO y4acTBOBATh B aKTHBHOM peabuiuTa-
uuu. bojsee 4eM y TpeTH ZleTeil pa3BUBaeTCA I0-
BTOPHBIU UHCYNBT [4, 5, 7].

JeTCKUH WHCYJIBT pasfessaeTcs IO TUILY, BO3-
pacTy BO3HHMKHOBEHMSA U BOBJIEUEHHBIM COCY-
JlaM. BBIZENSIoT TPU OCHOBHBIX THIIA: WIIEMHU-
YeCcKUil, TreMopparudeckuii u IepebpanabHbIi
cuHyc-TpoM603. [Io BpeMeHU BO3HUKHOBEHUS
TOApa3feAl0T Ha IMepUHATAJbHBIM HHCYJIBT
(c 28 Hep recranuu Ao 28 CyT XKU3HU) U JeTCKUH
uHCynbT (0T 29 cyT xusHu 10 18 n1eT)[6].
[TocegHYE TOABI C PA3BUTHEM JIy4eBON JUATHO-
CTUKU 3HAYUTEIbHO YAyYIIWIach BEIABAAIEMOCTD
JleTCKOoro umeMudeckoro uHcynaera [8]. ITo mo-
cleZIHVM JaHHBIM, CpeJHAA YacToTa BO3HUKHO-
BeHUs I[[epe6poBacKy/IsIpHBIX 3aboJIeBaHuil y
Jeteii cocrasasia 13 Ha 100 TwIC. AeTel B Toz,.
BcTpeyaeMocTb CUHYC-TPOMOO30B y ZieTel Ba-
poupyert ot 0,4 1o 0,7 Ha 100 000 geTeil B roza.
YacToTa BO3HUKHOBEHHS TI'€MOpPParuyeckoro
UHCY/IbTa OCTaeTCs IOCTOAHHOM B TeUeHe BCero
50-y1eTHero neproja HabIIAeHUH 1 HAXOAATCA B
AuamnasoHe oT 1 g0 8 ciaydaes B rog Ha 100 ThIC.
Zeteli B Bo3pacte ot 1 mec g0 20 zner [1, 3, 5].
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Ha pgaHHBIF MOMeEHT B Poccuy OTCyTCTByeT Ha-
LMOHAJbHBIM PEerucTp ydera AETCKUX WHCYJb-
ToB [18].

WHcynbT y AeTell U MOAPOCTKOB 3HAUUTEIBHO
OTJIMYaeTCs OT B3POCJIOTO II0 MHOTMM IlapaMme-
TpaM, WCIOJIb30BaHUE MMEIIINXCA HapaboToK
B COCYZAUCTHIX LIEHTPAX AJIA B3POCJBIX TALIIEHTOB
3aTPYyAHUTEIBPHO B IeAUaTPUYeCKON MpaKTUKe:
KJIMHUYEeCKas KapTUHA TeM 6osee He crenudud-
Ha, YeM MJajire pe6eHOK; MyIbTHUhaKTOpUalb-
HocTh (6osmee 100 sTHONOrMYECKUX (HAKTOPOB)
3HAUUTEJbHO 3aTPyZHAET JUarHOCTUYECKU
TIOMCK; BO3pacTHbIE OCOOEHHOCTH CHCTEMEI Te-
MOCTa3a, COCYAMCTON 1 HepBHOI CUCTeM; HeJo-
cTaTo4Hasi *HGOPMATHUBHOCTh JUATHOCTHYECKUX
WIKai, pa3pabOTaHHBIX [ B3POCHBIX; OTCYT-
CTBHE CTaHZAPTOB I10 BeIeHUIO U JIeYeHUIO ITe/1-
aTpuYecKux nanueHTos [13].

CBoeBpeMeHHasA JUAarHOCTHMKa ¥ paHHee Haya-
JIO Tepalu{ WUHCY/IbTa 3HAUUTENbHO YIydlllaeT
TIPOTHO3, YyMeHbIIasd CTelleHb IIOBPeXJeHUs
TOJIOBHOTO Mo3ra pebeHka. VIMEHHO TKECTh
HEeBPOJIOTMYECKON HeZ0CTAaTOYHOCTH IIoCIe Iie-
peHeceHHOr0 UHCY/IbTa OIpeZedeT BCIO Jajlb-
HEeWIITyIo )KU3Hb Nal[UeHTAa, IOCKOJIbKY Y pebeHKa
BIEpeaU JIVHHAs KU3Hb C 3TUM AeQUIHTOM,
YTO JIOKUTCS TSKEIBIM I'PY30M Ha CEMBIO, CUCTe-
My 3paBOOXpaHEeHUs U 0OLIECTBO.

OCHOBHO¥ 11e/bI0 6BUTO co3zaHue LleHTpa 1o Jie-
YEHUIO IepebpOBaCKYIIAPHO TAaTOJIOTUY Y AeTel
¥ OZAPOCTKOB (#anee — IleHTp) Ha 6a3e MHOTO-
npodwibHOro cranuoHapa 'bBY3 «Mopo3oBckas
JATBK» [I3M, oTBevaroIllero OCHOBHBIM Tpebo-
BaHUAM IIE€PBUYHOTO IIEHTpa JETCKOI'0 WHCYJb-
Ta (110 MeXAYHApOAHBIM PEeKOMEHZAAIMAM) JIg
VIIydllleHUus paHHeyd AUarHOCTUKU JEeTCKOIo HH-
CyJIbTa, OTPAbOTKH aIrOpyUTMa BeJeHUA JaHHBIX
TaIleHTOB B OCTpeMIlieM M OCTPOM IIepuoAax,
npoBeZeHus MTPOGUIaKTUIECKUX MEPOTIPUATUH,
BeJIeHU T'OPO/ICKOTO PEerucTpa e TCKOT'0 NHCY/Ib-
Ta, BHepPEHHUs OIBITA CeMeHHOro KOHCY/IBTHPO-
BaHUA, KOOpAMHAIUA MEAUIIMHCKON IIOMOIIU
JEeTsIM ¢ 1epebGpOoBacKy/IApHOM IaTONIOTHel Ha
PpasIUYHBIX YPOBHAX OKa3aHUA MeAUIMHCKOM
TIOMOIIIY IeTAM U IIOAPOCTKaM B ropoge Mockse,
yiAydllleHue OKas3aHWUA KadeCTBEHHOMH, JOCTYyI-
HOH U ) HEeKTUBHOM MeAUITMHCKON TOMOIIH Jie-
TAM U WIEHaM UX ceMeil B 1lepe6pOoBacKyIsIpHOM
TaToJIorueH.

Ha mepBOM, opraHM3alMOHHOM, 3Tare paGoTh
[Ipukaszom [JlenapramMeHTa 3ZpaBOOXpaHEHU
Mocksbl (ZI3M) ot 27.02.2014 N2 169 Ha Gase
I'BY3 «Mopo3oBckas feTcKasd ropoAcKas KINHU-
yeckasa 6onpHuNa» J3M (MAT'KB) 6bul co3zaH
LleHTp IO JIeYeHUIO 11epe6POBACKYIAPHOM IaTo-
JIOTUH JieTel U TIOAPOCTKOB.

[lepBUYHBIH HAKOIUIEHHBIN OMBIT paboThl LleH-
Tpa noTpeboBa yaydllleHUsi OpraHu3aluu JaH-
HOTO BHZA IIOMOLIU JeTAM B ropoge MOCKBBHI,
notomy JI3M coBMecTHO ¢ LleHTpoM OB MOAT0-
ToBJieH IIpukas oT 01.09.2017 N2 627 «O gainb-
HeWIleM COBEpPIIeHCTBOBAHUM OPraHU3aAIUU
OKa3aHUA CIlel[HaINu3MpOBaHHON MeAUIINHCKOU
TOMOIIU AETSIM U IIOJPOCTKaM C 1epebpoBacKy-
JIIPHOU IIaTOJIOTMU B MEAMIIMHCKUX OpraHu3a-
OUAX TOCYJAapCTBEHHOW CHUCTEMEBI 3/paBOOXpa-
HeHUA ropoga MOCKBEI», KOTOPBIM 3aKpemmni
OCHOBBI  QYHKI[MIOHUPOBAHUS  YUPEKZEHUH
JI3M pasHOro ypoBHA U HX B3aUMOZeiicTBUe
c Jentpom.

[IpoBeseHHBIN aHaMM3 IOKasaa, YTO HOpMa-
TUBHO-TIPABOBBIE JOKYMEHTHI M PeKOMEHZAIINH
pa3paboTaHBl ZJI1 B3pOCJOTO HAceJleHUs, U B
TeaTpUYeCKOU MPaKTUKe UX IPUMEHEHE BO3-
MOXKHO JIMIIIb YacTUYHO. B wactHOCTH, B Pene-
PaJIBHOM PYKOBOZCTBE IO ZETCKOW HEBPOJIOTUH
VKa3bIBAeTCsA, YTO «TOCIUTATM3AIUA OOJBHBIX
C OCTPHIM HapylIeHHeM MO3TOBOTO KPOBOOOpa-
menua (OHMK) wnu nogospenumem Ha OHMK
OCYUIECTBJIIETCS B CTAallOHAp, IZAe WMeeTcs
HeBpoJIorhyeckoe OTAeleHue (WIM JOCTyIlHa
KPYIVIOCYyTOYHAsA KOHCYJIBTALMA HEBPOJIOTa), pe-
aHVMAalOHHOE OT/ieJIeHUe U BO3MOXKXHOCTD IIPO-
BECTU HepOBU3yaIU3auo (CrieuajIu3upoBaH-
HBIX IePBUYHBIX COCYJVICTHIX IIeHTPOB I JeTeil
B Poccuu HeT)» [6].

3a ocHOBy opraHusauuu lleHTpa kak IepBUYHO-
r'0 LIeHTpPa AeTCKOT'O UHCYJIbTa MBI UCIIOJIb30BAIH
MexAyHapoaHslii onblT (17 mentpos B CIIA ¢
aHanu3oM ux pabots K 2014 r. [10] u Kiunuye-
CKHe peKOMeHZAIy ABCTPaIMICKOTO Haboza-
TeJIBHOTO KOMUTeTa JleTcKoro uHcynbra 2017 T.
[11]). C yueToM pa3sHOOOPA3HBIX ITUOJOTHYE-
ckux (GaKTOPOB JETCKOrO0 WHCYJIbTaco3JaHue
JIETCKUX IIEHTPOB OoJsiee COXKHasA 3ajada, 4eM
B3pocibix. CoBpeMeHHbIe TpebOoBaHUs K IIEpPBUY-
HBIM I[eHTPaM JIeTCKOT'0 MHCY/IbTa IIpeZCTaBAeHbI
B IIpe/CTaBJIEHE! B Ta6I. 1.
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Tabauna 1. D1eMeHThI cepBHCca B3POC/IbIX U MeANaTPUIECKUX LIEHTPOB UHCY/IbTA
(The diagnostic and management of childhood stroke, 2017)

JJIeMEHTBI cepBHca
OpraHu3sanusa JOrOCIUTaTbHOMN CITyKObI
Koopauuanus co cay:x60it CMII (koz MHCY/IBTa)

KoopauHausa pernoHaabHON HHCYIBTHOM CUCTEMBI
(mpoToxoIbl, TpaHcdep U T.I1.)

WHcynbTHOE OTAEIeHre
KT/MP 24/7
Busyanusanysa KapoTu/,

CnenuanusyvpoBaHHasA HelipoBusyanusanua (MPA,
uepebpasnbHas aHTrorpadus)

Heiipoxupyprudeckas ciyx6a

Bo3MmoxHOCTB BBeZileHUs tPA

Bo3MOXHOCTh HEIHPOMOHUTOPHUHTA IIEpPBEIe 72 4
3akpeIvieHHas IO3ULIUA PeTMOHAIbHOIO KOOPAYHA-
TOpa

CrenyaabHBIM MEeUIIMHCKUM PYKOBOAUTENb
Joctymn xk OPUT

BricTpas onenka TUA

OpraHusarys TeJleMeUIUHBI /1151 ObICTPOU OLIeHKU
U JIeYEeHUs

KoopzauHaiys cry0bl peaGuInTauu

PaHH:AA OI[eHKa C UCIO0Ib30BaHUEM CTaHZaPTHBIX
LTKaJ1 HeO6XOANMOCTY UHAVUBU/YaIbHOM peabminTa-
LU U ee [eJIU

OpraHu3sanusa paboTsl THIOTOPOB B peabuINTaluN

Hcrosib30BaHUE TPOTOKOJIOB, PEKOMEHAIUH
BeJEHUS

C60p AaHHBIX TI0 UHCYJIBTY
OpraHu3saliys B3anMO/IECTBYS MEX/IY CIIyKOaMu

JloCTyn anreHTOoB U UX POAUTENIEH K COOTBETCTBYIO-
el JINTepaType

B Tabs. 1 BIZENIEHE! KPACHBIM IIBETOM 3JIEMEH-
TBI CEPBHCA NIEPBUYHBIX LIEHTPOB, KOTOPHIE yXKe
npezacrasieHel B 'BY3 «Mopososckasa JI'Kb»
J3M, u, kak BUJHO, B HauleM lleHTpe nmerorcsa
6osiee MIMPOKKME BO3MOXXHOCTHU JJIA ITOJHOLIEH-
HOT'O OKa3aHUsI TIOMOIIHU IEeTSM C lepe6poBacKy-
JIIPHOM IaTosIoTHel.

OCHOBHO# 0CO6EHHOCTBIO ZIETCKOTO MHCYJIBTA SIB-
JIAETCA ero My/IbTU(aKTOPUAIBHOCTD, YTO Tpeby-
eT CJIOXKHOM AWarHOCTUKU C NpHBJIeYeHHueM Bpa-

B3pocbiii nepBUYHBIN | /leTCKui epBUYHBIN

+ x

+ + /BO3MOXHO

+ + /BO3MOXHO

+ x

+ +

+ x
Heobs3aTebHO +(24/7)
Heobs3arepHO +/TpaHcdep

+ Heob6s3arenpHO

+ +

+ +

+

+

+ x
Heo06s13aTeIbHO Heo06s13aTeIpHO

+

+ x

+ +

+ x
Heo06s13aTeIbHO Heo0bs13aTeIbHO

+

4ell pasHBIX CIIELUaIbHOCTEN IS OIpeAeTeH s
BeJyIIUX OSTHOJIOTMYECKUX (GaKTOpOB, BEIOOpa
ONTHMAJIbHON TepalVy U TAKTUKU BefeHus. Ha
6a3e I'BY3 «Mopo3oBckas JAI'Kb» JI3M ¢yHKuu-
OHUPYIOT TOPO/CKHE LIEHTPHI: JETCKOM racTPO3H-
TEPOJIOTUH, JETCKON OHKOJIOTUN Y T€MATOJIOTUH,
[IETCKOM PEBMATOJIOTUH, AETCKON SHAOKPHHO-
JIOTUH, LEHTP NPOGIIAKTUKA XPOHUYECKUX He-
VHOQEKIMOHHBIX 3a00JI€BaHUii, PECIMPATOPHOM
MEJULIUHBI, JETCKOI'O WHCY/IbTa, [0 JIEYEHUIO
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neteii ¢ Gosme3Hbpio BuwiiebpaHaTra, ambynaTop-
HOU HEeBPOJIOTUM U CeMeMHOM IIcUxXoTepalnuu, pe-
TIPOAYKTUBHOIO 3J0POBbsI JIETEN U MOAPOCTKOB,
MeavKo-reHeThdeckoe otzaeneHue (MoCKOBCKUA
LIEHTP HeOHATaJlbHOTO CKpPUHHHTra), opdaH-
HBIX U peAkux 3aboseBaHuil, pedepeHC-IIEHTP
BPOXKJIEHHBIX HACJIeJCTBEHHBIX 3aboJieBaHuM,
TeHEeTUYECKUX OTKJIOHEHUH, OppaHHBIX U IPYTUX
peakux 3aboseBaHUii, 4TO ObecleyrnBaeT BO3-
MOXXHOCTH IIUPOKOTO AUATHOCTHUYECKOTO IIOKCKA
pU4YuH UHCynbTa [17, 27, 28, 29, 31].

B TabJ1. 2 mpUBeZIeHBI OCHOBHEBIE 3THOIOTYECKIE
daxTops! geTckoro uHCynbTa (10 AaHHBIM Mex-

LenTpa 6bUTO TOCIIUTAIU3NPOBAHO C IOA03PEHMU-
em Ha OHMK 1600 zereli, faHHBIE TOKa3aTeIH
HapacTaloT exxerozso (puc. 1). B 2018 r. 97,8%
Jereii c mogo3penuem Ha OHMK 6v110 foCcTaBIe-
Ho B I'BY3 «Mopo3sosckasa JAI'KB» /13M.

Jetu u nogpoctku ¢ OHMK noctynanu B ctanu-
OHAap C pa3HOOOpasHBIMU AWarHo3aMu (puc. 2),
4yTO TpebOBaJIO OT ClleINaNIUCTOB LIeHTpa UCKIIIo-
YeHUs UIMPOKO Kpyra 3a60oIeBaHui.
YBennueHUe KojauW4yecTBa NAleHTOB C HalpaB-
ssromuM guarHozom OHMK motpe6oBano co-
37aHue BHYTPUOOJBHUYHOI'O IPOTOKOIA JJIS
YCKOpeHHOTo 06c/ielOBaHUs JaHHOM KaTeropuu

ZYHApPOJHOTO UCCIeJOBAaHUA JETCKOI'O0 HHCYJIb-
Ta — IPSS-International Pediatric Stroke Study,
2011), pa3zeneHHbIe II0 KATETOPUAM, CBUAETEb-

500
450
400

449
345 369
CTByIOIIMiE O HEOOXOAMMOCTH paboThl HaZ AaH- 350 268
HO# TIPO6JIEMOI KOMaH/IbI CIIELUATHUCTOB HIUPO- 328
KOro poduA. 200] 169
VIMEHHO 3TO SBWIOCH OCHOBOM /i Bbibopa ['BY3 150
«MopozoBckaa JAI'Kb» /I3M kak cranioHapa, rae 128 J
BO3MOXHO 3¢ dekTrBHasA pabora LleHTpa MHCYIIBTA. 0
1 2 3 4 5

PE3VYJIBTATHI PABOTHI IEHTPA
Tonbko no kananam I'BY «CCuHMIT um. A.C. ITy4-
KOBa» C MOMEHTa Havalaa (QyHKIMOHUPOBAHUA

Puc. 1. Konuuecmso nayuenmos, 20cnumanu3upyemsix
no kananam I'bY « CCuHMII um. A.C. ITyuxosa» c 2014 no
2018 2. c nodosperuem Ha OHMK 8 cmayuonapet /I3M

Tab6auua 2. Kareropuu ¢pakTopoB pucka 1o MexayHapoJHOMY HCCIeL0BAHUIO AE€TCKOTO
uHcynabra-IPSS (Mackay MT, 2011 [9])

Kareropuu ¢pakTopoB pucka Omnpeaenenue

1. AprepuonaTtuu Jlto6ble apTepualbHbIe HapyLUIeHUs Ha HEUPOBU3yalI3alluH,
KPOME COCYZVCTOM OKKJIIO3UU. JINCCEKIINS SOKHA OBITh TIOA-
tBepkAeHa KT/MPT /LIAT

XpoHuueckure 3aboieBaHUA CepAlia WK BbISIBIEHHbIE Hapyle-
Hua OKI'/Dxo-KTI'

2. Kapanonorudeckue 3aboieBaHus

3. XpoHUYeCcKre CUCTeMHbIe COCTOSHUA CocTosTHUSA WM 3a00IeBaHMUsA C HAPYIIEHUEM KOATry/IALIH WIN
COCYZVICTOY CTPYKTYPHI (AUCIUIA3Us COeANHNUTENbHOU TKaHH,
reHeTHYeCcKHe 60Ie3HHU, TeMaTOIIOTHYECKIE, BOCIIAIUTEIbHBIE
WIM NIMMYHHBIE 3a60JIeBaHNs, OHKOJIOTHYEeCKUE, IPUEM Opajlb-

HBIX KOHTpaL[eHTI/IBOB)

4. HpOTpOM6OTI/I‘-IeCKI/Ie COCTOAHUA M3BecTHBIE KoarysionaTuy Wid BbIAABJIE€HHBIE IIPDU Jla6opaT0p—

HbIx Tectax (FactorV Leiden, ADC, gedunut nporterHa S\C)

5. OcTphle cucTeMHEBIE 3a601€BaHUA JIt060€ OCTPOE COCTOSIHUE, IPUBOZSAIIEE K CUCTEMHBIM HapY-
meHUAM (HallpuMep, CeICHC, TUIIOTEeH3Us, oK, <72 4 Iocje

omeparum)

6. XpOHI/I'{eCKI/Ie 3a60/IeBaHUsA TOJIOBBL
U 11en

Bose3Hu, JIOKaJIM30BaHHbIE B 061aCTH FOJIOBHI U 1lIeu (HalpH-
Mep, MUI'DEeHb, OITyX0oib, ABM)

7. OCTpHe 3ab0yieBaHUA TOJIOBBI U IIIEU OCTpLIe 60JIe3HU C JIOKaIHU3anuen 06J1aCTH TOJIOBHI U IIIEN
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GOJIbHBIX Y BHEAPEHUS B KIMHUYECKYIO ITPaKTH-

Ky MEXZYHapOAHBIX IIKAJ IO OLIEHKE TKECTH

5 60% nHcynbTa PedNIHSS — Pediatric National Institute
> of Health Stroke Scale [30, 32] (puc. 3).

3,20% VICcIIonb30BaHKe CO3aHHOM B LleHTpe Mapmipy-

CuHkorme 7,60% TU3aIlUU II03BOJWIO 3HAUUTENIbHO COKPaTUTh
TpaBma 7,70% BpeMs JUarHOCTUKU UHCY/IbTA [0 2-2,5 4.

Omnyxoib [ 4,00%

Bonesoii cunapom ] 3,40%

KuieuHsIil cHHAPOM
(pBoTa)

BosesHu cepzana

Wnbexius 15.30% «30JIOTBIM CTaHZAPTOM» JUarHOCTUKHU UHCYJIbTa
Cyaoporu y AeTell ¥ OZPOCTKOB ABJISAETCA IydeBas JuarHo-
CTHUKa, 1103TOMYy B LleHTpe co3zaH u oTpaboTaH
OHMK 54%

npotokon KT/MPT aunarHoctuku ¢ yaetom Mex-

0 10 20 30 40 50 60 o
ZyHAapOLHBIX DEKOMEHJAlUN II0 JAUarHOCTHUKe
Puc. 2. /Tuaz+o3bl npu NOCMYNeHUU Y NAYUEHMO8 ¢ No0- OHMIK y geteti (Tabs. 3). JlaHHbIe UCCIEA0BAHUS
mMeepHcOeHHbIM UHCYTILMOM npoBogATcA B LleHTpe 24 4 B cyTkU 7 AHEH B He-

Mappyrusanusa 1 okazaHue nomoinu getsam ¢ OHMK B ocTpeiiniem nepuozse (B mepsble 24 /48 1)

CMII gocrasseT naiyenTa B nogo3penremM Ha OHMK B oTzeleHne peaHMaly U THTEHCUBHON
Tepanuy ¢ yKa3aHUeM TOYHOT'O BpPEMEHH TOSBJIEHUS HEBPOJIOTUYECKOTO AeULIUTHI

¢ 30 MUHYT

TeDMOMETDMS Hespouor: ouneHka AHanu3 KpoBU KJIaCCUYECKUH,
2370 gueTaMPI;HO e cocrostuus, ILIKT, PedNIHSS KIIIC, rmokoaa,
Usmeperye All PealmMaTonor KoaryJjiorpamma
HopMoTeHsus Helipoxupypr (AYTB, npoTpoMOUHOBOE
50-90% Bo3pACTHBIX T'emarosor: fgetu 10 6 Mec, BpeMs1, TPOMOUHOBOE BpeMs,
" TIPU HATMYUU ¢$ubpuHOTreH, BpeMs
TIoKasaTeen reMopparu4ecKkoro CHHAPOMa KPOBOTEYEHUsT)
— | ]
KynuposaHue cygopor Hgoﬁggﬁg:ﬁﬂ HetipoBusyannsanua
HAuasenam 0,15 mr/xr (HBOTOHHE{eCKHe pacTBOpEI) ()oHCYIIbTaLHs
HOpPMOMTHKeMHS: aHecre3uosora):
Hopmamzams 02 (<95%) KOMIIbIOTepHasA ToMorpadus
dnexkTpokapauorpadus, pPH (<7,2) TOJIOBHOTO MO3Ta
2x0-3I' '
HeiipocoHorpadus ] v y v
3 (6/p=1,0x1,0 cm) TeMopparmudecKuit HnreMirdecKuii OHMK
rs(;n:;?:f;y?];?:lyliﬁ EI%CSYQE% KT-aHmfrpacbm MP-auruorpadus Hfi TOATBEPXKJEH
*—I
OHMK nogreepxzaeH
PedNIHSS<5 6, ITIIKT" 15 6 —

* v ¢ OTAE/NIEHUE HEBPOJIOTUU

TIpY KOMIIEHCAI[UN COCTOSTHUSA
TI'emopparudeckuit CunyctpomM603 Nmemudeckuit HeBpoJstorndeckuii iepumuT +
TUnepTepMus
¢ ¢ ¢ (B 3aBUCUMOCTH
OT TSDKECTU COCTOSHUA) —
OnepaTuBHOe T'ematosior: TeuaTpus
JleyeHye aHTHArperaHThl/aHTUKOATYJITHTHI
Wiu HabJIoieHe Tpom6Gouauc

Puc. 3. Mapwpymusayus u okazarue nomowu nayuenmam ¢ OHMK & ocmpetiwuii nepuod e I'bY3 «Mopo3osckas JI’Kb»
A3M
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Puc. 4. Hutemuueckuil uncynsmy pebenxa 6 tem

Puc. 5. Cunyc-mpom603 pebenka 11 mec

>

Puc. 6. «ITone OHMK>» 8 a1ekmpoHHOUL ucmopuu 60ne3HU ¢ 8bleedeHUeM He0bX00UMbLX 1a60PAMOPHBLX Mecmos
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300 282
250
200
150 122
100 6 79
44 47
50 21
1 2
0
2014 2015 2016 2017 2018
M Bcero TUA/VN IN%! HTP

Puc. 7. Konuuecmao demell, BKN0OUEHHbBLX 8 pe2ucmp 0emcko20 UHCYIbMA No 200aM U MUNAM UHCYAbMA

JIeJII0 C UCTIOIb30BaHUEM aHecTe3uu (Ipu Heoo-
xoaumMmocTH) [25, 26].

Ha puc. 4 u 5 npeacrasyieHbl pe3y/bTaThl IIep-
BUYHOUM HelNpoBU3yalIu3alluyd MalllieHTOB, IIO-
crynuBiux B LleHTp ¢ nogospeHueM Ha OHMK.
Jna craHzapTusanuy abopaTopHOro obciezno-
BaHUA ZeTel ¢ nogo3peHreM Ha OHMK Bo Bcex
OTZENIeHUAX CTAllMOHapa pa3paboTaH KOMIIbIO-
TEepHBIN aJrOpUTM, KOTOPBHIY IO3BOJIAET Bpady
COKpaTUTh BpeMsA Ipu 0POPMIEHUU SJIEKTPOH-
HOH McTOpuM 60JIe3HU U BbIGOpa HEOOGXOAUMBIX
snabopaTopHBIX TecTOB (puc. 6).

E>XeroZiHO yBeJMYHUBaeTcss KOJUYECTBO MalfleH-
TOB, FTOCIIUTATU3UPOBAHHBIX B Pa3IN4HbIE OTAE-
sneHus lleHTpa, IPOXOAUBLINX 0OCI€OBaHUE U
snedenue 1no nosogy OHMK. Ha puc. 7 npezacras-
JIeHBI JaHHBIe 110 rogaMm (2014-2018) u o Tunam
HapyueHusa OHMK (BkitoueHa TOJIBKO IIE€PBUY-
Hasa rocrnurannsanus). CTalyoHapHOe JedyeHre
Ha 6aze otgenenuii I'BY3 «Mopo3sosckasa JATKB»
JI3M 3a BpeM: CyllleCTBOBAHUA LIEHTPA IIPOILIU
6osee 800 gereit, bosee 420 HabmogamMCh aMmby-
JIATOPHO.

BospacT AeTelt ¢ UHCYIbTOM BapbUpOBaJ B 3aBU-
CHMOCTH OT THIIa MHCyAbTa (puc. 8): marueHTh
C reMopparuieckuM HHCYJAbTOM (CpeAHMI BO3-
pact 1,9 roza) u cuHyc-TpoM60o30M (CpeAHWMit
Bo3pacT 2,8 jeT) ObUIM MOJIOXKE, B TO BpEM:A
KaK TpaH3UTOpHBIe ulleMudeckue ataku (THIA)
yalie JUarHoCTHPOBAINCh y NMOAPOCTKOB (cpea-
HUl Bo3pact 14,5 seT).

Vndopmanyda, HakolwuleHHad LleHTpoM, II03BO-
JIWJIa POaHaIU3UPOBATh U reHAepHbIE 0COOEH-

HOCTHU HHCYJIBTOB B 3aBUCHUMOCTH OT €ro THIIa
(puc. 9). Ilomy4yeHHble JaHHbIE He OTIWYAIUCh
OT BCTpeYaeMbIX B MeXyHapOJHOH! IuTepaType,
TIOCBAIIEHHON AeTCKOMY WHCYJBTY, IZie OIKCHI-
BaeTcs Oosiee paHHHUI BO3pacT BO3HMKHOBEHUS
OHMK y ManbuuKOB, IPY Me€Hee BBIpaXKEHHBIX
TeHZIEPHBIX Pa3JINYUAX Y IIOAPOCTKOB ¢ THA.

JleTn ¢ MHCY/IIBTOM C yYeTOM €ro MyJbTH(aKTO-
PUaAIBbHOCTUA MOTYT IPOXOAUTD JIedeHUe B CAMBIX

20
18
16
g 14
e 12
= 10
S 8
&
3 6
B4
2
0
PR~ T I o0
Q S| IS} [*]
M
2 E B g
: g 2
= = H
2 < =
=
[}
—~
Twun uHCy/IBTA
o MeauaHa
[C125-75%

I MuH.—-MakKc.

Puc. 8. Bospacm uHcynsma_y Oemell u noOpoOCmMKaAx 6 3asu-
cumocmu om muna (0aHHsle Llenmpa)
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o MeauaHa
[125-75%

I MuH.-MaKc.
Puc. 9. Boapacm uHcynsma 6 3agucumocmu om munda u
nona (darnHsle Llenmpa)

pasHbix oTAeneHuAx I'bY3 «Mopososckaa JJI'Kb»
J13M, rae noy4aroT TepPanuio ¢ y4eTOM OCHOBHO-
T'O 3THOJIOTUYECKOro $akTopa pUCKa MHCYI/IBTA.
JlarHble 06 OCHOBHBIX 3THOJIOTUYECKUX (aKTO-
pax MHCy/IbTa NalieHToB LleHTpa mpescTaBIeHb
B Tabi. 3.

[Toutu B 70,9% ciy4aeB yAaaoch BEIABUTD OCHOB-
HOHM 3THUOJIOTUYECKUIl (HaKTOp BO3HMKHOBEHHUS
11epe6pOBaCKY/IAPHON MAaTOJNIOTHUH, B HEKOTOPBIX
cly4asaxX OTMeYaJoCh COYeTaHUe HECKOJbKUX

2017 r.

1%

88,60%

W1l 2-i W 3-i1

Puc. 10. Kpamnocms OHMK/THA (OanHbte Llenmpa)

96,40%

TpeZpacIiosaralolux COCTOSHUN, HaIlpUMep,
COeVHUTENbHOTKAHHAA ANCIUIA3UsA U HHOEK-
Uusi, YeperHo-MO3roBass TpaBMa U HHOEKIHs
U T.I. B OTAeIbHBIX HAOIIOAEHUAX STHOJIOTUA
WHCyJbTa ObUIa YCTAHOBJEHA MPU TOBTOPHBIX
rocuuTtanusanuax: ABM B oTzeneHuu HeHpoxu-
pypruu, TpoMm6odunny (BpoxAeHHast/Ipruobpe-
TeHHas), peBMaToJIOTUM (AHTUUTHI, BACKY/IUTEL),
HeBposioru# (MIPOTrPEeCCUPYIONIE apTepUoIa-
TUU, CUHJPOM MOMA-MOA), Kapauonoruu (Ha-
pylIeHue pUTMa).

VY 6onbmmHcTBa Aeteli OHMK BO3HUKIIO BHEp-
BBle B KU3HU — 87,3%, y 8,4% cocyAuCThIi ma-
POKCH3M OTMeuasica oBTopHo (puc. 10).
CoBepieHcTBOBaHue paboThl LleHTpa, B 4acT-
HOCTH, OTpaboTKa BHYTPUOOILHUYHON MapuIpy-
THU3aI[UM MTAIIMEeHTOB U IIPOTOKOJIOB IIPOBEAEHUS
HeMpOoBU3yalM3aluy, MO3BOJWIO COKDPaTUTh
BpeMs AMArHOCTUKU WHCYJAbTa (C y4eToM Tepa-
TIeBTUYECKOro OKHa 4,5-6 1) u ¢ mapTa 2018 r.
HayaTh IPOBOJUTH TPOMOOIHU3UC Y AeTel ¢ MOA-
TBEPXKJEHHBIM HUIIEMUYECKUM HHCYAbTOM [15,
16]. 3a OCHOBY BHYTPEHHEro IIpOTOKOJIA TI0 OT-
60py NaleHTOB Ji1 BHYTPUBEHHOTO BBEJEHUS
TKaHEBOTO WHIHUOUTOpa IUIa3aMuHOreHa (tPA)
B3aT Australian Clinical Guideline (2017). ITocie
aHajM3a KPUTEPUEB BKJIIOUEHUS/UCKIIOUYEHUS
JUTST KQXZIOTO TalieHTa KOHCWIMYMOM CIelira-
JINCTOB B COCTaBe HEBPOJIOTa, TeMaToJIoTa, pea-
HUMAToJIoTa, PaZMoJora, aHeCcTe3WoJora IIpU-
HUMaeTcsl pelleHue O MPOBeAEHUM MPOLeLypPhl

2018r.
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Ta6uuna 3. /laHHbIE [0 YaCTOTE JeTCKOT0 UHCY/IbTa B MOCKBE B 3aBHCUMOCTH OT KaTeropuu
¢akTopos pucka IPSS no ganueiM LlenTpa LIB3 I'BY3 «Mopo3osckas JITKB» 2018 r.

Kareropuu

dakTopos pucka

1. AprepuonaTtuu

2. Kapguosnoruye-
CKHe 3a00JIeBaHUsT

3. XpoHuyeckue
CHCTEMHBIE COCTO-
AHUA

4. IIpoTpoM6OTH-
YeCcKHe COCTOSTHUA

5. Octprie
cHucTeMHEbIe 3a60-
JIeBaHUA

6. XpoHUueckue
3ab0ieBaHUA
TOJIOBHI U TIIeN

7. OcTpsle 3a60-
JIEBaHUS TOIOBBL
U IIen

3abosieBaHusA

AprepuonaTtuu (Bkitodas Moisa-moia, TLIA-TpaH-
3UTOpPHAA LlepebpaybHasA apTePUOIIATHs, JUCCEK-
1y, NepBUYHBIN aHruuT [THC)

CepAeyvHO-COCYANCTOM CUCTEME! (BPOXKAEHHBIE
TIOPOKHU cepZlia, B TOM YHCJIe OllepUPOBaHHEIE,
HapylleHrue pUuTMa, NHQEKIMOHHbIE SHJOKaPAUTHL,
apTepuabHasi TUIIEPTOHUA)

WHdekmoHHble (THEBMOHUS, OPOHXUT, OTUT,
MacTonauT, nuroMeranosupyc (LIMB), Bupyc
SnmreitHa-bapp (BOB), rpumm)

Temopparudeckas 60e3Hb H/p, 034HAA popMma
Temodmmms A
shaking baby syndrome

3JI0KavYeCTBEHHbIE HOBOOOPAa30BaHUsA (B TOM YHCIIE
JIEWKO3BI, CADKOMBI)

CucteMHble (cucTeMHasA KpacHasa BomyaHka(CKB),
IOBEHWIbHBIN peBMaTOUAHBIN apTput (FOPA))

TeneTuyeckue CUHAPOMEI (TOMOLIMCTHHYPUSI)

Tanaccemust

TaTOJIOTHsI reMocTa3a (B TOM YUCIe TOATBEPKIEH-
Hasi 1abopaTOPHO U FeHETUYECKH)

<72 4 nocie onepanuu (BpoXXAE€HHBINA IIOPOK cepa-
na (BIIC), HOBOOGPa30BaHU T'OJIOBHI U IIEH)

JlyicreHe3uy roJIOBHOTO MO3ra
AHOManu 1iepebpasbHbIX COCYZ0B (TUMTOIUIA3UH)

AHOManuu CTpoeHuA cocyZoB (apTeproBEeHO3HbIE
MasbbopMaliiy, KaBepHOMBI, TUITOIUIa3UH, CHH-
zapoum llItypre-BeGepa)

AHOMaNY CTPOEHUS UIEHHOT0 OT/AeNa, KPAHHOBEP-
TebpaIbHOTO IEPeXosa, HECTAOWIBHOCTD IIEHHOTO
oTzena

Omnyxonu LTHC

Nudexnuu [THC (MEHUHTUT, MEHUHT03HIIE)ATUT,
CHHYCHT, OTHUT)

YepemnmHo-Mo3roBas TpaBMa

Yacrora,
%

5,6

5,3

Ve

5,3
0,7
0,4
1,

0,7

0,7
28,7

1,3

2,5

10,6

3,9

1,4

1,1

1,8

Tun uaCcynsTa

NinmemMudecKkuii

HieMU4eCcKuii.
CuHyc-TpoM603

HinmeMu4ecKum.
CuHyc-TpOoM603

T'eMopparuyecKui
T'eMopparudecKkuit
TeMopparuyecKuit

VmeMudeckuii.
T'eMopparu4ecKui.
CuHyc-TpoM603

NieMu4eCcKuii.
CuHyc-TpoM603

CuHyc-TpoM603.
WineMu4ecKuii

NimeMuaecKuii

NmeMudecKui.
CuHyc-TpoM603

NimeMudecKuii.
CuHyc-TpoM603

HinmeMuaecKuit
NimemMudecKkuii

HineMu4ecKuu.
TeMOpparuyecKuii

HieMudecKuit

NimeMudecKuii.
l'emopparuyeckuii.
CuHyc-TpoM603

NmeMudecKuii.
CHHyc-TpOM603

Ve MU9eCcKuii.
T'eMopparuyecKui.
CHHYCT-pOM603
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A

b

Puc. 11. A— MP-anezuozpadus npu nocmynneruu. b — MP-anzuozpagus uepe3 8 u nocne npogedeHuss mpomboausucad.
TMonHoe 8occmaHosieHUe KpOBOMOKA NO NPAsoll 8HympeHHell COHHOIL U npasoil cpedHell M0320801l apmepusim Nocjie Npo-

8edeHH020 mpomboausuca uepe3 4,5 u nocie B03HUKHOBEHUS HedpoloeuUecko20 deduyuma (nayuenmka 14 nem)

A B

B

Puc. 12. BH008aCKYAAPHAA MPOMOOIKCMPAKYUSA U U3BJIeUeHHbLL MpoMb U3 0CHOBHOLU apmepuu y nodpocmxa 16 siem ¢

MSANCENBLM NOIUAHZUUMOM, NOCe be3ycneutHozo UHmpaapmepuanbHozo mpomboausuca (A, b — yepebpansHas aHauo-

2pagus, B — yoaneHHslli mpomb u3 ocHogHoll apmepuut)

Ta6una 4. OnepaTuBHas aKTUBHOCTD 110 TPOoG U0 Hefipoxupyprud 3a 2014-2018 rr.

ST o] 2014 | 2015 ] 2016 ] 2017 | 2018
1 4 5 3 6 16

Ynanenne ABM
2 Omnepanuu npu reMopparun4eckoM UHCYJIbTe

3 Omnepanuu npy BPOXKAEHHBIX 1 IPUOGPETEHHBIX aHOMAJIHSAX
Yepera, Y4eperHO-MO3TOBOM I'PhIKE, CIIMHHO-MO3TOBOM I'PHI-
JKe U IPYTUX CIMHAIBHBIX Au3padusmax

4 Xupyprus snwiencuu (B ToMm yucie nociaezactsus OHMK,
KaBepHOMEI, ABM)

DHZOBACKYJISIPHBIE Ollepaliuy U LepebpanbHas aHruorpadusi

Xupypr neuenue JLI1(8 Tom uncie nociesgcrsus OHMK)

12

6

21

18

24

73

52,

19

92

32

34

59
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TpoMOOJIM3KcCa B OTeIEHUY peaHUMallH U UH-
TEHCUBHOMU Tepanuu. PoauTenaM JaloTcs pa3bic-
HEHHUs O COCTOSTHUM pebGeHKa, METOAaxX TEPAINH,
UX BO3MOXXHBIX OCJIOKHEHUAX. Bce poaurenu zge-
Tel mepe/; TPOMOOIU3UCOM MTOAIUCHIBAIOT «VIH-
dopmupoBaHHOe coracue». Cxema BBEAECHUA U
no3upoBku tPA (0,6-0,9 Mr/Kr), ucnosib3yemas B
HameM LleHTpe, COOTBETCTBYET peKOMEHAALIUAM
APYTUX MEXIYHapOAHBIX IeHTPoB: 10% oT 06-
m1eil 035l BBOAUTCA OOMIOCHO B TedeHHe 1 MUH,
ocraBmasca Ao3a (90%) B TedeHUe IOCTIEAyIO-
mux 59 MuH.

Kourtposnb 3ddekTUBHOCTH MpOLEeAypEl TPOM-
6onusuca TPOBOAUTCA IIPU  HEBPOJIOTHYe-
CKOM OCMOTpE C OLIeHKOU JedHIUTa IO LIKasIe
PedNIHSS u npu moBTopHoii MPT c aHruorpa-
dueit (puc. 11)

C mapra 2018 o despanp 2019 r. (11 mec) Ha
6a3e LleHTpa IpoBeZeHO 7 MpolieAyp TPOMOOIU-
3HCa, 9TO AB/IAETCA YHUKAIbHBIM OIIBITOM B II€/IN-
aTpUYecKol IpaKTHKe JiedeHNs HIIeMHUIecKOro

A

uHCynbTa And MockBbel U PO. Taxke Hakarinsa-
€TCsI OIIBIT IO TPOBEZEHUIO TPOMOOIKCTPAKIINH C
LIeJIbI0 BOCCTAHOBJIEHUA 1[epebpaTbHOTO KPOBO-
TOKa y ZileTelt u moApocTkoB (puc. 12).

B LleHTpe Ha6IIOAAIOTCA U IIPOXOJAT AUHAMUYE-
CKoe 06ciiefloBaHUe IeTH C aHOMAIMSMU CTpoe-
HUS LlepebpasbHBIX COCYO0B (B TaK HAa3bIBAEMBIi
XOJIOAHBIN IIepuoj, — apTepHOBEHO3HbIE MaJlb-
dopmannu (ABM) 6e3 paspsiBa U T.II.), TOJTBKO
3a 2018 r. Takux feTeli 6pU10 BBIABIEHO 51. [Tpu
HEeOOXOAMMOCTH /JI1 YTOYHEHHsS XapaKTepa IT0-
paKeHUA HHTpaKpaHUaJbHBIX COCYZOB IIPOBO-
AUTCA 1epebpanbHan auruorpadus ¢ peleHrueM
BOIIpOCa O JajbHelInell TakTHUKe BeAeHUA JaH-
HBIX TTAI[EHTOB.

HeoTwpeMeMoii cocTaBAOIEN YaCThI0 QyHKIIH-
oHupoBaHwus LleHTpa sABIsgeTcsa paboTa HeHpOXU-
PYPryU4YecKoro OTAeseHU:d, ollepaTUBHAsA aKTUB-
HOCTBb KOTOPOTO TpeZicTaBieHa B TabiI. 4.

Kak BHJHO 13 IpUBEJEHHBIX BBIE JAaHHBIX,
KOJINYECTBO OIepanuii Mpu TeMOpparudeckom

b

Puc. 13. A— ABM 0o uacmuuHoti amboauzayuu; 5 — ABM nocne uacmuuHoil ambonuzayuu

A

B

Puc. 14. Komnaekcroe neuerue ABM. (A, B — KT-anzuoepagus, B— ydanennas ABM)
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WHCY/IbTE, aHOMaJIUAX CTPOEHUS IiepebpanbHbIX
cocyznos, nocneacteuax OHMK HapacTaeT exe-
rogHo, ¢ 2018 r. MUPOKO BHeApPAETCA B INpak-
THUKY KOMIIbIOTepHadA IiepebpanbHas aHIMorpa-
bus, TpoBOAATCA SHAOBACKYJIAPHBIE OIlepaliu
(puc. 13, 14), BHeApAOTCA B NPAKTUKY TOPOJ-
CKOTO 3/IpaBOOXPaHEHUs HeHpOXUpyprudyeckue
omepanuy IO CO3JaHHI0 HWHTPa’KCTpaKpaHU-
aJIbHBIX aHACTOMO30B MpU 00JIe3HU MOIA-MOHA
y ZeTeil.

[lpoBezieHNE B OZHOM JIeUeOHOM YyUYPEXAEHUU
BCEX BUZIOB COCYAMCTOH IepebpaabHON AUarHo-
ctuku (KT, MPT, MP-auruorpadus, mepebpaib-
Haa aHruorpadusa) 3HAYUTENBHO IOBBIIIAET ee
Ka4yecTBO, COKpalllaeT KOJIUYeCTBO FOCIUTAIN3a-
LU, obecrieYnBaeT IPeeMCTBEHHOCTD B BeZICHUH
TanyeHTa ¢ UHCYJIBTOM Pa3/JINYHOMN 3THOJIOTUU U
aHOMa/IUAMU CTPOEHU UHTPaKpaHUaIbHBIX CO-
CyZIOB.

C mapta 2018 r. HauaTo IpoBegeHHe TPOMOOIHU-
3uca B ycnoBuAx LleHTpa.

KJIMHNUYECKOE HABJIFOJEHUE 1

Manpuuk K.C., 3 roza 9 mec. 3abosen ocrtpo,
KOrZia TMOSABWIMCH KaTapajbHble ABJIEHUA, JIU-
xopazxa. Ilomydan Tepamuio aHTUIHPETHU-
kamu. Ha 3-if geHp 6oje3HM Mama OTMeTHIa
«BUIIIHEBYI0» MOYy. Pe6eHOK OBLI TOCIUTAIU-
3UPOBAH B CTAllMOHAp. B mpezcTaBieHHON BBI-
NHUCKe yKazaHWe Ha TUIEpOWINpyOHHEMUIO,

JIBU UKz

A b

TpoMboruToneHuto. bes ncciesoBaHus MUeso-
rpaMMBbl IIpOBeJZieHa Tepanusa NpeJHU30JI0HOM
60 mr/cyT (3 MI/Kr) B TedeHuUe 3 fHEN. BBLI BBI-
MMcaH U3 CTallMOHapa C MOJIOKUTeAbHOH ANHA-
MHUKOH (ZAMarHo3 Io NpeJCTaBJIeHHOHN BBIINCKe
«HedpoIaTusa, CBA3AHHAA C IPUEMOM aHaJlb-
reTHKa, Kene3ofebuIUTHAsA aHeMui»). Yepes
3 [AHA mocse BBIIMCKY BHOBb IOBBIIIEHNUE TEM-
nepaTyphl A0 40°C, xanobsl Ha 60U B XKUBO-
Te. l'ocnuranusuposaH B ['BY3 «Mopo3soBckasa
ATKB» [I3M (guarHo3 «JByCTOPOHHSASA HIKHE-
foyieBas MHEBMOHMA, ayTOMMMYHHas TeMOJIU-
TUYecKasa aHeMUs»). Ha 4-e cyTku npe6bpIBaHUS
B cTanoHape B 19:00 oTMe4anoch peskoe yxya-
LIeHHe COCTOSHUA 3a CUeT ITOABIeHU HeBPOJIO-
TUYeCcKOM CHMIITOMATHKH: OIMyllleHue, aHHu30-
xopus D>S, oTcyTCTBHe pedH, CITIaXKEHHOCThb
IIpaBO¥ HOCOTYOHOH CKJIAZKW, HAKJIOH I'OJIOBHI
K IIpaBoMy ILIedy, IIPAaBOCTOPOHHAA I'eMHUILIe-
rud go 1 6ajuia, CHIXeHNe MBIIIEYHOI'O TOHyca
B IIPaBBEIX KOHEYHOCTSX, CYXOXXWIbHbIE pedek-
cbl D<S. PedNIHSS 22 6asu1a. B 20:00 npoBeze-
Ha KT rosmosHoro mosra A UCKJIIOYEHUA BHY-
TpUudepenHoro kposousnusaHuA — KT-kapTuHa
COOTBETCTBOBaJA OGIIMPHOMY HIIEMUYECKOMY
UHCY/IbTy B 6acceiiHe neBoit CMA. 21:00. MPT
TOJIOBHOTO Mo3ra ¢ aHruorpadueii — MP-kaprtu-
Ha OOIIMPHOMN 30HBI apTePUATbHOIO UIIeMHYe-
ckoro nHcyabTa (AMN) B 6acceiite meBoit CMA
(octpetimasn ¢asza) (puc. 15).

B

Puc. 15. AU y pebenka 3 iem. 3 4 om MOMeHMA HAUANA KAUHUYECKOU He8poJl02uYeckoll cumnmomamuku. B iegom nosy-

wapuu 60020 mo3za bonvuioll uwemuueckuil ouaz (A) noswiuienHozo cuznana 8 JIBU (b1000) ¢ nonuncennvim UK/

(B). Ha MP-aneuozpaguu (B) 8 nesoti CMA Ha npomsceruu 12 Mm ommeuaemcst omcymemaue Cu2HaIa Kpo8omoka
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A

B

Puc. 16. A - omcymcmaue cueHana kposomoka 8 sesoti CMA Ha npomsxceHuu 12 mm, b — 8occmaHogieHue Kpo8omoka no

znesoti CMA nocsie npogedeHH020 mpomboausuca

JuarHoctupoBad AU B 6acceiie sieBoit CMA. B
23:05 npuHATO pelleHue 0 IPOBeAeHNU TPOMOO-
sm3snca (depe3 4 4 5 MUH 1ocjie BOSHUKHOBEHUSA
HEBPOJIOTUYECKON CHUMIOTOMAaTUKH). B HeBpo-
JIOTUYEeCKOM CTaTyce 4epe3 7 4 IIOC/Ie BHYTPH-
BEHHOTO BBeZieHUs tPA oTMedeHa BBIpaKeHHast
TIOJIOKUTENbHAsA JUHAMHUKA B BHJE IOABJIEHHUS
CJIOTOBOM peud, yBeJIUYeHUs 06beMa ABKEHUH
YU CWIBl B NPaBBIX KOHEYHOCTAX L0 3 GaUIoB.
PedNIHSS 9 6aioB (panee 22 6asia).

Ha MPT-anruorpaduy roJoBHOro Mosra 4yepes
14 4 mocse TpoMboONM3MCA OTMEYEHA IOJIOXKU-
TeJbHas JUHAMUKa — IOsBJIeHNe KPOBOTOKA IO
neBoit CMA (puc. 16).

Pe6GeHOK IlepeBeZieH B OT/eJIEHUE IeMaTOJIOTHU
s fooOcieoBaHUs, paHHeH peabwidTanuu
U JIedeHUs ayTOMMMYHHOM TIeMOJUTHYecKoH
aHeMuu. B HEBpOJIOTMYECKOM CTaTyce uepe3
24 4 mocsie BHYTPUBEHHOIO BBefAeHuUdA tPA co-
XpaHAICA IPaBOCTOPOHHUM reMuIlape3 CO CHHU-
JKeHMEeM MBILIIEYHOU cwibl Zio 3,5 6aia, Ausap-
Tpus (PedNIHSS-86). Ha MPT ro;soBHOro Mo3ra
(1a 16 cyT) nmeMudyeckuii oyar B 6acceiine je-
BOI1 cpeiHell Mo3roBoii apTepuw (puc. 17).
[Moce TpoMGoOIM3MCa NMPOAOIKEHA aHTHKOATY-
JITHTHasA Tepanusd U JiedeHre ayTOUMMYHOH re-
MOJIMTUYECKOHN aHeMHUH.

VHUKaTbHOCTh LIeHTpa COCTOUT B TOM, YTO Ha
ero 6a3e OKa3bIBAa€TCA IOMOIIb JETAM KaK C
WIIEMUYEeCKUM, TaK C reMOpparudyecKuM HWH-
cysnbTOM. [JlaHHasa paboTa BeJeTcs B OTAETeHUU

HeHpOXUpypruy, Iie MpoBOJUTCA JUArHOCTHUKA,
JledeHre U HabJoieHue ZieTeil ¢ reMopparude-
CKUM HHCYJIBTOM, a TakKKe BeJeHHe IalleHTOB
C BBIABJIEHHBIMM AHOMAaIMAMHU CTPOEHUA Iie-
pe6paybHBIX apTepuil B «XOJOLHOM» IIEPUOZE.
B Hacrosmee BpeMA 3HAYUTEIBHO PaCLIMPUICT
KpyT HeHpOXUpyprudecKyx ollepanyi, IpoBO-
JVIMBIX [IPY QaHOMAJIUAX IiepeOpanibHBIX COCYZOB.
B 2018 r. B lleHTpe BIEpBBIE NPOBeZeHA 3H/O-
BacKy/lApHaA 5MOO0IM3anMsa apTepHOBEHO3HOHU
MasbGOpMaLKH.

aBU UK
A b

Puc. 17. AW y pebernka 3 niem. CocmosiHue nocie mpom6o-

ausuca (Ha 16 dens AHUH). B iesom nostywapuu 6011020

Mo32a onpedensiemcs uwemuyeckuii ouaz (A) zemepozeH-

Ho20 cuzHana 8 ZIBU (b1000) u UK/ (B)
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KIMHNUYECKOE HABJIFOJEHUE 2
INanuenTka,16 set. 27.02.2018 Ha poHe moxHOTO
37I0pOBbsi BO3HUWKJIA CWIbHAs TOJIOBHasA 6ONb U
pBoTta o 8 pas. 28.02.2018 B cBA3U ¢ cOXpaHEHU-
€M BhIIlIeyKa3aHHBIX )KaI00 rOCIUTATN3NPOBaHa
B oTAesneHue peanumanuu M/IT'KB. ITocie ocmo-
Tpa HeBposiora (06IeMO3roBasi CUMIITOMAaTHUKA
U JIEBOCTOPOHHAA reMUaHoIIcu:A) BeinoaHeHa KT
TOJIOBHOT'O MO3ra, I'Zle BBIABIEHO HeTpaBMaTuye-
CKOe ITapeHXVMaTO3HO-BEHTPUKYIAPHOE KPOBO-
U3NIUAHUE BCJIEACTBUE paspblBa apTepUOBEHO3-
Hoti Mmanbdopmaruu (ABM) npaBoii TeMEHHOHN U
3aTBUTIOYHOM ZI0JIeli ¢ 06pa3oBaHHUEM BHYTPHUMO3-
roBoi reMaToMBI (puc. 18).

Puc. 18. KT 2021081020 M032a npu nocmynieHuu. Iemamo-
Ma npasoil memeHHO-3aMbLIOUHOU 0bacmu

A 13

OcMmoTpeHa HeHpOXUPYproM: YYUTHIBas KOM-
TIeHCUPOBaHHOe cocTossHUe pebeHka (PedHNISS
— 26-JIETKUH UHCYJIBT), BBICOKUN PUCK IPSMOTO
OIIepaTUBHOIO JIedeHUs, ObUIO NMPUHATO pellle-
HUe BO3Jep)KaThCsA OT SKCTPeHHOU HEeHpOXUPYP-
TUYeCcKOl olepaluu.
Jlnarsos«HeTpaBMaTHYeCcKoOe BHyTpHYepeIl-
Hoe kpoBouanuaHue 1o Hunt-Hess II crenenu
TSDKECTH: BHYTPHMO3roBas IemMaroMa IIpaBoi
3aTBUIOYHOM o o6bemMoM 10 cm®, BHyTpIDKe-
JIyZIOYKOBOE KpoBouanusHue 1o Graeb 6 6aios,
cybapaxHouZanbHOe KpoBousnuaHue 1o Fisher
2 ct. Pa3psiB ABM no Spetzler — Martin 3 6ayuia
TIpaBoil 3aTBUIOYHOMN J0iU. JIeBOCTOPOHHAA Te-
MHaHOIICH».

01.03.2018 g1a gajpHeHIIEro JedyeHud 1 obee-
ZIOBaHUA IlepeBeZieHa B OT/ie/leHre HeHpOXUpyp-
ruy, rge OBUIO INPOZO/DKEHO KOHCEPBAaTHUBHOE
nedenue. 07.03.2018 nosropHO BeINONMHEHa KT
TOJIOBHOTO M0O3ra, OTMe4eHa ITOJIOKUTeIbHAsA AU-
HaMHKa B BHZIe YMEHbIIEHHUs o0beMa IMapeHXU-
MaTO3HOTO KPOBOUBIUAHMA, OTCYTCTBHE KPOBU
B )KeJIyZI0YKax rOJIOBHOI'O Mo3ra. B KiInHIYecKkoi
KapTUHe TakXe HaOII0aNIoCch YiaydlleHne —
YMeHbIIEHWE BbIPAKEHHOCTH OO6IEMO3rOBOM
cuMnToMaTtuky. C 1enbio JajabHelel AuarHo-
CTUKY U JJI OIpefe/leHUsA TaKTUKU BeJeHHUs
nauueHTku 14.03.2018 mpoBeZeHa TOTalbHaA
nepebpanpHasg aHruorpadusi, KoTopas BBIABU-
Jla apTepHUOBEHO3HyI0 Maibdopmariyio (ABM)
IIpaBo¥i 3aTBUIOYHOM o6acTy ¢ ahdepenTamu u3
P4 cermeHTa npaBoli 3aZHeil MO3TOBOM apTepuu
(BMA) u adpdepenTom B BeHy 'asena (puc. 19A).

B

Puc. 19. A - MP-anzuoepagus — ABM npasoil samuLiounoit obnacmu. b — KT-aneuozpadus — s3H008aACKyAApHAS ambONU3A-

yus ABM npaseoti 3amuinouroll 0oau. B— Koumponsnas KT-aHeuozpadus
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02.04.2018 6bL1a TpOU3BeAEHA TOTATbHAA SH/O-
BackysnsapHasa sM6onusanus ABM mpaBoii 3aThl-
JIOYHOM ZI0NIN C IIPpUMeHeHNeM KjleeBON KOMIIO-
sunuu (puc. 19B).

[MoceonepalilOHHEIN TTepUOJ, IPOTeKaI 6e3 oc-
noxHeHui, u 05.04.2018 nanueHTKa B yOBIET-
BOPUTEIBHOM COCTOSTHUY ObLiIa BEIITMCAHA U3 CTa-
LHMOHapa Moj HabJIoleHue HEBPOJIOTa 10 MECTY
skuTenbeTBa. 13.09.2018 BrinmosiHEHa KOHTPOJIb-
Has uepebpanbHas aHruorpadusa — COCTOSTHUE
nocsie aMbonu3ani ABM npaBoii 3aThUIOYHOM
Zonu. JJaHHBIX 32 COCYAUCTYIO IIATOJIOTMIO He BhI-
siBieHo, ABM He Busyanusupyetcs (puc. 19B).
B HeBpoIOrMYeCKOM CTaTyce 04aroBoii HeBpOJIO-
TUYeCKOM CUMIITOMAaTHUKU He BBIABJIEHO.

Kak oTmeuasnoch BhIle, BaXXHOU cocTaBHOM 4a-
CTBI0 pabOTH LIEHTPOB JETCKOTO WHCY/IbTA fB-
JeTca co3jlaHve KOMaHZBI CIel[aIuCcTOB, MOA-
TOTOBJIEHHBIX IO IPO6JEME ETCKOTO MHCYIIbTA,
4TO 0bJIeryaeT nposezieHue AubdepeHInaNTbHOM
[AVArHOCTUKU IIPU Pa3/JUYHbIX 3a00J€BaHUAX C
y4eToM IIPOBOAUMOI Tepaluu IO OCHOBHOMY
3a60sieBaHuUI0. B aHHOM CiTy4yae ABIAETCA BaX-

JleBouka X., 4 roza

DS: ocTpsiii 1uMdo61acTHBIHN JIEHK03, B-II IMMyHO/IOTHYECKAN
BapuaHT, L1-L2 BapuaHT 1o FAB, t(1;19)

VHJYKIIYS PEMUCCUM —
| | |
10.11.17 | 22.11.17 | 07.12.17
L-ASP VCR VRC
LP* LpP*
15.11.17 29.11.17  14.12.17
VCR VRC VRC
DNR LP* LP*
LP*
08.11.17
DEXA 6 Mg/m?

08.02.2018
CnabocTh B pyKe,
HapylIieHue
MTOXOZAKY

HBIM 3HaHHE DHCKOB Da3BUTHUA LiepeOpPOBAaCKY-
JIIPHBIX OCJIOXKHEHUN NPU PeBMaTOJIOTrHYeCcKUX,
OHKOJIOTUYECKUX, MHOEKIMOHHBIN, SHAOKPHHO-
JIOTMYECKUX, TeMaTOJIOTMIECKUX U APYTUX 3a60-
JIeBaHUAX.

B Hmke npuBeZEHHOM IIpHMepe IIoKa3aHa 0Co-
6enHocTh guarHocTuku OHMK y zeTeit ¢ rema-
TO6JIACTO3aMU, YTO YaCTO OIpeZessieT TaKTHKY
JOTIOTHUTETHHOM Teparnui.

KIIMHUYECKOE HABJIFOJEHUE 3

TNanueHTKa, 4 roga, MOCTYIWIA B OTAeJIeHUE PeB-
MaTOJIOTHH C JKajiobaMu Ha 60k B KOJEHAX, de-
GPUWIBHYIO INXOPAAKY. B aHaM3e KpOBU BhISIBIIE-
HBI YMepEHHBIN IEHKOI[UTO3, TPOMOOLIUTOIIEHH)S,
GyacTHBIE KJIETKU. Pe6GEHOK ITEPEBEZIEH B OT/AEE-
HHeE OHKOJIOTUH U reMaToyiorud. [1o pesyabraTam
Z006C/IeIOBaHNSA YCTAaHOBJIEH JUArHO3 «OCTPHIH
numbobacTHBIH etiko3, L1-L2 BapuanT o FAB,
B-II-uMmMyHoOorMYeckuii BapuaHrt, t(1;19)». Ha-
yara Tepamnus o mporokomy ALL-MB-2015 [2].
Kypc Tepanuu MHAYKIIMNA pPEMHCCUM IepeHecia
VZOBJIETBOPUTENBHO, K 36 JHIO IOCTUTHYTA KJIU-

[IpoTokos ALL-MB-2

09.02.2018

CnabocTh B IpaBOi pyKe U HOTe,

HapylIlleHre pedu, c1aboCcTh
B JIeBO# pyke — 30 MUH

12.02.2018
[TapoxcusmanbHOE
COCTOSIHUE

KOHCOJIMJALIIA I =

27.12.17
6-MP 50 Mg,/m>

Puc.20. CoomHeceHUe NOAUXUMUOMEPANUU U HE8POTI02UUECKOLL cuMnmomamuku 0eeouku X
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HUKO-reMaTosiorndyeckas pemuccusa. 08.02.2018
BO BpeMs IIpoBeZieHuA | Kypca KOHCOMuAaluu y
ZIeBOYKH OTMeYasIoCh IapOKCU3MaTbHOE COCTOA-
HUe B BUZie c1aboCTU B IIPaBO pyKe, HapyIIeHUs
noxozky. CUMITOMBI KyIMPOBAIUCh B TeYeHUE
1,5 4. [Ipu ocMoTpe o4aroBoii HeBPOJIOTUYECKOM
CUMITOMAaTHUKH He 3adukcupoBaHo. IIpoBozu-
nace auddepennyanpHas AMArHOCTUKA MEXAY
TPAaH3UTOPHOM HIIeMHYecKOM aTakol W ceHCo-
MoTOpHOU HetiponaTueii. 09.02.18 yrpom mnocie
po6y:xeHus obpaiasia Ha cebs BHUMaHUe cJia-
60CTh B IPaBOH PyKe W HOTe, 3aTeM NPUCOeU-
HWINCh pedyeBble HapylleHus, c1abocTh B JIEBOM
pyke. [TapokcraM KyNIMpOBaJcs CaMOCTOSATEIbHO
B TedeHue 30 MuH. IIpu ocMoTpe B HEBPOJIOTHU-
YecKOM CcTaTyce IIPaBOCTOPOHHUI reMurapes,
WHTEHIYA B JIeBo# pyke (puc. 20).

[TpoBegeno MPT ronosHoro mosra u MP-anruo-
rpadusa o 3KCTPEHHBIM ITOKa3aHUAM. B 6eom
BelllecTBe TeMeHHBIX gosiedd B FLAIR u T2-BU
o4yard CMMMETPHUYHOIO IOBhIIeHUA MP-curna-
na. B pexxume DWI onpegeindercsa rpaZfueHTHO
TIOBBIIIEHHBIH MP-curHaa, mpU HOCTPOEHHUU
WK/I-kapTsl — «BBIYUTaHNE CUTHAJIa» B ONKCAH-
HBIX 30HaX. B IepUBEHTPUKYIAPHON 06JIaCTH B
6es10M BelllecTBe ¥ 3aZJHUX POroB OOKOBBIX JKeJTy-
ZIOYKOB BBIAABJIEHBI 30HBI YMEPEHHO IOBBIILIEHHO-
ro curHazia B T2-BU1 u FLAIR (puc. 21). 33T ot
09.02.2018 — rpy6as ge3opraHusariys KOpKOBOM
PUTMMKHU; 3aMeAJeHUe B BHCOYHO-TEMEHHO-3a-
TBUIOYHBIX OTZenax D>S; nocjie runepBeHTHIA-

LMY HU3KUM HHJEKCOM 3aperucTpUpoBaHa dIH-
senTudOpMHAA aKTUBHOCTDh B JIEBOM BHCOYHOMU
obnacTy.

12.02.18 y feBOYKM BHOBb OTMEUYAJIOCh IapOK-
CH3MaJbHOE COCTOSHHE B BHZIE «OTCYTCTBYIO-
miero B3IVIAZA», C1a0OCTH IPaBON IIOJIOBHUHBI
Ml una, auddysHoii craboctu. Kynuposa-
JIoch caMocTosATenbHO. Ha koHTposnbHON D3I B
JVHaMUKe STWIENTHIeCKOH aKTUBHOCTU He 3a-
PerucTpupoBaHO, OT HasHAYeHUs IIPOTUBOCYZO-
POKHOM Tepanuu GBUIO PEIIEeHO BO3/EPIKaThCH.
C y4eToM OCHOBHOTO AWAarHosa, KJIMHHUYEeCKUX
MPOSBNIEHUH, 0coGeHHOCTeNr MP-KapTHUHBI TIPO-
Boawnack auddepeHnanpHas AUAarHOCTHKA
Mexxgy OHMK no uiieMuyecKoMy THUILY U JieH-
KosHIepanonaTreli. COCTOAHME EBOYKU pac-
LIeHEHO B paMKax JeiikoaHuedasonatuu ¢ WH-
Cy/IBTONIOZIOOHBIM TeueHneM (ZaHHbBIE COCTOSTHUA
yKe paHee OIMCHIBAINCH B HAyYHOH JIUTEpaType,
TIOCBAIIEHHON HeBPOJIOTMYeCKHUM OCIOKHEHUAM
TMOJTUXUMHOTEPATINH) .

Y4uTeIBasA COXpaHAIOIINICA HEBPOJOTHYECKUH
AebUIUT, BEPOATHYIO B3aUMOCBS3b C IIPOBOAM-
MO Tepanuei OCHOBHOTO 3abosieBaHusA, OT BBe-
JleHUs XUMHOIIpenlapaToB B OCTpeHIInii mepros,
TIpUHATO pellleHHe Bo3Jep:KaTbcA. bbula peko-
MeH/IOBaHa HeMpoTpoduyeckas Tepamus, BBO-
gwnacek GonreBas KUCIOTA.

o zaHHBIM KOHTpPObHOM MPT Ha 17 cyT oTMe4a-
eTcs NoJIoXKUTe/IbHAA JUHAMMKA B BUZe perpecca
M3MEHEHHOT'0 CHrHaja OT 6eyoro BeljecTBa Te-

Puc. 21. MPT 2on08H020 mo32a FLAIR, DWI (akcuanvHas npoekyus)
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Puc. 22. MPT 2051081020 mo32a DWI u UK/] (axcuansHas npoekyus,)

MeHHBIX J0JIel, 0ZHAaKO cabo TUIEepUHTEHCHUB-
bl curdai Bo FLAIR u T2-BH B 6ej10M BelllecTse
TeMEeHHBIX J0JIel COXpaHseTCs Puc. 22).

B HeBposornyeckom craTtyce Ha ¢(oHe MPOBO-
AVMOM Tepanmuy OTMedasach IIOJOXKHUTeIbHAsd
JUHaMUKa B BHUZe yMeHbIIEHHUs Oo4aroBoro He-
BpoJIorHYecKoro zAeduiiura (COXpaHsIOCh MHU-
HUMaJbHOE CHIDKEeHUE CUJIBI B IPaBbIX KOHEYHO-
cTaX 710 4,5 6a/UtoB, OXKUBJIEHUE CYXOXXKHJIBHBIX
pedrekcoB B mpaBoii Hore). Ha KOHTPOJIBHBIX
MPT-cHUMKaxX MaTOJOTUYECKUX M3MEHEHU
B BEIECTBE TOJOBHOTO MO3ra HE BBIABIEHO
(puc. 23). Kypc KOHCOMMAALNY TPOJOJIKEH.

[Ipy KaTaMHECTUYECKOM HaOIIOfeHun depes3
3 Mecsna y JeBOYKHM IPOAOKAETCS Tepamus
OCHOBHOTO  3a00JIeBaHUA, KJINHHUKO-TEMAaTo-
JloruyecKkas peMUCCUs CoXpaHseTcsa. B HeBpo-
JIOTUYECKOM CTaTyce Jierkas IIPaBOCTOPOHHSIA
nUpaMuAHasA HeZ0OCTaTOYHOCTh. Tepanuio mepe-
HOCHUT YZOBJIETBOPUTENHHO. VHCYTBTOTIOAOOHBIX
SIM30/0B HE OTMEYAIOCh.

B omucaHHOM KJIMHUYECKOM CJIydae y AEBOYKH
OTMeYasoch OCTPOE Pa3BUTHE OYaroBOil HEBPO-
JIOTUYECKOW CHMIITOMATHKH, COOTBETCTBYIOLIEH
TIOpa)XeHUIO B COCYAHCTOM bacceifHe JIeBoii cpea-
Hell MO3TrOBOIl apTepuH, YTO B GOJIbIIIEH CTelTeH!

Puc. 23. MPT zon08H020 mo3za FLAIR, T2-BH, DWI (akcuanvHas npoekyusi)
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KJIMHUYECKU COOTBETCTBOBAJIO HIIEMHYECKOMY
nHCYNbTY. OZHAKO IpY HEHPOBU3YaIU3allN BhI-
ABJIEHO CUMMETPHYHOe JByCTOPOHHee Iopake-
HUe TeMEHHBIX 00J1acTel, YTO He XapaKTEPHO JJIA
KapTUHBl HUIIeMHYeCcKOro WHCY/IbTA. YYUTHIBAs
BCe BBIIIIE IIepeYHCIeHHOE, JaHHbIEe TTaPOKCU3MBbI
ObUIN paclieHeHB! KakK JIeHKodHIehalonaTHH C
WHCY/IBTOIIOZOOHBIM TeYeHUEM, YTO HMOATBEpAU-
J1a KoHTpoJibHasA MPT 1ociie KoppeKIyuu IOJIUXHU-
MUOTEPAINH U BeleHUA GOIHNEeBOI KHUCIOTEHI.

Yiny4ieHUe UCXOZAOB IOC/Ie NepeHeceHHOro UH-
CyJbTa CBA3aHO C Haubosiee paHHHUM Ha4aJoM
peabWINTalM{ B OCTPEHIINIA U OCTPBIA IT€PHO-
ZBl, KOTOPBIE OCYIIECTBIAIOTCA IIPEUMYIeCTBeH-
HO B HEBPOJIOTHYECKOM U HeHPOXUPypPrudecKoM
oTAeneHuAX LleHTpa, HO MOTYT IIPOBOJUTCA U B
APYTUX TOApa3zeNeHusaX OOJIbHUIBI C YIETOM
Beyllel 3THONIOTUU UHCYIbTa. B IleHTpe crieny-
aJMCTaMH UCIOIb3yeTcs IIacCUBHAsA pa3paboTka
CyCTaBOB, OpPTOIeJUYEeCKHe YKIAJKU, JbIXaTeb-
Has IMMHaCTHKa, pa3paboTKa WHANBUAYJIbHOM
porpamMMmel peabunuTanuu. IloMuMoO JABUTa-
TeJbHON peabWINTalNY, yKe B OCTPENIINii Ie-
pHoJ HaYMHaeT paboTy Joromnes, 4To 0COOEHHO

Puc. 24. TopoOckoti pezucmp demcko20 UHCYAbMA

Ba)KHO B IleJUAaTPUYECKOM IPAaKTHKe, Korga ¢op-
MUpOBaHUe pedeBOH OYHKIMU HzeT Haubosee
aKTHUBHO. /I YCIEIIHOI'O BOCCTAHOBJIEHUA IIO-
cie nnepeHeceHHoro OHMK geTu nepeBogATcA B
HIIL] JeTcKoli MMCUXOHEBPOJIOTUH, TZe pa3pabo-
TaHbl 3¢ dEKTUBHEIE IPOTPAMMBI peabHIUTAIIUI
JeTeli ¢ UHCY/IBTOM.

BaxxHoii 3azaveii LleHTpa ABIAETCA BejeHUeE ro-
POZACKOTO perrcrpa AeTcKoro MHCyIbTa. Peructp
II03BOJIAET OLIEHUTD 3a601eBa€MOCTb MHCYIBTOM
y zerteii B Mockse. [lonyyeHHas uHopMaus
HeobxoZMMa 1A CO3JaHuA ONTUMAaIbHOM CuCTe-
MBI TIOMOIIY AETSIM C 1lepebpoBacCKy/IAPHOM Ma-
TOJIOTHEH OT MOMEHTA IIOSABJIEHUA IIePBbIX KJIU-
HUYECKUX CHMIITOMOB /IO 3Tana peabuInuTaiumy,
V1A KOOpZAVHALIUK JeATETbHOCTH MOCKOBCKHUX
KJIMHUK TI0 JIe4YeHUIO NaI[HeHTOB C JAaHHOM mMa-
ToJIOTHEH, Pa3pabOTKY MapIIpyTHU3ALUK JeTeH,
CO3ZIaHUA CTAHZAPTOB IO JUATrHOCTHKe U Jiede-
HUIO MHCYJIbTA y JeTel, pa3paboTKU BTOPUYHOM
npodUIaKTUKK B 3aBUCUMOCTU OT 3THOJIOTHH
WHCY/IbTa (WIM COYeTaHUA STUOJIOINYECKUX dak-
TOPOB), BHEAPEHUs ceMeHHOr'o KOHCYJIbTHUPOBa-
HUA.




Hesposorusa

dopMmupoBaHue perucrpa lleHTpa Hadaloch ¢

2014 r. v mpeAcTaBIIAIO U3 cebs Tabrulily ¢ ZeMo-

rpaduyecKMHu AaHHBIMU. JlanbHeimas paboTa

ToKasaja, 4To B leZiUaTPUIecKoi MpaKTHUKe 3TO-

T'O HEZOCTATOYHO, ITOCKOIBKY A1 3 deKTUBHO-

ro a”anmsa TpeboBasock 6osblie MHGOPMAIIUKI

[19, 20, 24]. C 2016 r. npoBeeHo nepedopma-

TUpOBaHue perucrpa (puc. 24), YTo IO3BOJUIO

MIPOBOZAUTD GOJIee Pa3HOIUIAHOBHIN aHAIU3 JaH-

HBIX II0 IeTCKOMY MHCY/IBTy B MOCKBe.

CpaBHUTeIbHBIN aHAIN3 PETUCTPOB AeTCKOT'O MH-

Cy/bTa, CO3ZJAHHBIX B APYIMX CTpaHax, MOKasas,

4YTO HauboJiee ONTUMAaIbHBIM SBJISETCS [IPOBEZe-

HUe JaHHOM paboThl Ha 6a3e MHOTOMPO(IBHBIX

TeinaTpU4ecKuX CTALKOHAPOB, ITO3BOJIAIOIINX

COBMECTUTb CBOEBPEMEHHYIO U BCECTOPOHHIOIO

[JVIaTHOCTUKY IIAllMeHTOB C BBIABJIEHHEM BCeX

3HAYMMBIX 3THOJIOTUYECKUX HAaKTOPOB MHCY/IbTA

C IPOCBETUTEIHHOM paboTON Cpesyl TeANaTpOB.

AmbynaTtopHaa momoups getsiMm ¢ OHMK ocy-

LIeCTBIsIeTCs Ha 6a3e KOHCYIbTaTUBHOTIO [EHTPa

I'bY3 «Mopo3sosckasa JAI'Kb» [I3M. /lia cokpaire-

HUA BpeMeHU OXKUZaHUA IpYeMa U 3aIIMCH K ITPo-

buIPHOMY CIIEIMaMUCTy OpraHM30BaHa 3aIlUCh

TI0 CIIeLIMaJbHO BBIZEJIEHHOMY TeledOHY, BpeMs

OXKMJaHUA NTpHeMa He IIpeBbIaeT 3—5 AHeH.

AM6ysaTOpHO HabJIIOAAIOTCA:

e setu, nepeHecmine OHMK u npoxogusiine je-
yeHue B I'BY3 «Mopososckasa JAI'Kb» /13M;

e sety, epeHecinre OHMK u npoxoausIe gede-
HMe B PyTUx cTanpoHapax JI3M, mpu Heo6xoau-
MOCTH C pellleHreM BOIIpoca O 1000c/IeZIoBaHUHI
B IpodUIbHBIX OTAeIeHusAX LleHTpa (remMaroso-
I'Mis, KApAUOJIOTHA, HeHPOXUPYPIUsA U Ip.);

® [IeTU U TIOAPOCTKYU C II0ZI03PeHHeM Ha TPaH3U-
TopHble umeMuyeckue artaku/OHMK, Ha-
IpaBJlIeHHblE [ OOCiaefOoBaHUA U BbIOOpa
TaKTUKU BEJECHU;
® [IeTU U MOZAPOCTKYU C CEMEeHHBIM OTATOIeHUEeM
mo wuHbapKTaM/HUHCYyAbTaM, 3ab0JIeBaHUAM
KPOBHU U T.II., OTHOCAIIMECA K IpylIaM pPHUCKa
no passutrio OHMK.
Ha 6a3e IleHTpa HayaTa paboTa o ceMeHHOMY
KOHCYJIBTUPOBAHUIO, BKJOYaroIas obciezoBa-
HHUe ceMei: ZieTH, IepeHeclIre UHCYJIbT U 4ie-
HBI UX ceMeli, U MoJo/iple B3pocible (Zo 45 yet),
IepeHeclIe WHCYIBT, W HX 3J0pOBBIE JeTU
[21, 22, 23].
[IpeaBapuUTeNbHBIE PE3YIBTATHL ZAaHHOTO obciie-
JOBaHUA Ipe/iCTaBJIeHH! B TabI. 5.
[Nony4yeHHble IepBble pe3yJabTaThl JAHHOI'O Ha-
OII0ZeHNA CBUJETENBCTBYIOT O HMEPCIEKTHBHO-
cTy paboThI B 3TOM HalpaBJIe€HUHU IpU pa3paboT-
Ke TIepBUYHOM NPOQIIAKTUKY UHCYJIBTOB CPEAU
JeTel ¥ MOJIOABIX B3POCIIBIX.
Kak nokaselBaeT aHaJIU3 ANArHO30B, C KOTOPHIM
JeTH TOCTyNaJ B CTAalMOHAp, HACTOPOXKeH-
HOCTb IIeJUaTPOB, HEBPOJIOT'OB U APYTUX CIIELU-
aJIVCTOB B OTHOLIEHWM JETCKOTO MHCY/IbTA JO-
BOJIBHO HU3Kasd.
VHbOPMUPOBAaHHOCTh POAUTENEH, IeAaroros,
Bpaveil HEOTVIOXKHOM OMOIIY, TeANaTPOB U Bpa-
yel Apyrux npoduieil, paboTamuux B rneaua-
TPUH, O JAHHOH IIaTOJIOTUH ITO3BOJIUT YIY4LINTH
CBOEBPEMEHHYIO /JUArHOCTHKY LiepeOGpoBacKy-
JIApHBIX 3a00/IeBaHUH y JleTell ¢ HaupaBleHUeM
UX Ha FOCIUTAIN3ALNIO U KOHCY/IBTALUIO K IIPO-
dwibHBIM crrenuanuctam [14].

Ta6siuna 5. Pe3y/pTaThl ceMeiHOTO KOHCYJITUPOBaHus Ha 6a3e LleHTpa

I'pynmna HOMep Homep Anamues BrIfABNI€HHBIE U3MeHeHud (BIlepBbIe)
cemeit ob6cIe0BaHuA

I'pynna 16/8 nereit 35% otTsAro- Jucnunuzemus (TUnepxoaecTepuHeMUs,
«MOJIOZIOM 1IeHue 110 nioBeiteHue JIITHIT), runeproMouCcTHHEMUA,
UHCYJIBT» uHpapKTYy, MOBBIIIEHNE IJTIOKO3bl, HOCUTENbCTBO BI' 1,2
UHCYJIBTY TuUIa, oxxupenue, Al', AOC, MAPC, anomanuu
cocyzoB (Aedbopmarius xoza, TUIIOIUIA3HUA)
Jetu c 17 48: 88,5% oT- JucnunugeMus (TuepxouiecTepuHeMus,
OHMK B3poCible — 22, rouieHue 1o noBeieHue JITTHIT), runeproMonuCcTHHEMYSA,
cecTpbl/6pa- UHOaPKTY, MOBBIIIEHNE [VIIOKO3bI, HOCUTENbCTBO BI' 1,
TbA— 9 UHCYJIBTY, 2tuma, BOB, LIMB, AT, A®C, MAPC, Hapy1IIe-
TpoM6obU- HHe pUTMa cepZlia, MyTalliid TeHOB CUCTEMBI
iy, CJJ reMocTasa, aHeMUsi, aHOMAaJIUU COCyZ0B (ze-

dbopmarusa xoa, TUIOILIA3HS)
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Ha 6a3e LleHTpa 10 JiedyeHUI0 1epebpoBacKyIsip-
HOU narosioruu y getei u nogpoctkoB ['BY3 «Mo-
pososckas JI'Kb» ZI3M coBmecTHO ¢ I'Vb «HUN
O3MM>» 6bUTH pa3paboTaHbl AHKETHI U IPOBEAEH
OIIpOC Cpefu Bpadel-eAnaTpoB, poguTeNedl u
TOZAPOCTKOB. JlaHHasa paboTa TOJIBKO Hadauachk,
HO IIOJy4eHHBIe IIepBble pe3yJbTaThl IT03BOJIA-
IOT BBIJEJUTb OCHOBHBIE HAIpaBIe€HUSA CaHU-
TapHO-TIPOCBETUTENBCKON PaboOThl B Pa3TUYHBIX
rpynmnax HaceneHusa. Ha 6ase LleHTpa, moMumo
[AUArHOCTUYECKOH U JjieueGHON paboThl, BeAeTcs
¥ Hay4yHas paboTa IO M3YYEHUIO JETCKOTO WH-
CYJIbTa, TIOAXOZOB K ANATHOCTUKE, TEPATIUU U OP-
raHU3aluy TOMOIIY AeTaM. Pe3ynbraThl paboTh
LlenTpa 6pUIM TIpEACTaBIEHbI Ha BcepoccHiicKux
U MEXIyHapOAHBIX KOHpepeHUMAX U ObUIM OT-
MeueHBl Harpagamu (l-e MecTo) B KOHKypcax
Mosofpix yuyeHblx Ha XII MexzyHapoanoit (XXI
Bcepoccutickoit) ITMporoBckoii HaydHOH MeAu-
LMHCKOU KOHQEPEHINU CTYZEHTOB M MOJIOABIX
y4eHbIx B 2017 r. u Congress on open Issues in
Thrombosis and Hemostasis coBmecTHO c 9-i1
Bcepoccutickoit kKoHpepeHIInel o KIMHUTIECKON
reMOCTa3UOoJIOMU U reMopeosioruu B 2018 T.
Takke GBUIM IOATOTOBJIEHBI METOAMYECKUE pe-
KOMEHZaIMH 110 IeTCKOMY UHCYJIBTY JJI Bpaueil
eaTPUYECKUX CIEeUaTbHOCTEH, Bpadyeld op-
JUHATOPOB.

5-netHsi pabora LlenTpa 6buta oTMedena Ilpe-
Muei MoCKBBI B 00J1aCTH MeAMIIMHEL 3a 2019 T.

3AKJ/IIOYEHUE

Coszanue lleHTpa IO JledeHUIO Liepe6pOBacKy-

JIAPHOM ITATOJIOTUH y IeTel U IIOZPOCTKOB Ha 6ase

I'BY3 «Mopo3sosckas JAI'Kb» I3M aBseTcsa NHHO-

BaIJMOHHBIM IIPOAYKTOM, KOTOPBIM CIIOCOOGCTBYET

PEILIEHHUIO BayKHeHIIIel Tpo6IeMbl — COXpaHEHHIO

3/10pPOBbsI AETCKOT'O HaceJIeH!s CTPaHbl.

1. Brnepsele B MockBe u PP cosgaH LieHTp IO
OKa3aHHIO IIOMOIIX JeTAM MU IMOAPOCTKaM C
1epe6pOBACKY/IIDHON  IIAaTOJIOTHUEH, YAOB-
JIETBOPAIOIINI OCHOBHBIM MeXXAyHapOAHBIM
KPUTEPUAM IIEPBUYHOIO I[€HTPa JeTCKOTO
UHCYJIbTA.

2. Brnepsble co3zaH LleHTp MOJMHOrO LMKJA, IO-
3BOJIAIOIINI AMAarHOCTUPOBAaTh U IMPOBOAUTH
BBICOKOTEXHOJIOTUYHOE JIeUeHHe ZieTel U IoJ-
POCTKOB C Ilepe6pOBaCKy/IAPHOMN [TaTONOrueH
y eTeli B OJHOM JIe4eOHOM y4IpeXKAeHHUH.

3. Pabora lleHTpa mO3BOJMWIA YIy4IIUTh JAUa-
THOCTUKY WHCYJIbTA Y JeTell U IOAPOCTKOB
Giarogapsi pa3paboTKe BHYTPUOOJIbHUIHOMN
MapIIpyTHU3ally MAaIMeHTOB B OCTPeHIINH
nepuog OHMK.

4. BriepBBHle OpPraHMW30BaHA KPYIVIOCYTOYHAA JIy-
yeBas JMarHOCTHKA MaleHTaM C IT0J03peH!U-
€M Ha MHCY/IBT: KOMITbIOTEepHAasA ToMorpadus/
MarHUTHO-Pe30HaHCHas1 ToMorpadus ¢ aHI'Ho-
rpadueli 24 4 B CyTKU 7 AHEH B HeZeJIto, C IIpo-
BeJleHeM aHecTe3uu (IIpyu HeoOXOAUMOCTH).

5. Buepssle copMHpOBaHa KOMaH/a CIelaiy-
CTOB, ITOATOTOBJIEHHBIX 110 MPObJIeMe JETCKO-
r'o UHCYJIbTA, C IPUBJICYEHUEM JUArHOCTHYE-
CKHUX BO3MOXXHOCTEHN KIMHUYECKUX LIEHTPOB,
dyHKIIMOHUpYOIUX Ha 6asze I'BY3 «Mopo-
3oBckaa JAI'Kb» JI3M.

6. BuepBble B IefuaTpUYeCcKOll IPAaKTHUKe Io-
POZACKOTO 37paBOOXpaHeHMs MOCKBBI Haya-
TO IpOBeZieHHe penepdy3MOHHOH Tepanuu
(Tpom6onu3uc u TpPOMOO3KCTpaKLys) Ha 6ase
LleHTpa, YTO YIYYIIWIO HCXOABI HMHCYJIBTA
(yHUKaIbHBIA OMBIT 411 PO U MexzayHapoza-
HBIX LIEHTPOB).

7. OpraHusanys FopoACKOro PErucTpa AETCKOro
WHCYJ/IbTA IT03BOJIJIA HAYaTh SIUZEMUOJIOTH-
YecKoe M3ydyeHue MpobieMbl Iiepe6poBacKy-
JIApHO maTosioruu y geteii B Mockse.

8. HayaTa paboTa IO CUCTEMHOMY CeMeHOMY
KOHCYJIBTUPOBAHHUIO C JaJbHEUIINM aMmOyia-
TOPHBIM HabJTI0ZIeHEM /IeTel 13 TPYIIT prcKa
1 GopMyIMpOBaHNEM pPEKOMEHJAIUi pozu-
TEeJIAM.

9. BuepBble manueHT ¢ IepebpoBacKyIAPHOU
rnartojoruel B OAHOM MeEAMIIMHCKON opra-
HU3aLMN TI0JTy4YaeT IIOJNHBIH CIEKTp MeJu-
OUHCKUX yCIyr OT JUAarHOCTHUKH, JICUECHUA U
IIpoBeJieHNA paHHel peabWwIMTaluy 0 aM-
Gy/aTOpHOTrO HabMOAeHUs U pa3paboTKU oc-
HOBHBIX HallpaBJI€HUH NPOOMIAKTUKH.

10. OTpabaThIBaeTCs MPOLeCC OpraHU3aluu Ie-
pezayy MandeHToB I0C/e MHCY/IbTa WIA U3
T'PYIIIBI PUCKA BO B3POCJIYIO CETb.

HaxkarmtmBaeMmslii onsIT paboTs! LleHTpa 1o seve-

HUIO 1lepebpOBaCKY/IAPHOL MAaTOJIOTUHU ¥ AeTel U

nozapoctkoB I'BY3 « Mopososckoii JII'Kb» /I3M

MOXXHO BHEJPATb U B JAPYyIux peruoHax PO gmia

VIydIIeHWs OKa3aHWA MEeAMIIMHCKOH IIOMOIIU

JIETAM C 1lepebpOBaCKy/IAPHOI IaTOIOTHEMH.
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I mnoxajbuueMus
Y HAIUEHTOB C SIUJICIICHuen

JIMHUI[ICTAM B CBOEM IMpaKTHUKe
YacTO MPUXOAUTCS CTAJIKUBATHCS
nmanyeHTaMy, UMEIOIUMHU pas-
HOOOpa3Hble JKalI00Bl U TPeOYIOINMI MeX/MC-
UUIUTMHAPHOTO TOAX0Aa IIPYU AUATHOCTUKE U TIPU
noz60ope ONTUMAIbHOM Teparnuu.
TeTtaHuss — TMpOsABIeHHUE TUIEPBO3OYAMMOCTH
nepudeprdeckux HepBOB. DTOT TEPMUH YacTO
WCIIONb3yeTCsT Il 0003HaYeHUs KOHBYJIbCHUH,
BBI3BAHHBIX TUIOKAJIbIIEMUeEN. Y CTapUIuX MIa-
JIEHIIEB U ZieTell COOCTBEHHO TETaHUs XapaKTe-
pU3yeTCs 3MHU30JaMHM TOHUYECKUX MBIIIEYHBIX
CIIa3MOB U TMapecTe3uii B AWCTANbHBIX OTZeNax
HEPBOB, 4YaCTO IIPOBOLUPYEMBIMH THIIEPBEH-
TWIALMENR WIM HIIeMUel KoHeyHocTel. Kiu-
HHUYeCKHe IPOSBJIEHUsA KJIACCMYeCKOU TeTaHUU
He pasBUBAIOTCA B BO3pacTe [0 TPeX MeCsAIeB
(J. Aicardi, 2013). Haubosee myratomuiye mposiB-
JIEHWS TIPEZCTABIIAIOT TaK Ha3bIBaeMble KapIiole-
JanpHble cra3Mbl. OHU pa3BUBAIOTCA BHE3AITHO
¥ TEPBUYHO MOPaXKalOT MaJbI[bl PYK, KOTOpbIe

BO BpeMs IIPUCTYIA COTHYTHI B IIPOKCUMAaTbHBIX
cycTaBaxX Y pasorHYTHI B AUCTAIbHBIX CyCTaBaX,
6OJIBLINE aJbIIBI IPUBEAEHBI U IPOTUBOIIOCTAB-
sneHbl. TakuM ke 06pa3oM MOTYT BOBJIEKATBHCS
u cronel. Co3HaHUe ocTaeTca fAcHBIM! Hacto ¢
KaplioneJajJbHbIM CIIa3MOM WU He3aBHCUMO OT
Hero pasBUBaeTcA JapuHIocnasM. B mpomexxyTke
MeX/Jy cra3MaMM MOTYT HabJoAaThCs CHUMIITO-
MBI CKPBITOM TeTaHUM (HO CUMIITOM XBOCTeKa He
XapakTepeH, TaK KaK OH MOKeT IIPUCYTCTBOBAThb
U y HEKOTODBIX 3I0DOBBIX ieTe, runepBo3by-
JUMOCTb HepBOB Ipu DOMI' pu HCKycCTBEHHOMH
uneMuu MoxeT orMedaTtbes y 20—30% 3zx0po-
BBIX MMalleHTOB). [Ipu 3TOM 371eKTposHIedaIo-
rpadus OObIYHO He BBIABIAET CIelUPUIECKUX
u3MeHeHU. TeTaHUss OOBIYHO BHI3BIBAETCA TH-
MOKaJAbIIMeMUEH W/WIW TUIIOMarHe3ueMuen,
HO TaKXXe MOXXeT pasBUBaTbCA U y ZeTel ¢ Hop-
MaJIbHBIM YPOBHEM Kasbliyd. B aTux cirydasnx Te-
TaHUA ABAAETCA CJIeJCTBUEM CHIKEHUA YPOBHA
VOHU3HPOBAHHOTO KaJIbLIUA IIPU HOPMaJbHOM
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ypoBHe 06111ero Kanbluus. Takoe CHUKeHUEe KOH-
LeHTpallul MOHU3NPOBAHHOI'O KaJbLIUA MOXET
Pa3BUBAThCA IIPU AJIKAJIO3€ B pe3ysIbTaTe TUIep-
BEHTWIAILIUM WIN IOBTOpAIOLIeiica pBOTHI, Kak
npu nuwiopocTteHose. Jlebuuur BuramuHa D B
HacToslee BpeMs peAKo ObIBaeT MPUYMHON Te-
TaHuu. [TocieonepanoOHHBIA THUIIONIAPATUPEOU-
Jlavi3M U IICeBJOTUIIONIapaTHpeOor/Iau3M ABJIAIOT-
cs1 HarboJstee YaCTHIMU IIPUYNHAMU.

Y Takux NalnyeHTOB MOIYT BBIABJIATHCA T'OJIOB-
Hble 6OJIM, SKCTpanupaMHuAHble 3HAKU U Kajlb-
uudukanua 6a3aabHbIX TaHIIHEB. KpoMe aToro,
GOJIbHBIE C TICEBAOTUIIONAPATUPEOUJaU3MOM MO-
TyT CTpaZaTh OXUpeHWeM, UMeTb HU3KUH POCT,
JIyHOOOpa3HOe JINII0 ¥ KOPOTKHE TACTHBIE KOCTH.
JlOTIONTHUTENbHBIMU IPU3HAKAMU ABJAIOTCA yM-
CTBEHHAas OTCTAJIOCTh, KaTapakTa, AedHeKT aManu
u cHkeHue ciayxa (Ellie et al., 1989). IIpu Bcex
TUMAaX B JIOOOM BO3pacTe MOTYT pPa3BUBAThCS
SMWIENTUYECKYE TIPUMIAJKU; OHU HabJII0Aai0TCsa
yaie, Y4eM MBIIIeYHEIe CIa3Mbl IPHU KJlaccude-
CKOU TeTaHUH.

OpuuM u3 3abosleBaHUM, COIMPOBOXKJAOUINX-
cA TUNOKaJblieMuel, fABadeTca cuHipoMm Ju
Ixopmxu. Cuazapom Ju Jxopaxu (cuagpom Ju
Zbxopmka, CUHAPOM AucaMbpuoreHesa 3—4 xxa-
GepHOU Ayry, BpOXKAEHHasA arviasvus TUMyca U
apauuTOBUAHBIX XKeje3, CuHgpoM 22ql11.2) —
Pa3HOBUZHOCTH HUANOTATUYECKOTO M30JUPOBaH-
HOrO THUIIoNlapaTUpeo3a; peAKoe BPOXAeHHOe
3abosieBaHe C ayTOCOMHO-JOMUHAHTHBIM TH-
IIOM HacjleZoBaHUA. XapaKTepusyeTcs areHe-
3Well WIN JYCreHe30M IMapalliuTOBUAHBIX (OKO-
JIOUIUTOBUZAHBIX) JKeje3, alvlashell Tumyca
(BUIOYKOBOM JKeje3bl), IPUBOZANIEH K pe3KOMYy
CHIDKEHUIO Tomyanuul T-muMQoIUToB U UMMYy-
HOJIOTUYECKON HEAOCTAaTOYHOCTH, BPOXKJEHHBI-
MM aHOMAaJIUAMU KPYIHBIX COCyZOB (ZedeKTh
aopTsl, TeTpaza Paswno). KinHuvecku Haubosiee
TIOCTOSHHBIMY TIPOSIBJIEHUSAMHU 3a60JIeBaHUA SB-
JISIOTCS TUIIONApPaTUPeO3 M KAaHAWAOMHKO3, OT-
MeydalTcsa aHOMa/IuY pa3BUTUA HOCA, PTa, YIIeH.
B03MOXHO TeueHUe CUHAPOMA B BH7ZIE U30JIHPO-
BaHHOM HEJOCTATOYHOCTH IapallUTOBUJHBIX
JKeJie3 WIN BPOXKJEHHOTO OTCYTCTBHUS OKOJIOIIU-
TOBUZHBIX (IIapallUTOBHUJHBIX) >Kejie3 — TUIIOo-
KaJIbIIMeMUYecKe CyJOPOrH, HaYuHas C ITepuo-
Jla HOBOPOXKZIEHHOCTU (TeTaHUA) U BUIOYKOBOM
>keste3sl (pa3inyHble HHQEKIMOHHBIE 3a601eBa-

HHUA Kak CJIeJCTBHE MMMYHOJIOTHYECKON Hezo-
CTaTOYHOCTH). /IMarHoCTUKa OCHOBBIBAETCA Ha
BBIABJIEHUY TUITMYHBIX /I CUHZAPOMAa aHOMaINH
Pa3BUTHA: areHe3us WIM ANCreHe3 IapalfuTo-
BUZIHBIX JXejle3; aIulasus BUJIOYKOBOH >Keje3bl;
MMMYHOJIOTUYECKasA HeJOCTAaTOYHOCTD; dYeperl-
HO-TULEeBbIe AucMopdun (MUKPOTHATUS, THUIIED-
TeJIOPU3M, aHTMOHT'OJIOUZIHBIH pa3pes Iv1a3, pac-
LIeTMHBI Iy Obl M HEGA, JeOpMUPOBaHHEBIE U/ WU
HU3KO PACIIOJIOXKEHHBIE YIITHbIE PAKOBUHBI).

Kak ykasbIBasIoCch BEILIE, ¥ eTeH C runonapary-
Peo30M BO3MOXKHO ITOSIBJIEHUE SIMIEIITUIECKIX
npuctynos. Ho anuienTudeckue MpUCTYIIBI OT-
JINYAIOTCA OT TUITOKAIBIIMEMUYECKHX CYZOPOT 110
MeXaHU3My BO3HUKHOBEHHUA (KOPKOBBIM), KJIH-
HUYECKUM IIPOABJIEHUAM, YaCTOTe U IIPeX/e Bce-
T'0 110 OTBETY Ha TepallHIo IIpernapaTaMy KaabIHs
WIM aHTUKOHBY/JIbCAaHTaMM. Hanuuue TeTaHWUU
He HUCKJIOYaeT ee COYeTaHUA C SIIIENITHIeCKU-
MU IIPUCTYIIAMHU, ¥ Bpady He0OXOANMO 06 3TOM
TIOMHUTH [IPU OIpeZieJIeHUN aJfOpUTMa Habo-
JeHUA — BKJIIOYUTHb B HErO KOHCY/JIBTALIUIO He-
Bposiora u I3I. B zeTckoM Bo3pacTe CBoeBpe-
MEHHO Hayaroe JiedYeHHe SIIIEIICUM ABJIAeTCA
Ba)XHBIM YCJIOBHEM HOPMaJIbHOT'O KOTHUTHBHOTO
pa3BUTHA pebeHKa ¥ MaKCHMaJIbHO O1aronpuAT-
HOT'O HCXOZa 3MWJIeNTHYecKoro Inpoiecca. [Tpu
BbIOOpE AHTUKOHBYJIbCAaHTa HYXHO DPYKOBOZ-
CTBOBATBCS TUIIOM SIIWIENITUYECKUX IIPUCTYIIOB,
dbopmoii sanmienicuy, BO3pacToM IallleHTa, JAaH-
HbIMU D3I ¥, KOHEYHO Ke, COMaTUYeCKUM CTaTy-
COM, TaK KaK MHOIZA JeTH NMEeIOT XPOHUYeCKHe
WIN BpPOXZEHHBIE 3a6oseBaHuA (B TOM 4YHCIe
HaJIM4ve U3MEeHEeHUH OMOXMMUYeCKHX IIoKa3are-
Jieiil KpOBHU).

IpeacrasisieM 60IbHYIO, HAGIIOAABIIYIOCA B He-
BPOJIOTUYECKOM OT/e/JeHHH KOHCYJIbTaTUBHO-AH-
arHocTtmdeckoro uneHrpa (KZI]) Mopo3oBckoii
AT'KB.

IManuenTtka C.A., 13 jerT.

O6parniack K HEBPOJIOI'Y HEBPOJIOTHYECKOI'O OT-
JleJIeHUs U1 ieTel c opraHudecKuM IopakeHrueM
ITHC u napymenueM rncuxuku KT Mopo3oBckoit
JAT'KB B Bo3pacTe 8 jieT nocjie BO3HUKILEro BIep-
Bbl€ B JKM3HU IIOCJ/Ie 3aChIIaHuA reHepaaru30BaH-
HOT'0 TOHUKO-KJIOHUKO-TOHUYECKOI'O IIPUCTYIIA, C
BBIDQKEHHBIMU BEreTaTUBHBIMU IIPOABIEHUAMU
B BUJE I[MaHO3a, PBOTHI, NPOJOLKUTEIbHOCTBIO
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OKOJIO 3 MUHYT, CAMOCTOATEIbHO KYyNUpOBaBIIIe-
rocs o mpue3za 6puragsr «03».

Iocse mpuctyma npoBesena D3I (6oapcTBOBa-
HUsA) — SMwIenTUGOPMHON aKTUBHOCTH He 3a-
perucTpupoBaHo.

I[Ipu npoBeseHUU BUAE0-II[-MOHUTOPUPOBA-
HUsT HOYHOTO CHa — BO cHe 3aduKCHpoBaHa
muddysHasa smwientTudopMHas aKTUBHOCTh B
BH/le TIOBTOPHBIX KOPOTKUX Pa3psAL0B KOMILIEK-
COB ocTpasg—Me/jieHHadA BonHa (puc. 1).

MPT rosioBHOro Mo3ra — aTOJOTUYECKUX U3Me-
HEeHUH B BellleCTBe MO3Tra He BBIABJIEHO.
HeBpoyOoru4ecKuii CTaTyc: CTHUTMAaTHU3UPOBA-
Ha. MukporsHarus, runepTeJopusM. AHOMaINUA
CTpoeHUs BepxHero HEGa. PuHomanus. Mbl-
LIeYHBI TOHYC JAucToOHW4YeH. CyXOXwibHasa

runeppedsiekcys, 6e3 4eTKOW PasHUIBI CTOPOH.
INaTomornyeckux CHMIITOMOB He BBIABJIEHO. [o-
BBIIIIEHHOM MeXaHUYEeCKOU BO36YANMOCTY MBIIIIL]
He oTMedeHo. MOTOpHO HejloBKasd. /IBUrateabHO
pacTopMoOXKeHa, HeKpUTHYHA, HeT YyBCTBA JMC-
TaHIIMHU CO B3pOCAbIMU. OTBIeKaeMa.

JluarHos: «KpUIITOreHHas TIeHepaIu30BaHHAA
anwiencusa. MUHUManpHaA MO3roBas AUCOYHK-
LM, MOTOPHAsA HEJIOBKOCTD, 3a/lepyKKa IICUXope-
YeBOI'0 Pa3BUTHA».

C yyeToM aHaMHesa, JaHHBIX ODI), xapakTrepa
U OUPKAJHOCTH IIpUCTymna OblTa Hayara Ipo-
TUBOCYZIOPO’KHAsA Tepanus IIpenapaTaMu Basb-
TIpoeBOM KHUCJIOTHl (KOHBYJIEKC peTapZ, B ZAo3e
30 mr/kr/cyT). Ha ¢poHe nprieMa aHTHKOHBYJIb-
CaHTOB IIPHUCTYIIBI He TOBTOPAINCH, Ha D3I (cHa

Puc. 1. 53I' 0o Hauana npuema AHMUKOHBYbCAHMO8

Puc. 2. 33T Ha hoHe npuema koHsynekca pemapd (3nurenmugdopmHoil

AKMUBHOCMU He pe2ucmpupyemcs)
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u 6oxpcTBOBaHMA) snuienTudopMHas aKTHB-
HOCTb He perucTpupoBanach (puc. 2).
[IpoBoAwIack cUMIOTOMAaTUYeCKasd Tepanus IO
TIOBOJY »Kajlob Ha TPyZHOCTU B ydebe, sMOIMO-
HaJIbHYIO JIAGWIBHOCTb, BCIBUIBYMBOCTD, OTBIIE-
KaeMOCTb, pasAipayKUTEIbHOCTD.

[lpu AMHAMUYECKOM HaGIIOZEHUM TPOBOAWICS
KOHTPOJIb OMOXMMUYECKUX [T0OKa3aTesel KPOBHU, B
TOM 4YKCJIe KaibluA. HemocToOAHHO perucTpupo-
BaJIoCh CHIDKEHHE YPOBHSA KajblyA B KDOBU: MU-
HUMYM 70 1,58 MMosb /71 (ipy HopMe 2,19—2,68)
c moBeIIeHHeM dpocdopa g0 3,13 Mmosb /1 (HOp-
Ma 10 1,7).

V3U 6promHoN MoMocT — (GYHKIIMOHAIbHEBIE
"HapyweHuda JKKT, cnacTuyeckue 3amnopsl, rUAmno-
MOTOpHAaA AUCPYHKITUA KETTHOT'O ITy3BIPH.
[TpocTyaHbBIMU 32601€BaHUAMY OOJIEET HEYACTO.
BecHoii asureprus Ha 1iBeTeHHe Oepe3bl.

[To oBOAY BBIABJIEHHOM r'MIOKANIbIIIEMUH ObLIA
peKoMeHZloBaHa KOHCY/IbTalluA SHAOKPHUHOJIOra.
BeicTaBieH AuarHos «cUHZpPOM Ju KOpmxu».
PexoMeHZI0OBaH NpHeM IIpeNapaToB KaJbLUs.

Co cJ10B poauTesnel, paHee ocMaTpUBasach reHe-
TUKOM — «CHHZAPOMAaJIbHOM NIaTOJIOTUU He BBIAB-
JIEHO».

W3 aHaMHe3a M3BECTHO, YTO [eBOYKa poAuIach
oT mepBoil 6epemeHHOCTU. BO Bpems GepeMeH-
HOCTH yrpo3a IpepelBaHUs B IEPBOM TpHMe-
CTpe, OllepaTHUBHOE Je4eHHe KHCThl KOITYMKa
TakKke B IepBOM TPUMeCTpe.

Pozbpl Ha 37 Hezese, cTpeMuUTeNbHEIE. Bec npu
poxzennu 3300 r, amuHa Slcm. 3akpuyana He
cpasy. Otienka o Anrap 7—7 6a/uioB.

Co cy10B poauTesield, ICUXOMOTOPHOE U IIpeZpe-
4yeBoe pasBUTHE [0 I'oZa COOTBETCTBOBAJIO BO3-
pacry.

C 1,5 Mec. rumnoxaablyeMu4yecKue CyZOpOTIH.
Yka3zaHui Ha obciejoBaHUe Y SHOKPUHOJIOTA U
JledeHUe IIpernapaTaMy KaJabLUA B 3TOT IEPUOJ, B
aMbys1aTOpHOU KapTe HeT.

B 3 roga Ha ¢osne rumeprepmuu (>39,5 °C) re-
HepaJM30BaHHBIM TOHUKO-KJIOHWYECKUU CyZo-
POXHEBEIN mHpHCTyn. [JleBouka HabmirozaeTcs He-
BPOJIOTOM IO ITOBOZY 3aZepKKU IICUXOPeueBOoro
Pa3BUTHs, aHOMaJIUS Pa3BUTUs BepXHero HéGa.
Onu30AMYecKy OTMeYascsa 6PyKCU3M.

C yd4eToM [JIMTEJIbHOCTA KJIWHUKO-3JIEKTPO-
sHuedanorpapudeckoii pemuccun (3,5 roza)
6BUIO IIPUHATO PELIEHHE O TOCTEIIEHHOM CHIKe-

HUU 7103l aHTUKOHBYJIBCAHTOB. IIpu KOHTpOJe
DOI cHa Ha CHIDKeHHOM fo3e (1/2 oT UCXOAHOM)
TIpU 3aCBhITAHUY BHOBb ObLTA 3aperuCcTPUPOBaHa
muddysHasa smwienTudopMHasT aKTUBHOCTh B
BH/le TIOBTOPHBIX BCITBIIIIEK OCTpas—Me/JIeHHast
BOJIHA, a TAK)Ke [TOABJIEHNE JAHHON aKTUBHOCTHU
B 60pCTBOBAHUH, TPU GOTOCTUMYJIAIIIH.

C y4yeToM yxyaueHus Ha D3I oTMeHa aHTHUKOH-
BY/IbCAHTOB ObUIa IIPUOCTAHOBJIEHA, BEYEpHSA
Z103a yBeJIM4eHa /10 UCXOZHOH (C y9eToM I[UpKaj-
HOCTH WM3MEHEHUI Ha 3JIeKTpodHIedansorpam-
Me). JleBoYKa NpPOJOJDKAET IpHUEM IIpernaparoB
KanplyA (B IocaefHeM aHajIM3e YPOBEHb Kaslb-
usa 1,98 MMmoib /o).

OBCYXKIEHUE

V neBouku 6bUTa [UATHOCTUPOBAHA DITIJIETICHUS,
Havara Tepamnus aHTUKOHBY/IbCAHTaMU, Ha GoHe
NIpHYEMaKOTOPBIXJOCTUTHYTa KJIMHUKO-3JIEKTPO-
suuedanorpadpudeckas pemuccuss (MPUCTYIIBI
He MOBTOPAIUCH, Ha DOI' peAyLupoBatach 3Iu-
snentrudopMHas aKTUBHOCTH). Jl03bl BasbIIpoe-
BO# KHUCIOTH 66U cpegHuMu (30 Mr/Kr/cyT).
JuHaMUYECKUI KOHTPOJIb GUOXUMUYECKUX IT0-
KasaTejiell KpOBU, B TOM 4YHCJIe KaJIbIUs, BBI-
SIBJISUI TOJIBKO WU3MEHEHUs] YPOBHS KajblUs U
dochopa. Ho rumokanbpiiueMusi 6bu1a CyOKIU-
HUYECKOH. 31eCh CTOUT OTMETUTh, YTO B JIUTE-
paType HEOZHOKPAaTHO ONMCHIBAJIUCH CIydau
CHIDKEHUs YPOBHS Ka/lbLUsS y MAIl[EHTOB, IIO-
JIy4aBIIUX AHTHUKOHBYJbCAHTBI (BaJ’IprOeByIO
KHUCJIOTY, JJAMOTPUZKUH, GEHUTOUH, caGpuI u
[p.), HO 3TO OBUIM ONMMCAHUS OTAENIbHBIX CIIy-
YyaeB, U Yallle OHU Kacajuch JeTeil MiIajiiero
Bo3pacta. O6pamjaer Ha cebss BHUMaHHE, YTO
MoKasaTeau ypOBHA Kajbl[sg HUKOIZA He [0-
CTUTaTN KPUTUYECKUX YPOBHEH, TpebGoBaBIINX
OTMEHBI POTUBOCYAOPOKHOI Tepanuu. Takxke
BJIMTEpaType BCTPevyaanuch yKa3aHuUA Ha yJallle-
HUe cIydaeB peOpUIbHBIX IPUCTYTIOB Y IeTel ¢
TUIIOKaJblIneMHUeN. B HamieMm ciy4yae BpsZ U
CTOUT TOBOPUTH O JIEKAPCTBEHHO MHYI[MPOBaH-
HOM TUIIOKaJIbIIMEMHUH, TaK KaK Ha IIPOTAXKECHUN
3,5 roga mpuema BalblPOEBO KUCIOTH (KOH-
ByJIeKCa peTapZ) He OBUIO OTMEYEHO Iporpec-
CHUBHOTO CHW)XEHHUS KaJbLUS B KPOBH, HA060-
POT, ero ypoBeHb Kojebascs, B TOM 4YUCiIe U B
CTOPOHY IMOBBILIEHUA (HO HUKOTZA HE OCTUTA
HOPMEI).
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B gaHHOM HaOMIOZEHUN PETPOCIEKTUBHO 3a-
TPYAHUTENIBHO YTBEPXKAATD, OBLT JIU CBA3aH SIIH-
307 Ge6PUWIBHBIX CYZOPOT C COMYTCTBYIOIIEH TH-
MOKa/IbIIUEMHUEN, XOTSA 3TOTO HETb35I UCKIIOUUTD.
dnunenTayeckas MPUPOAA TPUCTYIA, BO3HUK-
1rero B 8 jieT, He BBI3BIBAeT COMHEHUIN: XxapaKTep
(TOHUKO-KJIOHUKO-TOHUYECKUH), MIPOZAOJLKHU-
TeJIBbHOCTb, IIPUBA3AaHHOCTb KO CHY, CaMOKYIIU-
pPyeMOCTb, HaJu4Mie TUIUYHOU smmwientudop-
MHOI akTuBHOCTU Ha JOJI. Xopoumuii oTBeT Ha
AHTUKOHBYJIbCUBHYIO TEPAIUIO ITOATBEPXKAAET
JIarHO3 3IWIENICHY, TaK JKe KaK U BO3BparT dIIu-
stenrTrudOpPMHOM aKTUBHOCTH BO CHE TIPH ITOTIBITKE
CHU3UTH 03y IPOTHUBOCYZOPOKHBIX ITperapaToB.
I[TOMHUMO 3TOTO Y IEBOYKU UMETUCh OTKIOHEHUS
B [ICUXOpeYeBOM pa3sBUTUU U [TIOBeJeHNHU, CBUJe-
TEJIbCTBYIOMIE O AUCPYHKIINY TOJIOBHOTO MO3Ta,
YTO CKJIOHSUIO Yally BECOB B IIOJIb3y JAWArHosa
KPHUIITOTeHHOH reHepaJu30BaHHOM SIIIETICUU.
Jlo o6paiieHus1 K HEBPOJIOTY IEBOYKA Y SHAOKPHU-
HoJIOTa He HabJI1anach.

TeHeTukoM cuHzApoM Jlu JKOpAXKY He OBUT 3a10-
JIO3P€H, XOTsA UMEJIHNCh YKa3aHWUSA Ha TUIIOKAb-
nueMudeckue cyZoporu B 1,5 Mec., a IIpu 0CMo-
Tpe UMEJIUCh YePeITHO-INIIeBbIe JUCMOPOUU.
OHAOKpUHOJIOrOM OBbUIM JaHBl pPEKOMEHJAIIUU
10 Tepamnuy TMpenapataMy KalbIUsd U HeMeZ-
JeHHOM(!) oTMeHe aHTHKOHBYJIbCAaHTOB. C yue-
TOM OTCYTCTBUS KJIMHUYECKUX MPOSBIEHUI
TUMIOKAIBIIMEMUMN U HaINYUA STMWIENTUDOPM-
HOM aKTHBHOCTH BO cHe (puc. 3) U HOABJIEHHUS
ee B 6ozapcTBOBaHUU (NpU (GOTOCTUMYIIAIIIN)

(puc. 4) Tepamnus IPOTUBOCYZOPOKHBIMU Cpe-
cTBaMHM 6bUIA IIPOJODKEHA.

HeobxozrMo 0o6paTuTh BHHMAaHHE Ha TO, YTO
[J1s1 TUIIOKAAbIIeMUH He XapaKTepHO Hajaudue
anwientuOpMHON akTUBHOCTH mpu DIl mc-
cnefoBaHuu. ['opaszio yaie Impu AaHHBIX MeTa-
6OMYECKUX HAPYIIEHUSX ONMUCHIBAIOTCA CIydau
HEIOCTOSHHOTO AN(Py3HOr0 WM pErMOHAIBHO-
ro saMe/JjieHUA TeTa-AejlbTa-AuanasoHa. Ho He
CTOUT 3a0BIBATh U O TOM, YTO UMEHHO B I€TCKOM
BO3pacTe BO3MOXKHO MosABIeHre Ha D3I pa3nud-
HBIX BHZIOB SNTWIENTUGOPMHON aKTHUBHOCTH, He
COTIPOBOXKAAIOIINXCA SNWIENTUYECKUMU IIPU-
CTyTIaMU WU APYTUMU HEBPOJIOTUIECKUMU CHM-
NITOMaMU U He TPeOyIoIUX Ha3HaYeHUs IPOTHU-
BOCYAOPOXXHOT'O JIe4YeHHU.

Takum o6pa3oM, B JaHHOM CJIydae Mbl UMeeM
Jeno c codeTaHueM cuHApoMa Jlu JDKopmxu
(runokayspLIeMus) C KPUIITOTeHHOUN T'eHepau-
30BaHHOM amnuiencueii. [To3AHAA AuUarHoCTHKa
BPOXXZAEHHOT'O CUHZApPOMA TUIIOKAIbIIMEMUY, Be-
POATHO, CBfI3aHa C OTHOCUTENBHO «JIETKUM» Te-
YyeHHeM JAaHHOT'O COCTOAHUA (OTCYTCTBMe alula-
3UM THMYyCa, UMMYHOJOTMYeCKUX H3MeHeHUH,
BPOXXIEHHOY aHOMaJINY KPYITHBIX COCYZOB).
Komb6uHanua stux 3abojeBaHUM co3zaeT TpPyA-
HOCTU JJ AMArHOCTUKY U JIeYeHMs, TaK Kak
JIeKapCTBEeHHBIE CPe/CTBa, HCIOJIb3yeMble IIpHU
WX Tepaluy, MOI'yT OKa3bIBaTh BIMAHUE JPYT HA
Apyra.

[MTozo6OHbIe TAIIUEHTHI HYXKAAITCSA B COBMECTHOM
HaOIIOIEHNY HEBPOJIOTOM W 3HJOKPHUHOJIOTOM

Puc. 3. Bo3o6Ho8.1eHuUe anuienmu@dopmHoll akmugHOCMU 80 CHe Npu
nonslmke cHUJceHUs. 003bl KOHBYJleKca (00 NON0BUHbL OM UCXOOHOLL)
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Puc. 4. Ilosisnerue snunenmu@opmMHol AKMUBHOCMU NPU GOMOCMUMYASA-
yuu Ha 14 I'y npu cHuiceHuu 003bL AHMUKOHBYIbCAHIMOB

ZUIs1 KOPPEKIMY MMEIOIIVXCS OTKIOHEHUH U TIOJ-
60pa ONTUMaJbHOH Tepanuu.

Ha zaHHOM IIpuMepe elne pa3 XoTesnochk 61 06pa-
TUTh BHUMaHUe HA STUYECKUM U EOHTOIOTHYE-
CKU acrieKT B paboTe Bpava. Y poauTese Halei
TAI[UEHTKH (He SIBIAIOMINXCS CIIEIUATUCTaMU Me-
[VIKaMU) BO3HUKJIM TPYAHOCTY B IIPUHATUM pellle-
HUsA O JledeHUH pebGeHKa, TaKk KaK SHAOKPUHOJIOT
KaTerOpUYECKH YTBEPXKAAJI, UTO «3MIIENICUHU HET,
JIEYUTh HEYero» U TpebGoBas OTMEHBI aHTHKOH-

BY/IbCAHTOB, HECMOTPA HAa OOBEKTHUBHEIE IIPH3HA-
KM TeKyIlero aIWwIeNTHYecKoro rpoliecca.
HeBposiory mpuIuIoch IPHIOXKUTh HEMAJIO YCU-
JIN, 9TOOBI yZiepKaTh POAUTENIEI OT HECBOEBpe-
MEHHOH OTMEHEI IPOTUBOCYZOPOXKHOM Tepanuu
U3-32 BBICOKOT'O pHICKa CPhIBA KJIMHUYECKOH pe-
MHCCHH. DTO JHUIIHUN pa3 MOATBEPXKJAeT, 4TO
B HEKOTOPHIX C/Iy4asdX TOJbKO KOJUIeTHalbHOe
NIPUHATHE peLIeHUH II0 BEeAEHUIO MaIleHTOB
[I03BOJIIET HAMTH ONITUMAJIbHEIN MyTh B BBIOOPE
Tepanuu. B
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IHIynTr-accouuupoBaHHAA
nH@eKMs y nereu

YVHT-aCCOLIMHMPOBAaHHAsA UH)EK-

LU TIPeZCTaBJsIET COOOM CUM-

IITOMOKOMIUTEKC, CBSI3aHHBIN C
Ha/IMYHeM XPOHUYECKU UHPUIIMPOBAHHOTO IIyH-
Ta, YCTAaHOBJIEHHOTO /15 JIeYeHUs IHpoliebaiu.
B oaTwonoruu 3Toro 3aboseBaHus Ipeobiia-
Jlal0T  KOaryJ030HETaTUBHbIE CTadIOKOKKH,
St. aureus, pudrepougrl, rpaMOTpHUIIATETbHBIE
MUKDPOOPTaHU3MBI, aHa3pOOEl, BO3MOXKHEI ZpY-
rve 3THUOJIOTUYECKHWe areHTbl — Propionibac-
terium acnes, Moraxella bovis u gp.
OnHako cpeiyu BCEro MHOroo6pas3us MOTEeHLIHU-
aJbHBIX BO30OyZWTeNell dYallle BCEro BCTpeya-
rotcs Staphylococcus epidermidis (70—80%) u
Acinetobacter baumannii (60—70%).
KinuHu4yeckye TPOABJIEHUS MIYHT-aCCOLUUPO-
BaHHOU MH}EKIMU MOTYT MOSBJATHCS B IEPUO/,
OT HECKOJIbKUX MecsAleB 0 17 jieT ociie ornepa-
unu (B cpegHeM 4 roza). Cpeau HUX Haubosee
XapaKTepHBI IUXOpajKa, aHeMUs, rernaTocIuie-
HOMeTraJus; CUCTEMHEBIE NPOsABIeHUa (JIUBeJO,
mypIypa, apTpairuu, apTputel). K 1aboparop-
HBIM IpU3HAKaM UIYHT-UHQEKIUM OTHOCATCS
aHemus, yckopeHue COD; r'HIIOKOMILIEMEHTe-
musa (75—90%), noseimeHue [JUK; Bo3MOX-
HBI nosoxkutenbHble AHIIA, AH®, peBmaToug-
HBIM (aKTOp; IOJOXKUTENbHAsA TeMOKYJIbTypa
(70—80%) u/unu KyabTypa myHTa (43—80%).
Hawubosee 3HaYMMBIM IIPOSIBIIEHUEM LIYHT-ACCO-
LUUPOBAaHHON MHOEKUNU SBIAETCA IIyHT-Hed-
pur (IIIH), naToreHe3 KOTOPOTO 3aKJIIOYAETCAd B
KOJIOHU3AI[UX TOBEPXHOCTH HIyHTa GaKTEPUIMU
c o6pa3oBaHVeM MMU 3aLIUTHOHN IUIEHKU. B mo-
CJIeZyIOIEM IIPOUCXOAUT GaKTePHATbHBIN POCT U
3MU30bl OaKTEpUEMUY C IPOAYKUMEN aHTUTEN U
VK 1 pasBUTHEM UMMYHOKOMIUIEKCHOI'O IIOpa-
JKEeHUS TTOYEeK.
UubuinupoBaHue  IOIyHTa  BCTpPEYaeTrcs y
10—12% omepupOBaHHBIX GOJIBHBIX C THAPOILIe-
dasnmeii, pazpurue [IIH — y 0,7—2,3% GONBbHBIX.
Hawubosnee pacmpocTpaHeHHBIM MOPGOIOTH-
YeCKUM BapUaHTOM IIyHT-HebpHUTa SBIAETCS

MeMOpaHonpoaudepaTUBHBIN (mesaHruo-
xanwurapHeii) 'H 1 tuna. [Ipu nMmmyHOQIIIO-
OpeCLIeHIIUM OoIlpefendloT omioxkeHuda IgM, IgG
u C3-dpakiuy KOMIUIEMEHTa, IPU 3JIEeKTPOH-
HOH MHKDOCKOIIUM OOHApPY>KUBAIOT 3JIE€KTPOH-
HO-IUIOTHBIE Cy63H/0TeNaIbHbIE U Me3aHI HaJlb-
Hble zenosutel [31]. YV 13—32% 60JbHBIX
uryHT-HeGpuTtoM o6HapyxuBawT Jubdy3HbII
Me3aHI'HMalIbHBIN NpoiaudepaTuBHBINA HedpUT, ¥
15% >HJ0- WK SKCTpaKanwUIApHbIM ['H.
Knunnueckue mnposasnenusa IIIH He wume-
0T crenududeckoll KapTUHBI (TeMaTypus/
NIpOTeUHYpHUs, TUIOKOMILZIEMEHTEeMU:A, OTeKH,
aszoTeMus, apTepuajbHas T'HUIEPTEH3UsdA), UYTO
3arpyzaHsaeT guddepeHINaNbHYIO AUarHOCTUKY
IH u roMepynoHedpUTa B pAMKax CUCTEMHOM
TIaTOJIOTUH.

JleyeHue IYHT-HedPUTA 3aKJII0YAETCA B yzase-
HUM MHQUIMPOBAHHOTO IIYHTA W IIPOBEJEHUU
Tepanuy B COOTBETCTBUU C TUIIOM BBIIEJIEHHOTO
B0o30yzuTena. Kpome aToro HeoZHO3Ha4YeH BO-
poc 0 HEOOXOAVMMOCTH MMMYHOCYIIPECCUBHOM
Tepanuu. [locie mpoBeAeHUs yKasaHHOIO Jie-
4yeHud B 50% ciaydaeB oTMedaeTcsd yaydlleHue
COCTOSIHUSA, OZHAKO Yy 6—19% GOJIBHBIX pa3BU-
BaeTcAd TepMUHa/lbHAdA IO4e4yHasd HeJOoCTaTod-
HOCTb.

Ioxg HammMm HaGIOZEeHWEM HAaXOAWINCHh JABOe
JeTell € IIyHT-aCCONMHUPOBAHHONW WHOeKIuen
(mrynT-Hepputom). O6a pebGeHKa GbLIM HOCHUTE-
JIAMH BE€HTPHUKYJIO-IEPUTOHEA/IbHBIX IIIYHTOB B
CBSI3U € pa3BUTHEM ruzponedanum.

Cayuaii 1. Mansuuk 14 net ¢ xpaHuodapuHre-
omoii (K®) cympacemnsipHoii 061acTH, BBIAB-
JIeHHOH B Bo3pacTe 2,5 roga. IIo >XKU3HEHHBIM
MOKa3aHUAM ObUI MMIUIAHTUPOBAH BEHTPUKY-
JIONIepUTOHeaNbHBI IIyHT. Ilocjie TOTaJIbHOIO
yZAaleHus OIyXONU BO3HUK IMAHTUIONUTYU-
Tapu3M (HecaXapHbIi AuabeT IeHTPaIbHOTO
reHesa, BTOPUYHBIM T'MIIOTHPEO3, BTOPHUYHBIM
TUIIOTOHAJM3M, TUIIOKOPTHUIN3M). PebeHOK Ha-
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XOAWICA Ha 3aMeCTUTeNbHON Tepanuu. Yepes
2 rofa B CBA3U C HECOCTOATEIbHOCTBIO IIEPUTO-
HeasbHOI'0 OTZejia IIyHTUPYIoIed chucTeMbl Ha
YpOBHe 6-To pebpa KaTeTep IlepeceyeH U Iepe-
BA3aH. Yepe3 2 HeZleIM BO3HUKJIU KJIOHUYECKHE
cyzoporu, runeprepmusa o 39 °C, cosHaHUe
COIIOPO3HOE, MOJOXKUTENbHbIE MEHUHIHAaIbHbIE
3HAKU.

[Tpu nroM6anbHOM NYHKIUW IIOJTy4eH MYTHBIHN
6JieIHO-3€eJIEHbIH TUKBOD, 1IuTo3 3328/3, 6enok
3300 mMm /1, HEUTP. — 69%, 1 — 30%, Mmakpoda-
ru —1, ap. 5—10 B 11/3p. IlocTaBieH guarHos:
«OCTPBIM THOMHBIN BeHTPUKY/IUT, MEHUHIO3HIIe-
bamuT», «myHT-uHbeKnUA». BpUIO IpOM3BeseHO
yZajeHye ocTaBlIelcs JacTU BeHTPUKYJIONepU-
TOHeaJbHOI'O JpeHaxa, yAajleHle TPaHCBEHTPU-
KYJ/IIDHOTO ipeHaKa.

B Bo3pacre 6 seT o pesynabrataM MPT 6BLT BbI-
ABJIEH NIpoJobKeHHBIN pocT KO, npopacTtanue B
3-11 sxenmyzodek. [IpousBeseHO TOBTOPHOE yzAasle-
HHe MHTpaBeHTpUKyIApHoi K®. B 12 neT mpou-
3011IeJ IPUCTYT KJIOHUKO-TOHUYECKUX CyZ0opor B
pe3ysbTaTe IPOrpecCHpOBAHMUA OKKJIIO3MOHHOM
ruzponedanuy. BeUM mpon3BeseHbl TPAHCBEH-
TPUKYJIONIEPUTOHEOCTOMUA U TPaHCBEHTPHUKY-
JjloaTpuocToMus. B 14 JieT B ¢BA3YU € IOBTOPHBIM
TIPOZIOJDKEHHBIM pPOCTOM OIIyXoiu ¢ obpa3oBa-
HHEeM KHCThI U HEBO3MOXHOCTBIO NPOBEJEHUs
TPAaHCHA3IBHON 3HAOCKOIIMYECKOM TpemnaHa-
LMK IepefHel YepenHol AMKU 13-3a MaCCUBHO-
ro BEHO3HOI'0O KpOBOTEUYEHUsA B pe3yJbTare Kpa-
€BOr0 paHeHMH:A aHOMAJBHO PpaCIIOJIOKEHHOTO
KaBEpPHO3HOT'O CHHYca ObLI yCTaHOBJIEH Pe3ePBY-
ap OMMatis ¢ mocjaeAyIolIMMHU MHOTOKPAaTHBIMU
MIyHKIMAMHU OITyXOJI€BOH KUCTHI.

Yepes roz MPOU3OLLIO YXyALIEHUE COCTOSHUA:
oABEM TeMIIEpPATyPHI Tesia Ao 38 °C, u3MeHeHUe
LIBETa MO4YU, OFHOKpAaTHas pBoTa. [loaBuica Mo-
4yeBOW CHHZPOM B BHJZe IPOTEUHYPHUH OT 2,5 0
2,95 r/cytku, remarypuu (mo HeuumnopeH-
K0) — 1o 300—500 TeIc/MJI. B KpoBH OTMeua-
Jsock cHKeHue C3 u C4 dppakuny KOMIUIEMEHTa
(C3 — 56 — 4,8 mr/an (N 90—180), C4 —
8,5—5,5 mr/an (N 10—40)).

BrUIO BBICKA3aHO NPEAIOJIOXKEHHEe O pasBUTHUU
LIyHT-HebpUTa U poBezeHa HedpoOUOICHs.
[Tpu cBETOBO¥M U MMMYHOQIIYOPECIEHTHON MU-
KPOCKOITUY 6monTara ObUIM BBIABIEHBI IIPU3HA-
ku auddysHoro mponudepaTUBHOTO IIOMEDY-

snoHedpuUTa, XapaKTEpHOTO JJisI paHHEH CTaguu
MeMb6paHonponudepaTUBHOTO IVIOMepy/IoHed-
puTta u mwyHT-HedpuTa. [lomydeHo cBeyeHue IgG,
A, C3, C1q zeno3uToB 1o nepudepuu Kanwuisap-
HBIX IIeTesIb U B Me3aHTUH.

B cBA3u c pasBUTHEM ILIYHT-aCCOUUUPOBAHHON
nHdexkunu pebGeHKy ObLIa MpOM3BeJEHa Omepa-
LY 10 yAaJZeH!uI0 aTpUOBEHTPUKY/IAPHBIX IIYH-
TOB ¥ YCTAaHOBKE HApYy>XHBIX BEHTPUKYJIAPHBIX
ZpeHaXkel B 06a OOKOBBIX Xelyzouka. CocTosHuE
OCJIOXKHUJIOCH IIPHCOeANHEHHNEM OCTPOro BeH-
TpUKynuTa (IUTo3 mukBopa Ao 4000/3, ¢ pocToM
St. epidermidis B obpasijax JukBopa). Bblia Ha-
3HaueHa aHTHbaKTepuasbHas U IPOTUBOIPUOKO-
Bad Tepanus (Cy/nbliepa3oH, 3UBOKC (JINHE30JIN)
B/B, AUQIIOKaH, BAHKOMHUIIMH WHTPaBEHTPHUKY-
JIIPHO) C MTOJIOXKUTETHHBIM 3GGEKTOM.

Yepes 1 mecAl Nocjie KOMIUIEKCHOTO JIedeHHUs
BEHTPUKY/INTA Hapy)KHblE JPeHaXU ObUIM yza-
JIeHbl U BBINOJIHEHA Olepalys BeHTPHUKYJIO-
IIepUTOHEOCTOMHHU. B mocieonepanioHHOM
Iepyuozie OCJIOXKHEHUH He OBLIO, OAHAKO COXpa-
HsUICS MOYeBOM CUHZPOM B BU/le IPOTEUHYPUH 10
1,5 r/cyTKHu, MUKpPOTeMaTypHHU C dIIM304aMH1 Ma-
KporeMaTypuu.

Y4uuTHIBasA aKTUBHOCTB IVIOMepPYyI0HePUTA, OBLIO
pelllieHO HayaTb MMMYHOCYIIPECCHUBHYIO Tepa-
MU0 — MyJbC-Tepamnus Hukiopochanom 800 mr
B/B KamnenbHO (13,3 Mr/kr) (kypcoBas fo3a He
6onee 14 r) c mapasuleNbHBIM IPUMEHEHHEM
npeanusonoHa 0,5 Mr/kr B ajabTepHUPYIOIIEM
pexxuMe (30 Mr B cyTKH). Beero 6su10 mpoBeze-
HO 10 ceaHCOB MyJsbC-Tepanuu HuKIopochaHoM.
B pesynpraTe 5TOro KynmHMpOBaHBI IPOSABIEHUS
uryHT-HedpuTa (HOPMaIM30BAIKCh MTOKa3aTeln
HMMMYHOTpaMMBl, C4e3 MOYeBOM CHHAPOM), IIPo-
M30LUIO COKpallleHue obbeMa omyxonu (He Hy-
J)KJaeTcs B yZaJeHWU B HACTOAIMIMI MOMEHT).
C MOMeHTa JaHHOTO 3MK307a Npouuio 6onee 3-x
JeT. Pe6eHOK KOMIIEHCUPOBaH 110 OCHOBHOMY 3a-
60JIeBaHUIO, IPU3HAKOB aKTUBHOCTH (PEL[UANBYU-
pOBaHu:) IOMepyIoHebPUTA HET.

Cnyuait 2. [JleBouka 13 jer Cc OOCTPYKTUBHOM
TTOCTBOCIIAIUTEIbHOM rruponiedanveil (THOMHBIHI
MEHUHTUT B Bo3pacTe 9 gueit), [T, HocuTenb
BEHTPHUKYJIO-TIEPUTOHEILHOTO IIyHTa (MMIUIaH-
THpoBaH B Jekabpe 2001 roza B Bo3pacre 4-x
MecsleB). B Bospacre 3-x jer 6blta Ipou3Be-
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JleHa CMeHa IIyHTUPYIoIleH CHCTEMEI B CBA3U C
HapyuleHreM ee GyHKIMOHUPOBAaHUA. B utore—
asrycte 2014 roga (12 siet) B cBA3U ¢ 60IAMU B
JKUBOTe (TUAPOCANIBIIMHIC, cepo3oliesie) T'OCIIU-
tanu3upoBaHa B M/ITKE, rzae 6bU1a npousBeieHa
HEOUMIUIAHTalld BEHTPHUKYJIO-IIepUTOHeaIbHO-
o LIyHTAa. B rocieonepaliloHHOM ITeproZie OTMe-
Yajnuch HeOZHOKpaTHBIE IOAbEMBI TeMIIepaTyphl,
HECKOJIbKO CHHKOIIIBHBIX COCTOSAHMH. IloceB
JINKBOpa OZHOKPAaTHO Jan pocT Acinetobacter
baumannii Tpy HOPMAJbHOM KJIETOYHOM CO-
CcTaBe, OTPUIATEIBHOM IIPOKAIbLIUTOHMHOBOM
TecTe. I[IpoBefieH Kypc aHTHOaKTepUaabHOU Te-
pamnuu ¢ moyoXuTeabHeIM 3¢ dekxTom. IToce BbI-
MICKU U3 CTalllOHapa AeBo4yKa IIpoZiojpKaa Ie-
PUOANYECKU JIMXOPaJUTh C KPaTKOBpeMEeHHBIMU
SMHU30Z,aMH HOPMa/IU3allUY TeMIIEPATYPHI.

C cenTabpsa 2014 roza y pebeHKa Iepuozgude-
CKY BO3HHKAaJIM IH30/bl HEIOMOTaHUs; 60seii B
JKUBOTE, COIIPOBOXKJAIOLIUXCS 03HOOOM, CHIDKe-
HUEM alleTuTa; Kauvis, 6oeil B cycraBax (mpe-
UMYI[eCTBEHHO IUleueBHIX). JleBouka noTepsia B
Bece 10 Kr. AHTHOaKTepHUaIbHas Tepamnus JaBajia
KpaTKOBpeMeHHbIH a3 dekT. B peBpane 2015 roza
TIpOBe/ieHa KOMITbIOTEPHAst ToMOrpadus rpyAHOM
KJIETKH, OIlpeJieIUuBIIad MHOKeCTBEHHbIe o4aro-
Bble MATKOTKaHHBIE 00pa3oBaHUA B OOOUX JIeT-
kux. OgHako pTHU3naTpaMu crerubUIecKuii mpo-
1iecc B JIerKuX ObLT McKItoYeH. B mapte 2015 roga
TIPUCOEJVHWICA TeMOopparudeckuii cuHgpoM
(cpInb Ha KOXe), paclieHeHHBIN KaK IIPOSBIeHUA
reMopparuyeckoro BacKy/IuTa, IOSBWINCH OTEKU
Ha HOTaX, COXPaHICA HENPOAYKTUBHBIHN Kalllesb.
Ha ¢oHe Tepanuy kapbameHeMaMu IIPOJOJDKA-
JIUCh IlepuojudecKye IoAbeMbl TeMIIepaTyphl Z10
39 °C. lanee B X0[le AMAarHOCTUYECKOTO ITOMCKA
OTIpeie/IINCh OHKOMapKepHl, peBMaToJIoruye-
CKUe IoKas3aTelu, UCKIIYaINCh HapyIlIeHUs Te-
MocTasa, 601e3Hb YUIIIUIA.

B utose 2015 roza npucoeMHNUICA MOY€BOM CUH-
ZpoM (crotikast mpoTenHypus 1o 0,2—0,6 r/cyT-
k4, Mukporemarypus 10—20—30 ap/B mnoie
3peHus1), B OUOXMMHYECKOM aHajlIu3e KpPOBU
MOABWINCH IIPU3HAKU as3oTeMuu (CHIDKEHUe
CK® o 80 mia/mMun/1,73 m?), camkenre C3 —
(41 mr/zn) u C4 (3,0 Mmr/zn) — ppakuuii KOM-
IUIEMEHTA, IOBHIIIEHWE KOHIIEHTPAIUU HUMMY-
HoIobOynmuHOB B KpoBu (IgA — 238 (N 30 —

198), IgG — 2384 (N 605—1230), IgM — 789
(N 45—200)). Jannaa kiauHWYecKad KapTHHa
6bUla paclieHeHa KaK IPOsBIeHHE ITIOMEepYJIo-
HedpUTa, B CBA3U C YeM ObUIa Ha3HaUYeHa Tepa-
IHsA TPEeAHU30I0HOM.

OfHako B MOCIEAYIONIEM JeTaJbHBEI aHaIu3
KJIMHUKO-Ta60paTOPHBIX Y aHaMHECTUYECKHUX
ToKa3aTesleld, coueTaHue SBJIEHUN WHTOKCU-
Kalli¥, CUCTEMHBIX IPOSBIEHUII U IOYEYHOTO
CHHJpOMAa TIIO3BOJWIN 3alOZO3PUTh TedeHHe
UIyHT-aCOLIUMPOBaHHON HHOeKIUHU y pebeHKa
¢ OOCTPYKTHMBHOW UIYHTUPOBAHHOM THJpOlLe-
danmeii. ViMMyHOCYIIpecCUBHasA Tepamusa Obuia
mpekpalleHa. B pesysnbTaTe yZaneHUs BeHTPU-
KYJIO-TIEDUTOHEATIbHOTO  LIyHTa, MAaCCHUBHOM
aHTHUOAKTepUaJbHOM Tepamuu IpernapaTaMu
pe3epBa (kapboreHeMbl, JTUHE30MUIbI) YAAIOCh
JIOCTUYD YIy4dlIeHUs 6MOXUMHYECKUX, UMMYHO-
JIOTUYECKUX, Te€MAaTOJIOTUYECKUX IIOKa3aTesel,
KYIIUPOBAHUSA MOYEBOTO CHHPOMA. YUYUTBHIBAs
OTCYTCTBHE IPU3HAKOB AKTUBHOCTU HMMYHO-
KOMIUIEKCHOT'O ITOpaykKeHUs IToYeK U HoOpMau3a-
uuo GyHKIMH modyek, oT HebpoOHOIICHU 6BUIO
PpelIeHo BO3ep:KaThCs.

JleBOUKe YCTaHOBJIEH BEHTPUKY/IO-IIEPUTOHEAIb-
HBIN OIyHT. B HacToALmIMI MOMeHT pebeHOK KOM-
TIEHCUPOBaH 110 OCHOBHOMY 3a00JIEBAHUIO, IIPU-
3HAKOB AaKTUBHOCTH LIYHT-aCCOIIMHMPOBAHHOM
nHbEKINU HeT.

3axiroyeHue: IIpe/CTaBIeHHble KIWHUYECKUe
cIydau CBHUZETEIbCTBYIOT O TPYZHOCTH Jua-
THOCTHKHU ILIYHT-aCCOLMHPOBAHHON MHOEKINU
y ZeTell B cBA3M ¢ MHOroobpasueM M HEOJHO-
3HAYHOCTBIO KJIMHUYECKUX IIPOABIEHUHN IaTo-
JIOTMYECKOT0 IIpoliecca U Pa3jnyHOHN CTeIeHbIo
NIposABJIEHHs IIO4YedyHoro cuHApoma. CBoeBpe-
MeHHasA 3aMeHa IIyHTa B COYeTaHWU C MaCCUB-
HOU aHTHMOAKTepHaJIbHOU Tepaluel NMPUBOAUT
K KYNMPOBAaHHUIO HMMYHOOIIOCPEZOBaHHBIX
nporieccoB. HasHayeHne IUTOTOKCUYECKOHN Te-
paruy oIpaBJaHo B CIy4yasax TAKeJIOTO ITopaske-
HUA nodek. Hanuyne B KIMHUYECKON KapTHHe
y pebeHKa-HOCUTeNA LIYHTAa CUCTEMHBIX IIPO-
ABJIeHU TpebyeT TIIaTeabHOTOo 06CIe0BaHU
ZU1 BBLABJICHUA IIPU3HAKOB BO3MOXKHOT'O UMMY-
HOKOMILIEKCHOTO OCJIOXKHEHUS — LIYHT-UH}EK-
uyu. i
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Cunapom 3aaHeli 00paTuMon
SHIEe(AIONATUN Y NALUEHTKH
C I0BEHWJIbHbIM PEBMATOUIHBIM

apTPUTOM

WHAPOM 3ajHell oOpaTUMOH 3H-

uedasionaTuy, U3BECTHBIN TaKXe

KaK CHHZPOM 3afHel obpaTuMoit
netikosHIedamonaTuy (B aHIVIOA3BIYHON JIMTE-
patype ucnonb3yerca Tepmud PRES — Posterior
reversible encephalopathy/leukoencephalopathy
syndrome), — peAKO BCTPEYAIOIIMICA KIVMHU-
KO-PaZINIOJIOTUYECKUH  CHHJPOM, XapaKTepu-
3YIOLIMICA Pa3BUTHEM OCTPOrO Ba30T€HHOTO
oTeKa CyOKOPTHKaJIbHOrO 6eioro BelecTBa ro-
JIOBHOTO Mo3ra (ecTb JaHHBIE O 3aTparuBaHUU
IpolieccoM TakKxe ceporo BeljecTtsa — A0 40%
CIy4aeB), MOPaKAIOIIero MPenMyIleCTBEHHO 3a-
THUIOYHBIE M TeMeHHbIe zoau [1,5,13]. JlanHoe
COCTOSIHME dYallle BCEro pa3BUBaeTcsa Ha (oHe
BBICOKOM apTepuasbHON T'MIIEePTeH3UH, COCTOs-
HUAX SKJIAMIICUM U TIPe3KJIaMIIcuu y 6epeMeH-
HBIX, Pa3JIMYHBIX 3a60J€eBaHUI ITOYEK, a TaKXKe
TIPYU COCTOSTHUAX, TPeOYIOUUX MpUMeHEeHUA M-
MyHOCYTIPECCOPOB, LMTOCTATUKOB, M JI€YEHUU
HEKOTOPbIMU XVMHUOIIpenaparaMu. KinHude-
CKM Yallle BCero IpOsBIAETCSA OCTPOU I'OJIOBHOM
60JIbI0, HAPYUIEHUAMU CO3HAHUA, CyZOpOTaMH,
PacCTpPOMCTBOM 3pUTENbHOU PYHKIIUM, a TaKXKe
04aroBoi HEBPOJIOTMYECKOM CUMIITOMATHUKOM!.
IIpu azleKBaTHOM CBOEBpEMEHHOM JIe4eHUH JaH-
HOE COCTOSIHME SfIBJIAETCS IOJHOCTBIO 0bOpaTu-
mbIM [1,2,5—9,13].
Brniepeeie PRES 6pu1 onmcan B 1996 T
Hinchey et al., korza BriepBbie 6bLTH IPOAHAIH-
31poBaHHI 15 ciyuyaeB (13 KeHIIWH U 2 My>KYUH
B Bo3pacTe oT 15 zo 62 yieT, cpeiHUI BO3pacT —
39 ser), KOTOpble KIMHUYECKU MaHUPECTHPO-
BaJI OCTPBHIM HapylleHWeM CO3HaHMWsA, pBOTOH,
cyZoporaMu, TOJIOBHON G60JbIO, HapylleHUeM
3peHuUA (BKJIIOYasA KOPKOBYIO CJIETIOTY) U O4Yaro-

BBIM HeBpoJiorudeckuM Aedurrom. ITo ZaHHEIM
KT u MPT BBHISABJISUICA OTE€K CyOKOPTHUKATIBHOTO
6esioro BelecTBa, B OOJBLUIMHCTBE CIyYaeB 3a-
TParuBaroLIUil 3aTBUIOYHBIE I TEMEHHBIE JOJU.
B HEKOTOpBIX C/Iydyasdx OTeK 3aTparhBajl Takxke
CTBOJI MO3ra U MO3»Kedok. 13 15 ucciaenoBaH-
HBIX CIy4aeB 7 IALMEHTOB MOJy4Yaayd MMMYHO-
CYTIPECCUBHYIO TEPAITHIO ITOCJIE TPAHCIUIAHTAIIUH
WIHU B paMKax Tepallly allacTU4ecKoi aHeMUu,
1 nosny4an uaTepdepPOH B paMKax JiedeHUsI MeJia-
HOMBI, B 3 ciy4yaax Habiofanach SKIaMIICUA U
4 ¥Meny OCTPYIO TMIIEPTEH3UOHHYIO dHIedaIo-
TaTHIO, CBS3AHHYIO C PeHAJIbHOU AuChYHKIIHEH
(2 ¢ BoruaHOUHBIM HeGPUTOM, 1 C OCTPBIM IJIO-
MepyioHebpuToM U 1 ¢ aumeTaMUHODEHUHAY-
LMPOBAHHOM renaTopeHasbHON AucyHKIMEH).
Bce manueHTHl Hoay4yaayd afeKBaTHYIO aHTUTHU-
MEPTEH3UBHYIO Tepanvipo. Y MalUeHTOB, IOJY-
YaBIIMX UMMYHOCYIIPECCHBHYIO Tepaiulo, Iipe-
mapat ObUT OTMEHEH WIN YMeHbIlleHa ero Zo3a.
Bo Bcex ciry4aax OGbUT MOJMy4YEH IOJTHBIA perpecc
HEBPOJIOTUYECKOM CHMITOMATHUKU B TeYeHUe
2 Hezenb [5].

BriociegcTBuM GBUTO TIOKA3aHO, YTO IATOJIOTH-
YyecKUU IIpollecC MOXKeT 3axBaThbIBaThb U Cepoe
BEIlleCTBO, B 3TOM CBA3HM YacTb KCC/IefOBaTeNeH
CUMTaeT TEepMHUH «CUHAPOM 3aZlHell obparu-
Moii sHuedasonatuu» 6oysee KOPPEKTHHIM, YeM
«CUHZPOM 3aZHell 06paTuMoil ieiikosHIedamo-
MaTUW», KOTOPBI IOApa3yMeBaeT IOpakeHUe
TOJIbKO 6esoro BelecTsa [6,8,12].

K HacTosiiieMy BpeMeHH B 0OIIel CI0KHOCTHU
3aperucTpupoBaHo okosio 220 cirydaeB 3aboite-
BaHUA.

AKTyanbHOCTh HCCIEZOBaHUA JAHHOI'O COCTO-
SHUSA CBs3aHa C TeM, 4YTO 3abojieBaHHE 4YacTo
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OIIM60YHO pacleHUBAETCs KaK OuiaTepajbHbIN
OCTPBHIH HUIIEMUYECKUI MHCYIBT B bacceiiHax 3a-
[JHUX MO3TOBBIX apTepuil BCIe[CTBHe TpoM6o3a
iy aMbonu3auyu 6a3wigpHol apTepu [2,6,8].
Ba3oreHHBbIH OTeK IpU HeHpOBU3yaIu3aluu TakK-
’Ke HepeZIKO OIIMO60YHO MpUHUMaeTcs 3a popmu-
PYIOIIMICSA yI4aCTOK UIIEMUH.

HeBepHoe HCTONKOBaHME KJIWHUKO-PaJUOIOTU-
YecKO! KapTUHBI B IIOJb3y HIIEMHYEeCKOro WH-
Cy/pTa BjIedeT 3a cOOOM HEKOPPEeKTHYI0 Tepa-
IHIO: HEAIOCTATOYHOE CHIKEHUE apTePUalIbHOrO
JaBJIeHUs, paclieHuBaeMoe IIPU OCTPOM HUIIeMHU-
YeCcKOM HHCY/IbTe KaK KOMIIEHCATOPHBIM Mexa-
HU3M /[JI1 yBeJIN4eHUA NOCTYIUIEeHUs KHUCIOPoZAa
B UIIeMU3UPOBaHHBIe TKAaHU MO3ra, ABJAAETCA B
Tepanuu PRES OmMOOYHBIM U MOXET MPUBECTHU
K ¢darasbHBIM NOCJIEACTBUAM. B TO Ke BpeMs
TPOMOOJIUTHYECKAA Tepanus, 4acTo ABJIAOIIA-
sca 3GPeKTUBHON B Tepamuu OCTPOTO HIIEMU-
4yecKkoro uHcynbra, npy PRES kareropuuecku
TIPOTHBOIIOKAa3aHa, KaK U BBeZEeHHE JTI0ObIX KOH-
TpacTHBIX npenapaTtoB [2,6]. Takum obpasom,
TIpH JUArHOCTUPOBAHUU UIIEMUYIECKOTO NHCYIIb-
Ta y IanydeHTa ¢ aHaMHeCTUYeCcKON IpesApacIo-
noxxeHHOcThI0 K PRES (BbICOKas apTepuasibHas
TUIIepTeH3UA, OSKJIaMIICHUA, JedeHHue HMMYyHO-
cylpeccopaMd U Jp.) CIelHalucTaM CcjleayeT
UMeTb HaCTOPO>K€HHOCTDb B OTHOLIIEHUU JAaHHOTO
3aboyeBaHuA.

Cnyyau PRES onucaHsl y maijieHTOB B BO3pacTe
oT 4 10 90 j1eT. Y >KeHIUH 3a00/1eBaeMOCTb CHH-
ZPOMOM HeCKOJIbKO BBIIIIe, YeM y MY>X4HH [2].
[MpoBouupyomuMu GpaKkTopaMy i Pa3BUTHI
PRES uame Bcero ciaykaT: apTepuajbHas rarnep-
TEH3Ws, OCTpble U XPOHHMYECKUE 3a060JeBaHUs
To4YeK, pas3jnyHble ayTOMMMYyHHBbIE IIPOLIECCHI,
0ocobGeHHO Ha ¢oHe Tepanmuu HUMMYHOCYIIpec-
copaMH M IUTOCTaTHKaMH, COCTOSHUA IIoCie
TPaHCIUIQHTALIUM OPTaHOB, TAaK)Ke CBA3AHHOU C
TIPUMEHEHNEeM IIpenapaToB, YTHETAIoIUX QyHK-
LMY UMMYHHOU CHCTEMBI.

AprepuanbHasa TUINEPTeH3UA ABAAETCA CaMbIM
YacCTBIM TPUITEPHBIM (GAKTOPOM, BBIABJIAIEMBIM
TIpU Pa3BUTUU CUHAPoMa. OcOOEHHO BBICOK PUCK
passutua PRES npu ocTpo BO3HUKIIeH apTepu-
aJbHOM T'MIlepTeH3UM, paHee He OTMeuaBIleics
y ManueHTa, IOCKOJbKY He chOpPMHUPOBAHBI Me-
XaHMU3MBl aJanTallid K BBICOKOMY apTepHab-
HOMy gaBieHuo. Cucronndeckoe AJl Kak TpU-

rrepHeiii paktop PRES uyaiie Bcero HaxoguTcs
B npegenax 170—190 MM pT. cT. OZHAKO 4acTh
nanueHToB (10%—30%) MMeeT MUHHMAaJIbHOE
noBbllieHue A/l win jxe BOBCe OTMedaloTcs Hop-
masbHble 1udpet Al [8,9].

AyTouMMyHHBIe 3a60/IeBaHUA ObUTY IIPE/CTaBIIe-
HBI B 45% cilydaeB, IPU 3TOM B TaKOM JKe Jucie
CIy4aeB MAallMeHThl IOJIydalyd HMMYHOCYIIpec-
CHUBHBIE TIpenaparsl, TaKue KaK I[UKJIOCIIOPUH,
TaKpOJIMMyC W HEKOTOpble XWMHUOIIpernaparsl,
BKJIIOYAs HMMYHOCYIIPECCHIO IIOCJIE TpaHC-
wiaHTanuu [9,12]. Cpeau 3aboseBaHUil MOYEK
npu PRES BcTpeuaroTca ocTpad modedHasd He-
JIOCTaTOYHOCTh Pa3JIM4YHON 3TUOJIOTHUH, IJIOMe-
pynonedpur, mionyc-uepput u Ap. CucTeMHbIe
3ab0yieBaHUA BKJIIOYAIOT CHUCTEMHYIO KPAacHYIO
BOJIYAHKY, Y3€JIKOBBIU ITOTHUAPTEPUUT, PEBMATO-
WUHBIN apTpuT, cuHapoM bexuera [2].
[TpeacTaBiasieM KJIMHUYECKUM CiIydail IanueHT-
KU, IpoxozuBlIel JjedeHHe B MoOpo30BCKOI
JITKB.

KJIMHUYECKUM CIYYA

ManuenTka, 3rozga (25.10.2012 r. p.) HaxoAMIACh
B OTJEeJIEHUN KapAHNOPEBMAaTOJIOTUU U IYJIbBMO-
Hosoruu Mopo3sosckoii JIIKB B utone — aBrycre
2016 1. [To AaHHBIM BHIITMCOK U3 aMOyIaTOPHOM
KapTHl, IeBo4YKa oT 3-i1 6epemeHHOCTH (1-€ ore-
paTUBHBIE POAbI, peGEHOK 3/0pOB, 2-€ omepa-
TUBHBIE pOABI Ha 8-M MecsleB 6epeMeHHOCTH).
VY MaTepu XpoHUYecKas repreTudeckas MHpeK-
nusa (peunguBupytomuii herpes labialis). lanHas
6epemeHHOCTD npoTekaia ¢ OPBU Ha 6 Hezele,
yrpo30ii mpepriBaHud B 1-M TpuMecTpe, recra-
LMOHHBIM caxapHbIM Auaberom. OnepaTUBHbIE
poarl Ha 29—30 Hex., C IpeXJeBPeMeHHBIM
U3JIUTHEM OKOJIOIUIOAHBIX BOZ, B TAa30BOM IIpeZ-
JIeXKaHUM, C JBOWHBIM OOBUTHEM ITyIOBHUHOM
BOKpyT luieu. Bec mpu poxxaenuu 1450 r, pocT
40 cMm, oneHka 3/5 6awoB. Haxogunace Ha pe-
criupaTopHou mozazepkke fo 31 cyrok (MBJI+
NCPAP) B cBsi3u ¢ C/IP 1 Tuna, oCJI0XKHUBIIUMCS
BEHTWIATOP-AaCCOIMUPOBAHHON  ITHEBMOHUEH,
arHO? HeJIOHOILIIeHHBIX. B HeoHaTaJIbHOM ITepUo-
Jle — CyZOPOXKHBIN CUHAPOM, Ha3HavYasIach Bajlb-
IpoeBas KUCJIOTa B Kaiwax (koHBysekc). ITocie
npoBegenus HCT' guarHoctupoano BXKK (BHy-
TPUKENYyJOYKOBOEe KpoBou3ausAHue) 1—2 cCT.
JBaxkasl mpoBogwiach remorpaHcdysua. B oT-




Hesposorusa

82

ACJICEHUU ITaTOJIOTUH HOBOPOXAEHHBIX ITOoJIydaaa
neHTornmobuH. JluarHo3 (OoTAe/neHHE TAaTOJOTUU
HOBOPOXK/JI€HHBIX) : «CUHJIPOM /JIbIXaTeJbHBIX pac-
cTpoiictB 1 Tuma. BHyTpuyTpobHas MHbEKIMA:
LUTOMETaJIOBUPYCHAsA, reprieTudeckas. BHyTpu-
JKeJyZJoOuKOBOe KPOBOM3IUAHUE 1—2 CTeleHU.
HepgonommenHocTh 29—30 Heenb.

C poxZeHUA HaxOAWIachb Ha HCKYCCTBEHHOM
BCKapMJIMBaHUHU. ITocsie BBIIMCKU U3 cTaugyoHa-
pa mosiydasna Tepamnuio y HeBposora (aHTUKOH-
BYJIbCaAHTBI OTMEHEHEI IT10C/IE€ BBIIIUCKU W3 OTAE-
JIeHUA ITaTOJIOTMH HOBOPOXK/IEHHEBIX) U IlefuaTpa
(mucbakTepunos).

B 5 mecaues nocie nposeaeHusa MPT romosHoro
Mo3ra y peGeHKa OTMedYasoch MOBBIIIEHNE TEM-
Tepatypsl Tesa Ao GebpwIbHBIX TUdP, ToIydana
aHTubUoTUKOTepanuio (uedaszonuH), Ha GoHe
yero y pebeHKa MOsIBIWIACH CHINTb Ha TeJle, TOBbI-
menve COD, TeHKOLUTO3.

bruia rocnuranusuposaHa B JIPKb um. .M. Ky-
paeBa PecmyGsuku JlarectaH C jkajobamMu Ha
TUNEePTEPMUYECKUI CUHIPOM, BAJIOCTb, CHU-
JKEeHHe aIllleTuTa, BBICBIIIaHMA Ha Tele, OTed-
HOCTh, 60JIE3HEHHOCTD JIEBOTO T'OJIEHOCTOITHOTO
cyctaBa. PebeHOK Mosydan aHTHOHOTHUKOTEpa-
TIHIO — MepOoIleHeM, BaHKOMUIIYH, 1iebTpuaboi,
uedTpUaKCOH, a TAaKXKe MeHTATTIOOHH, TIPeJHU30-
JIOH.

Ha ocHOBaHUM KIMHUKO-Ia60PAaTOPHBIX JaHHBIX
6BLT 3a110/I03peH cuHApoM Bucciepa—®aHkoHMU.
JleBouka OblIa mepeBefeHa B r. Mocksy, B JII'b
uM 3.A.BanuisieBoii, rie ZaHHBIX 3a CHCTEMHOE
3aboeBaHKe He ObUIO BBIABJIEHO, U IaI[eHTKA
6bUTa BBIIMCAHA C JUAarHO30M: «OCTPBIM Ive-
noHedpuUT, aKkTUBHasA ¢asa, Iepuos CTUXaHUA.
JlekapcTBeHHasA ajUieprud, NulleBasd aleprud.
BropuyHoe uMMyHozZedUnUTHOE cocTosiHME. He-
JOCTAaTOYHOCTh TUTaHUA. ['MIIOKCUYECKH-HIIIe-
Muveckasn sHiedanonaTusl, 3aepykka MOTOPHO-
ro pa3BuTHa. COCyZAUCTHINI HEBYC».

B utosne 2015 1. (2 r. 7 Mec.) lepeHec/a OCTPBIHi
nreoHeQPUT, OCTPYIO KHUIIEUYHYI0 UHPEKIUIO.
B aBrycre 2015 r. (2 r. 8 Mec.) aHruHa, ¢ KOHIIa
asrycra 2015 r. Ha TeJjie IOABWIKCH BBICBIIIAHUA.
Jlo xonra mas 2016 r. camouyBcTBUE pebeHKa
OGBLIO yZOBJIETBOPUTENbHBIM. [IpOCTYAHBIMU 3a-
GosleBaHUAMU He 6osresa.

JlanHoe 3abojieBaHNe HAYaJOCh C TOBBIIIEHUS
TeMIepaTypsl Tesaa A0 cybdhebpuabHbIX nUdD, C

PUHUTOM U GOJISIMU B TOpJie. 3aTeM TOSBUIACH
debpuibHas IUXOpaZKa U MUTPUPYIOLIAsA IIAT-
HHUCTO-IIaIly/Ie3HasA ChIllb, YCUJIUBAIOIIAACA IIPU
nuxopagke. JlaHHOe cOCTOssHME OGBUTO paciieHeHO
kxak OPBU c KpanuBHUIEH, U ObLTa PEKOMEHZO-
BaHa Tepanud KJIaluJoM U aHTUTHCTaMUHHBIMU
npenaparamu. Ha ¢poHe jiedeHUsT caMOYyBCTBHUE
He YIy4dllajoch, coxpaHsnach ¢GebprIbHas
JIMXOpaZika, B aHa/lIW3e KPOBU — JIEHKOIIUTO3
(39,1 THIC.) C HEUTPODWIBHEIM CABUTOM U IIO-
BolmieHue COD o 22, HapacTaromas aHeMUsd,
TpoMb6ouuToneHus, mnosbimenre CPB, rumo-
anpbymutemusa 1o 2,32. I[IpyucoeguHWICT OTEK
JIy4e3amsiCTHOTO cycTaBa, JauMboaZieHomaTus,
yBeJr4YeHUe Me4eHH, CoOXpaHsIach chlllb. CaMo-
crosiTenbHO obpaTtwiuck B [ITB um. 3.A. Banuia-
eBoi. [IpoBeZileHO: MYHKIMA KOCTHOT'O MO3ra,
PEHTreHoJIoruYecKoe U YIbTPa3ByKOBOE MCCIle-
[IOBaHWs, AaHHBIX 32 TyOepKy/e3 HeT. B crauu-
OHape WpoOBOAWIACh Tepamua Iedenumom,
anmbOyMUHOM,  JIa3UKCOM,  IIPEAHU30JI0HOM,
TpaHcysusa C3I1, 3pUTpOUUTAPHOM MaCCHL.

B cocTosiHuM pebGeHKa oTMeYalach OTPULIATENb-
Had JUHAMUKa B BUZe yBeJIWYeHUA pasMepoB
Te4yeHu, HapacTaHUA ChIIY, TTOABAEHUSA OZABIIIKU.
B aHanm3ax KpoBU HapacTaHHE TPOMOOIMTOIIe-
HUU, aHEMUMU.

Pebenok nepeBezeH B M/IT'KB and yTOYHEHUs
JAUar"Hosa u koppekuuu repanuu. [Ipu nocryrwe-
HHUU COCTOSTHUE TsKeJloe 3a CYEeT BhIpaKeHHOU
WHTOKCHUKAIIUW, JAbIXaTeTbHOU HeJOCTaTOYHO-
ctu. CosHaHue sAcHoe. [lomokeHre BBIHYXKJEH-
Hoe. TesocnoxeHre MpaBWIbHOE, KOHCTUTYLIUA
HOpMOCTeHHUYecKas, KOCTHO-MBIIIeYHas CUCTe-
Ma 6e3 matosioruii. Temmeparypa Tena 39 °C.
PebeHOK maccUBeH, Ha OCMOTpP pearvupyeT Hera-
TUBHO. KOXKHbIe TOKPOBEI GyIeZIHBIE C CEPOBATHIM
OTTEHKOM, B 00JacTU IIeU BU3YaTU3UPYETCS
C/IVBHas IeTexyuajabHas ChIlb, CJIeAbl paciecoB
Ha )KUBOTe U criMHe. Ha crivHe cieBa 1o 3ajHe-
TOAMBIIIEYHON JIMHUU DPUTEMaTO3HBbIE IISITHA
AuameTpoM o 3,5 cMm. IlacTo3HocTh auna. 3eB
He THUIIepeMUPOBaH, MUH/JAJINHBI He YBEeJINYEeHBD,
6e3 HamoxxeHUH. JlumbaTrdeckue y3Jabl He yBe-
sudeHbl. YCC 118 B MUH., TOHBI Ccep/1ia 3By4YHbIe,
aputmuusble. Y/l 30 B MUH. B serkux ayckysib-
TaTUBHO JABIXaHHUE JXECTKOE, PE3KO OcCIabieHo,
XpunoB HeT. JKUBOT MATKuH, AOCTyIeH miy6o-
KOH MasibIalliy BO BCEX OTZAeNaX, B3AyT. [leyeHb
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+5 cMm, kpa#i mwioTHeIA. Cenme3enka +1,5 cwm.
CHMIITOM TIOKOJIAYMBAHUA OTPHUIATENbHBIH.
[MonoBele opraHbl cHOPMUPOBAHBI IPABUIBHO,
otzAensaeMoro HeT. O4aroBoil CHUMITOMAaTHKHU U
MeHUHTea bHBIX 3HAaKOB HeT. ModencITycKaHUe:
cBo6ozHOEe, 6Ge3bone3aHeHHoe. CTyn: KaulIuile-
06pasHbIi.

MPT rosnoBHoro mosra ot 04.07.16 r. (puc. 1) —B
6eyIoM Bell[eCTBE TEMEHHBIX J0JIell TIepUBEHTPU-
KYJIIDHO TPEYTOJIbHUKAM OOKOBBIX JKETyZOYKOB
OIIpeZiesIAI0TCA OYaroBhble 30HBI IMIN03a, pa3Mepa-
mu 70 1,5 x 1,0 cM, 6e3 mpu3HakoB neprudoKaib-
HOM peakuuu (pes3nugyajabHble TIOCTUTUIIOKCHYe-
CKYe U3MEHEHUs).

Pe6eHOK HEOJHOKPAaTHO KOHCYJIBTUPOBAH IPO-
¢deccopom E.C. XKonob6oBoii. B cBs3u ¢ Hedd-
bEKTUBHOCTBIO TOPMOHOTEPANUU METHUIIPESOM
B fJo3e 1 MI/KrI, Zo3a npernapara Obula ITOBBI-
IeHa 0 2 MI'/KT B COYeTaHUU C IIpUMeHeHNeM
My/IbC-TEPAIINH JeKCAMeTa30HOM U C IIOKJII0Ye-
HUEM K Tepalyuy HUKJIOCIOpUHA A.

Puc. 1

Puc. 2

Ha ¢done 3a6oneBaHus U IIPOBeAEHUS T'OPMO-
HOTepanuu y JeBOYKM BO3HUKJIO IIapOKCU3-
MaJbHOE COCTOSTHHME: JeBUAalluM B30pa BJIEBO,
C KpyIHOpasMaIlMCTHIM I'OPU30HTAJbHBIM HHU-
crarmoM, QUIIOKTyalieil CO3HaHWsSA, MHOKJIO-
HUAMU NIPaBOToO yIvia pTa, OpoalMMeHTapHBIMU
aBTOMAaTH3MaMH.

PebeHOK OBUT OCMOTPEH HEBPOJIOTOM IIOCTE
TIPUCTYTIa. B HEBPOJIOTMYECKOM CTaTyce OTMede-
HO: acCUMMeTpHA IVIa3HBIX Iesel, 3payku D=S§
CIVIZKEHHOCTh IIPaBOM HOCOTYOHOM CKJIAJKU.
Peur He HapyuieHa. [JIOTOYHBIH pedieKc KU-
BOH. MBIIeYHBII TOHYC AWCTOHWYEH, B HOTaX
BhIlIe cieBa. CyXOXUIbHbIE pedIeKCHl BEICOKHE,
B pykKax 6e3 4yeTKO¥ acUMMeTpHH, B Horax S>D.
CumrroMm Babunckoro cieBa. IIpoHarus yeBoit
cromnbl. MEIIeyHas cuia CHIDKEHA B MTPaBBIX KO-
HEYHOCTAX 70 4 6, B JIeBHIX 70 3 6. CTaTHUYeCKOH
U JUHAMHWYECKON aTaKCHU He OTMedasoch. [1pu
xozbbe mpunazaeT Ha JEBYIO HOTY, POTHUPYA CTO-
my. YyBCTBUTENbHBIX HAPYIIEHUN HE BBIABJIEHO.
PedHNISS (IlezuaTpudeckas IIKajaa WHCYIbTA
HaI[MOHAJIBbHOTO UHCTUTYTA 3ZI0POBbsi) — 8 Gaj-
J10B (COOTBETCTBYET UHCY/IBTY CpeJHel TAKecTH)
Al 160/90.

B mwiaHe auddepeHINATBPHOTO AMArHo3a pac-
CMaTpPUBAIUCh CJIEAYIONIME COCTOSIHUA: CHH-
IPOM BTOPHUYHON aKTUBAIUM MaKpodaros c
Topa’keHWeM T'OJIOBHOT'O MO3Tr'a, OCTPOe HapyIie-
HHE MO3TOBOI'0 KPOBOOGpAIeHUs 110 UIlleMIYe-
CKOMY THIIY, JIeKapCTBEeHHasA dHuedaaonaTus u
CUHJpPOM 0OpaTUMOI 3aJHEMO3TOBOM 3HIeda-
JIOTIATHUH.

INanueHTke 6pU1a Ha3HaYeHa HoBTOpHast MPT ro-
JIOBHOT'O MO3Ta U 3JIeKTposHIedanorpadus.

Puc. 3
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MPT rosoBHOro mosra ot 18.07.16 r. (puc. 2 u
puc. 3) 4epes 14 fHeli mociie IEPBUYHOTO UCCIe-
JIOBAaHUA — B KOPTUKAJBHBIX OTZAeaxX 3aThLIOY-
HO-TEMEHHBIX ObslacTell IIpaBoOro IIOJIyLIapUs
obsacTel MOMyIIapuii MO3ra BBIABISAIOTCI JBa
y4JacTka u3aMeHeHHoro MP curHasa, ciaborume-
puHTeHcuBHOro B pexxuMme FLAIR ¢ HeyeTKuUM
KOHTypoM pasMepoM 10 u 14 mwm. IIpu mpose-
Jennu MP 1o xozy mpaBoil cpesHell MO3roBoi
apTepuu BBIABJIAIOTCA [Ba ydacTKa CHIDKEHUS
KPOBOTOKA ITPOTAKEHHOCTHIO ZI0 7 MM.

MP kapTHHa y4acTKOB M3MeHeHHoro MP-curHa-
Jla B KOPTUKAJIbHBIX OT/JielaX TeEMEeHHO-3aThLIOY-
HOH 06JIACTH IIPaBOTO IIOJIYIIApUA, BEPOATHO,
TIOCTHUIIEeMUYECKON MPUPOABI IPU CPABHEHUU C
ucciaenoBanrueM ot 04.07.2016.

Ha 93I' — TtunuyHo snuientudopMHOI aKTHB-
HOCTH BBIABJIEHO He ObLIO, OTMedalach e30pra-
HHU3aUusa KOPKOBOro putMma (puc. 4).

ITocTOSAHHO  KOHTPOJIMPOBAIUCh IIOKa3aTelu
KOaryJIorpaMMsbl, [0 U IIOCJ€ BO3HUKHOBEHUA
HEBPOJIOTUYECKON CHMITOMAaTUKU U SIIJIENTU-
4YeCKOro IIPUCTyIla OHU OCTaBaJIMCh B IIpefiesiax
HOPMBI Ha $poHe Tepanuu GpparMUHOM.

CMAJl — crabwibHas apTepuasbHas THUIEP-
TEH3Us.

B gunamuke npoBoawiaca koHTpoab JKI, Y3U
OpraHOB OpIOIIHOH IIOJIOCTH, PpEHTreHorpa-

Puc. 4

dus roneHocronHbx cycraBoB. Ha KT rpyzaHoit
KJIETKM — KapTHUHA /JBYCTODOHHEH IIOJIHCer-
MeHTapHOH HIDKHEZ0JIeBOM ITHEeBMOHHM, MHO-
JKeCTBEHHBIX Y4acTKOB ¢urbpo3a 060UX JIETKUX.
JlumbazeHonaThs IIer, MOAMBIIIEYHBIX 06Ja-
cTel, KOHIIOMepaT JUMpaTUYeCKUX y3JI0B Jie-
BOM moAMbIIedHoM obmactu. IXoKI' — yMmepeH-
Has MUTpaJbHaA Peryprutanys o 2 Ipu HopMe
o 1 (+), yMepeHHas TpUKyCHUAANIbHAA peryp-
TUTaIMA 10 2 Ipy HopMe 710 1 (+), JOTIOIHUTENb-
Has TpabeKysia JIEBOTO XKeIyZo4Ka.

JleBoUka Iojydasa IO peKOMEHJALMU HEeBPO-
JIoTa TEepanuio MIUATWIMHOM, IUTOGIaBUHOM.
B cBA3M ¢ pa3BUBIINMCA SIIIEITHYECKUM IIPHC-
TYIIOM IJIMATHWINH ObLT OTMEHEH.

@®oKaNbHBIM SMWIENTUYECKUN MPUCTYN OBLT
paclieHeH KakK CIIPOBOLIMPOBAHHBIN, U C YIETOM
OTCYTCTBHUI TUIIMYHBIX SIWIENTUPOPMHBIX HU3-
MeHeHMI Ha DOI' GBUIO IPUHATO peIleHKe BO3-
JepKaThCA OT Ha3HAYeHUA IPOTUBOCYIOPOXKHBIX
TIpernaparos.

ITpoBesieHa KOPpEKIMA aHTUTHUIIEPTEH3UBHOHU
Tepaluy, apTepuajgbHOe JaBjeHUEe CTabWIN3U-
poBasoch Ha nudpax 130—140/80.

Yepes 17 AHell mocje 3MUIENTUYECKOTO MpHU-
CTyTIIa U MIOABJIEHNUA HEBPOJOTHUYECKOH CHMIITO-
MaTUKU IOBTOPHO IpoBeseHO MPT-ucciezo-
BaHMUe.
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MPT rosnoBHoro mo3sra ot 04.08.2016 (puc. 5) —
MP-KapTHHa HOJOXKUTETbHOM AUHAMUKY B BUZE
perpecca BBIIBJIEHHBIX paHee M3MEHEHUH 3aThI-
JIOYHOU ZIONIU CIIpaBa.

V pebeHKa THKECTb COCTOSAHUsA GblIa 00yCIOBIIE-
Ha TKeJIBIM TeYeHHeM OCHOBHOTO 3ab0JieBaHUs
(roBeHWIbHBIH PEBMATOUJHEIN apTPUT), a TAKXKe
OCJIO)KHEHHEM OCHOBHOTO 3a60jieBaHUS — BO3-
HUK CHUHAPOM aKTHUBallMd MakKpodaros, COIPO-
BOXKJAIOUTMICA aHeMUel, TPOMOOLUTOIEeHUEH,
rermaroMeranued, BBIpQKEHHOH JINXOPaZKOH,
a TakKe 3a CYET TeKylled MHOEeKIeld HIDKHUX
JBIXaTelbHbIX ITyTel Ha (pOHe M3MEHEHHOU Jie-
rouHoii Tkanu (VIBJI B paHHeM NOCTHATaJIbHOM
nepuoze).

OnwienTuyecKre MIPUCTYIBI HE IIOBTOPSUIIVCH.
CocrosaHue ymy4ymuiaocb. Co3HaHUe sICHOe, KOH-
TaKTHa. B HEBPOJIOTMYECKOM CTaTyce IO CpaB-
HeHwuto ¢ 21.07.2016 nonoxxuTeabHasA JUHAMHUKA
B BUJE BOCCTAHOBJIEHUs [BUTATENbHBIX Hapy-
meruii: YMH Jierkasi acMMMeTpPUsI HOCOTYOHBIX
CKJIAJIOK, MBIIIEYHbII TOHYC AubdY3HO CHIDKEH
6e3 YeTKOH pa3HHUI[bl CTOPOH, CYXOXXUIbHbIE
pedrekcer Beicokue, S>D, cumntoMm BabuHckoro
cieBa. [Ipu xozp0e cierka mpuraZaeT Ha JIEBYIO
HOT'Y, POTUDYeT JIEBYIO CTOILy, MbIIIEYHAsA CHIA
CHIDKEHA B PyKax U B HOTax /10 4 6aJu1oB, 6osibliie
B ZIMCTAIBHBIX OTZeIaX, Hadyasia IPUCaXUBaThCs,
XOZMUT HA MBICOYKAX U IMATOYKAX, KOOPAUHATOP-
HBIX HapymeHui HeT. PedHNISS — 5 6auioB.
Ha MPT ronosHoOro Mmosra 0TMe4eHO UCYE3HOBE-
HHe 04YaroB u3MeHeHHOro MP-curHasia B 3aThl-
JIOYHBIX ¥ TEMEHHBIX OT/ieIaX MO3ra CIIpaBa.
OTMedYanoch yaydllleHue COCTOSIHUA pebeHKa
Ha ¢one Tepanuu ['VIBII — Tormnusymab (Ak-
TeMmpa) B Jjo3e 12 MI/Kr.

Puc. 5

JluarHo3 OCHOBHO#: «IOBEHWIbHBIII PEBMAaTOW/-
HBIA apTpUT, cUcTeMHas popMa, aUIeprocenTu-
YeCKUM BapUaHT, IIOJHUCEPO3UT, MHOKApAHUT,
apTpUT, apTpasITuH, ChIIlb, IUXOPaJKa, rermaToc-
ieHOMeraust, TuMQpoaeHonaThs, aKTUBHOCTh
3 ct, pertreHonoruyecku 0, HO 3.

Ocioxkaenue. CHHAPOM aKTUBaLMK Makpodaros
¢ mopaxkenueM LTHC. 3agHas obpaTumas dHIle-
danonatus (apTepuanbHas TUIEPTOHUS, CHUH-
JpOM aKTHBallUM MakxpodaroB), JIEBOCTOPOH-
HUul remunape3. CuHapoM MieHko—KymmHra.
BTropuuHas crabwibHas apTepuagbHas THUIEp-
TEH3US.

COIyTCTBYIOLIHUIA: «JBYCTOPDOHHAA ITOJUCEIMeH-
TapHasg ITHEBMOHWs». [lalieHTKa ObLTa BBIMK-
caHa 1oz HabJIIoleHre pEBMATOJIOra C pEKOMEeH-
JallUsAMHU TI0 MPOJO/DKEHUIO NpueMa CaHAVMYH
HeopaJa, MeTulpeza (¢ MoCTelleHHbIM CHUXXEeHU-
eM 71035l 20 1 Tabi1.), dHamna, KOHKopa, GparMuHa
u Tormmaymaba (12 mr/kr) 1 pa3 B 2 Hezenw,
MMUKaMWIOHA 1 HEUPOMYJIETUBUTA.

OBCYXKIEHUE

Y AaHHOM MaIlMeHTKU UMeJIO MeCTO TshKeJloe Te-
YeHHe IOBEHWIBHOI'O PEBMAaTOMAHOIO apTpHUTa,
OCJIOKHEHHOI'O CHHJPOMOM aKTUBAlLM MakKpo-
¢daros ¢ mopakenuem 1JTHC, cuHagpOMOM 3agHeH
obpatumoii sHiedamonatuu (PRES), cunzapo-
MoM Muenko— KymmuHra, BTOPUYHON apTepu-
aJIbHOM rUnepTeH3Uue.

C y4eToM BBICOKOTO pHCKa IOpaKEHUA ILeH-
TpajJbHOM HEpPBHOM CHUCTEMBI y IAIlUeHTOB C
IOBEHWIBHBIM PpPEBMAaTOUAHBIM apTPUTOM Ha
¢doHe TpoBOAMMON Tepanuy AeBoYKe ObUIO MPo-
BeZieHo MPT rosoBHOro Mosra, KoTopas nepBud-
HO BBIABWIA pe3uzlyajbHble IOCTTUIIOKCUYECKUE
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u3MeHeHUA (B aHaMHe3e T'MIIOKCHYeCKHU-UIIeMU-
yeckas NHepuHaTajbHasA sHIedamonatusa, BIXKK
1—2ct).

IToBTOpPHO HelpoBU3yann3anua ObUIa IPOBEAeHA
rocjae BO3HUKHOBEHMA SIMWIECNTUYECKOIO IIpHU-
CTyIla U MOABJIEHUs 09aroBOM HeBPOJIOTHNYeCcKO
cumnromarvku. Ha cepun MPT CHUMKOB GbUIH
BBHIABJIEHBl O4Yaru M3MeHeHHoro MP-curHana B
KOPTUKAJIBHBIX OT/eJaX 3aTbUIOYHO-TEMEHHBIX
obyacTell MpaBOro NOJyLIApHsA, CIabOrUIIepHH-
TeHCUBHOIO B pexxuMe FLAIR ¢ He4eTKMM KOHTY-
poM pasmepoM 10 1 14 MM, a Takxe I10 XOZY IIpa-
BOM cpeiHell MO3TOBOM apTepuy BBHIABILAINCH
ZiBa y4acTKa CHU>KEHH KPOBOTOKA IIPOTAXKEHHO-
CTBIO 710 7 MM. Ha ocHOBaHUM KJIMHUKO-paZyo-
JIOTMYeCKOU KapTUHEI 6bUT 3aoz03peH PRES.
BBUIO pEeKOMEHZOBaHO Joo6ciieZioBaHUE, KOH-
TPOJIb aPTEPHUAILHOIO JaBJIE€HUA U IIOBTOPDHOE
nposeseHue MPT rososHoro moasra. I1ocKoabKy
pe6GeHOK MMOCTOSHHO IOJIyYal aHTHKOATYJIAHTHI
Y MOYETOHHBIE MIPeNnaparhl, TO B TEPAIHIO GBUIO
pemeHo J06aBUTh TOJBKO MeTabosndyecKue
cpescTBa (3TWIMETWITHAPOKCUIIUPUANHA CYK-
LMHAT U BUTaMUHBI TPYIIEHL B).

IIpn xonTpose MPT rosoBHOro mosra orMeda-
JIOCh IIOJIHOE MICYE3HOBEHME PaHee BbIABIEHHBIX
U3MeHeHU! B BellleCTBe TOJIOBHOI'O MO3ra.
TakyM 06pa3oM, U3MeHeHUA B 6eoM BelecTBe
TOJIOBHOT'O MO3Ta HOCHIN OOpaTUMBIN XapaKTep
1 OBUIN CBA3AHBI C TOPAXKEHHEM BeTBel cpefHei
MO3TOBO# apTepuH, 4YTO NOATBepKAeHo Ha MPT B
aHTHOpeXXMMe, TaKKe HabJIIoganoch COBIIaZIeHue
KJIMHUYECKUX HEeBPOJIOTMYECKUX IIPOSBIEHUM C
Jnokanusauueit MP-ouaros. B fanHOM ciiy4ae, Be-
POSATHO, UMeJIO MECTO KOMILIEKCHOE BO3ZelicTBIe
Ha LiepebpasnbHble apTePUH HECKOJIBKUX I1aToJIO-
rudeckux ¢akTopoB (apTepuanbHas T'MIIEPTEH-
3uA, TOKCHYecKoe JieKapCTBeHHOe BO3/eliCTBHe,
BOCIIajJieHue), KOTophble NpUBENN K M3MEeHEeHUIO
COCYZMICTOM CTEHKH, HapyllIeHUIo reMaTosHIeda-
JINYECKOTO Gapbepa, UTo IIPUBEJIO K CPBIBY MeXa-
HHM3MOB COCYAVICTOU ayTOPEry/IALUN U Pa3BUTHIO
Ba30Te€HHOT0 OTeKa 6esIoro BelecTBa roJIOBHOTO
Moara. Kak u3BecTHO, UMEHHO A7 AeTell Xapak-
TEpPHO COYeTaHHE HECKOJbKHUX 3THUOJOIMYeCKUX
baKTOpOB /1714 peasu3anuy UIIeMHUYecKOro I1opa-
JKeHUA FOJIOBHOI'O MO3ra.

Ha ¢one HOpManusanuy apTepHUasbHOrO JaB-
JIeHUd, YAy4lleHWsd COCTOAHUA II0 OCHOBHOMY

3a60JIeBaHUIO OTMeYaJICs IOCTENIEHHBIN perpecc
HEBPOJIOTUYECKOU CUMIITOMAaTUKHY, SIUIeNTHYe-
CKHe€ IIPUCTYIIBl He MOBTOPAINCH, YTO COBIIAJIO C
ucyesHoBeHueM MP-u3meHeHU#. DTO I0O3BOJIU-
JIO pacleHUTh AaHHBIM 3MHU30/, Pa3BUTHA OCTPO-
T'0 HEBPOJIOTUYECKOTO AebrinTa ¢ 06paTUMBIMU
U3MEHEHUSAMH B G€JIOM BellecTBE 3aThUIOYHOM
06J1acTH TOJIOBHOTO MO3ra KaK CUHPOM 3aJHel
ob6paTuMoii sHIedaIonaTHH.

BeposTHO, peakue cilydyau AUarHOCTHUKN JaHHOTO
CHHJpOMa y AieTel CBA3aHEbI C TeM, YTO He Bceraa
npoBoauTca AuHaMmudeckoe MPT — uccnesosa-
HHe TOJIOBHOI'O MO3ra, IO3BOJIAIIIee IOATBEP-
autb PRES cunzpoM, a Takke ¢ TeM, YTO UHOIAa
TPYZHO BHIIEIUTH OCHOBHOH 3STHUOJIOTHYECKUI
daxTop moparkeHUs 1iepebpaTbHBIX aPTEPUH.

B HacToamee BpeM:a naroreHes PRES cunzpoma
u3ydeH He NMOJHOCThI0. Hambosee momyiaspHOi
Teopuel CYNTaeTcs CPBIB ayTOPEeryyIallud B ro-
JIOBHOM MO3Te BCJIEJCTBHUE BBICOKOU r'MIlepTeH-
3un [1,2,8,14]. CpeIB ayTOpPEryIAlNU ITPOUCXO-
AUt npu ypoBHe A/l okoso 150—160 MM pT. CT.
ITpu XpOHMYECKON apTepHaIbHON I'MIIePTeH3UU
CPBIB IIPOMCXOAUT NpU Oosiee BBICOKUX Iudpax
A/Jl. TunepreH3us MPUBOAUT K runepnepdysuu
U TIOBPEX/EHUIO IlepebpabHBIX COCYZOB, B pe-
3y/lbTaTe Yero MIpOMCXOAUT IIPOIOTEBAHUE B UH-
TEHCTULIMH JKUAKOCTH U OENKOB, IPOBOLUPYS
Ba3oreHHbIN oTek. OAHAKO JaHHAsA TeOpUsa He
006BscHseT, moueMy npu PRES ypoBeHb apTepu-
aJIBHOTO [IaBJIeHUA 4aCTO He JOCTUraeT BepXHero
npeziesia HOpMajabHOM ayTOperyaaluy, a TakkKe
To4yeMy JaHHBIN CUHZAPOM MOXXeT Pa3BUTHCSA IIPU
OTCYTCTBUU apTepuaJbHOM TrUlepTeH3uu [6].
BosiieyeHre B OCHOBHOM 3aJHUX OTAEJIOB IOJIy-
Iapuii TOJIOBHOTO M0O3ra 06yC/IOBJIEHO MEHbIIIei
TIpe/CTaBIeHHOCThIO CHMITaTUYEeCKON MHHepBa-
LMY B COCYyZax BepTebpasbHO-6a3WIsIpHO apTe-
pHUAJIBHOU CHCTEMBI IT0 CPAaBHEHUIO € 6HacCETHOM
BHYTPEeHHel COHHOU apTepuu. AjbTepHaTHBHAA
Teopus oO6bsicHAeT pasBuThe PRES crcTeMHBIM
BOCIaJeHUeM, CTHUMY/IUPYIOLUIMM pas3BUTHE 3H-
JoTeNnaNbHOM AUCHYHKIIUU. B MONMB3y 3TOU Te-
OpHUU TOBOPAT, KaK INPaBUIO, COIyTCTBYIOIIUE
CHHAPOMY IIpOLIeCChl CUCTEMHOIO BOCHAIEHUA,
Takue KakK CeICHC, SKJIaMIICHsA, TPaHCIUIaHTal[Ua
WM ayTOUMMYHHBIe 3aboneBanus [6,14]. Xots
JlaHHas Teopusa He OOBACHIET, KaKUM 06pa3om
pasBuBaroTCa HekoTopble ciaydau PRES npu ot-
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CYTCTBUM KaKUX-THUOO BOCHAJIUTEIbHBIX IPO-
meccos [9].

VMeroTcs TakKe JaHHBIE O IIPSIMOM TOKCHYECKOM
BO3JIeHiICTBUM HEKOTOPBIX WMMYHOCYIIPECCAaHTOB
Ha SHZOTEINH COCYAUCTOM CTEeHKH, YTO HANIPSAMYIO
BeJieT K OHZAOTeNaNbHOMN gucdyHKIMU 1 GopMu-
POBaHUIO BazoreHHoro oreka u PRES [2,5].
Knuanyeckas KapTuHa NMoauMopdHa M Xapak-
TepusyeTcsi OBICTPO HPOTPECCUPYIOIINMU He-
BPOJIOTUYECKMMU HapyUIeHUsAMU PasIndHOro
xapakTepa. Haubosee 4YacTBIMM CHMITOMaMH
PRES sABnA0TCA HapyllleHWe CO3HAaHUA, CyAOpo-
T'Y, PacCTPOMCTBA 3peHHsA U OCTpas TroJOBHAs
60s1b. MeHee 4acTo BCTpEYaroTCA TOLUTHOTA, PBO-
Ta, ABUTaTeJbHblE HApyIIEHUs U paccTpoHcTBa
cTBOJIOBBIX (yHKIMH. CyZoporu 4aie BCero re-
HepaJIN30BaHHble TOHUKO-KJIOHNYeCKHUe.

Y feTeii B HEBpOJIOTUYECKOM CTaTyce IIPU pasBU-
T PRES cuMnToMaTHKa aHaJOTMYHA TaKOBOM
Yy B3pOCJBIX TAlleHTOB, OAHAKO IpeACTaB/lIeH-
HOCh OOIIEMO3rOBOM CUMIITOMATUKN IIpeobiia-
JaeT HaJ, 04aroBbIMU CUMIITOMaMH.
Juddepennuanpaas auarnoctuka PRES B cBi-
3 C HU3KOM CrennUIHOCTBIO KIMHUYECKOH
CUMITOMAaTHUKHN BKJIIOYAeT B cebs OOIIMPHBIN
paA 3aboseBaHUN HEBPOJIOTUYECKOro Ipodu-
1. TpoM603 BEHO3HBIX CHHYCOB, BHyTPHUMO3IO-
BOe WIM CyOapaxHOWZQJIbHOE KPOBOU3IUAHHE,
UH(QEKIIMOHHO-BOCTIA/IUTENbHEIE  3200IeBaHUs
TOJIOBHOTO MO3ra JOJDKHBI OBITH HMCKJIIOYEHBI.
CHuCTEeMHBIN BacKy/IUT, 3aTparuBalolIUi I[eHT-
pajlbHYIO HEPBHYIO CHUCTeMy, TaKXe MOXeT Ma-
HudecTUpPOBaTh C CHMIITOMOB, aHAJOTHYHBIX
nAe6ioty PRES. OfHaKo Ipu HeMpOBU3yaIN3auuu
nopakeHue BelecTBa Mo3ra 6osee auddysHoe,
npyUyeM MHOTHe U3 KIMHUYeCKHUX MPOABIEHUM
u u3MeHeHUui Ha MPT BrocieZCcTBUH OKa3bIBa-
I0TCA Heo6paTUMBIMU. B aHHOM citydae GpIBaeT
CJIOKHO YCTAaHOBUTH AMArHO3 H3-3a OTCYTCTBHUSA
TIPU3HAKOB CHCTEMHOI'O BOCIIATIeHUA.
AyTouMMyHHBIE 3HIebalUTHl U MeTabonnde-
CKUe dHIledasonaThy, TaKue KakK IIeHTPaJbHBIH
TIOHTUHHBIY MHUEINHONN3, YPEeMUS WIN JieKap-
CTBeHHasd HMHTOKCUKaluA (HaImpuMmep, IUKIO-
CIIOPMHOM), TaKXXe 4acTO MOTYT MMeTh aHaJjo-
TUYHYIO HEBPOJIIOTUYECKYIO0 CUMIITOMAaTHKY.
CBoeBpeMeHHBIN AuddepeHIIUaNbHbIN AUarHO3
JAHHBIX COCTOSHUH MO3BOJIAAET ONpeeuTb Bep-
HYIO TaKTUKY BeJJeHUs NalleHTOB: [IpY UIIeMU-

YeCKOM MHCYJIbTEe B Hadyasle IeueHUs PeKOMeH/Y-
eTCA IOAJEePKYBATh YMEPEHHYIO MIIEDTEH3UIO
U IIpY OTCYTCTBUM IIPOTHBOIIOKA3aHUMN CTaBUTh
BOIIPOC O TIPOBEAEHUU TPOMOOJIUTHYECKOH Te-
pamnuu, npu PRES ke, 4YTOGHI CTUMY/IUPOBATh 06-
paTHOe pa3BUTHE NaTOJOTMYECKOro IIpolecca u
NIpeOTBPAaTUTh BO3HUKHOBEHUE HEOOPATUMBIX
U3MeHeHUI B BelllecTBe TOJIOBHOIO MO3Tra, He-
06X0AMO CBOEBPEMEHHOE UM a/leKBAaTHOE CHU-
JKeHHe apTepUalbHOIO aBjieHuA, TPOMOOIU3NC
KaTeropu4ecku IPOTUBOIIOKAa3aH.

3os0TEIM cTaHzapToM auarHoctuku PRES cie-
ayet cautatb MPT, 0cOGEHHO XOPOIIIO BO3MOXKHO
otauddepennpoats PRES ot gpyroii maToso-
ruu npu npuMmeHeHuu pexxumos FLAIR, DWI, a
Taxke ADC-kapTUpoBaHue.

CrnepyeT oTMeTUTb, uTO Ipu MPT B pexxume T1
u3MeHeHus, xapakTepHsle i PRES, He Busya-
nusupytorcsa. Ha T2-B3BellleHHBIX U300pakeHU-
AIX IMeeT MeCTO I'MIIepUHTEHCUBHBIN CUTHAJ OT
TTOPaYKEHHBIX 30H, YTO CBA3aHO C CyGKOPTHKAIIb-
HBIM Ba30T€HHBIM OTeKOM O6esoro BelnecTBa. B
pexume FLAIR nartosiornyeckre U3MeHEHUA BU-
3yaJIM3UPYIOTCA JIy4llle, IOCKOAbKY IPOUCXOAUT
NoZAaBIeHNe CUTHAJIA OT JIMKBOPA U BBIABJIAIOTCA
Jlaxxe MUHUMaJ/IbHble U3MEHEHN .

Cpoku, peKOMEeHJOBaHHBle /A IpPOBeJEHUA
TIOBTOPDHOM  HelipoBU3yaau3allud, BapbUpy-
orca. [lo JaHHBIM pa3HBIX aBTOPOB, OGpaTHOE
pasButue usMeHeHuii Ha MPT mpoucxogut oT
HECKOJIBKUX JHeH Z0 HeCKOJNbKUX HeJenb. Y
ZeTell pacIpocTpaHeHHOCTb NMOpaXkeHU: Bellle-
CcTBa MO3ra Ba30reHHBIM OTEKOM MeHbIIle, YeM Y
B3POCJIBIX IAI[MEHTOB, BCIEJCTBUE Yero obpar-
HOe pa3BUTHUE HeHpOBU3yaTU3aIlMOHHBIX H3Me-
HEHUI TPOHCXOAUT OBICTpee (Jallle 10 HeAeNn).
CraHfapThl Tepaldu CHHAPOMA K HaCTOALIEMY
BpeMeHU He paspaboraHbl. OfHAKO CKOpeiiiee
yCcTpaHeHHe MPOBOLMPYIOMNUX GaKTOPOB MO-
JKET IPUBECTU K OBICTPOMY BOCCTaHOBJIEHHIO U
rmoMoraeTr u3bexaTh OCIOKHeHUU. Hampuwmep,
CHIDKEHVE KDUTHUYECKU BBICOKOI'O apTepHallb-
HOT'O JIaBJIeHU:A, KOTOpOe NPUBOAUT K YCUIEHUIO
Ba30reHHOI'0 OTeKa BelleCcTBA MO3ra, yMeHbIlle-
HHe J03bl WIKM OTMEHA NPOBOLUPYIOIINX IIpemna-
partoB, JledeHUe SKJIaMIICMU. B 1jeioM JledeHUe
cuMITomarudeckoe. [IpUMeHAIOTCA aHTUTHUIIED-
TeH3UBHbIE CPE/CTBa, Je4eHHUe B yCIOBUAX pea-
HUMAIJMOHHOI'O0 OT[EJIeHUsA B CJIydae TsKeJIOoro
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TeYeHUs C HapyILIeHUsMHU CO3HAHUA (BKJIOYAs B
crygae HeobxoguMocTu VIBJI), MpoTUBOOTEYHAs
Tepanwus, IPOTUBOCYZOPOXKHaA Tepanud. Teope-
TUYeCKU IpUMeHeHle KOPTUKOCTePOH/IOB MOXKET
Crtoco6CcTBOBAaTh YMEHbBIIIEHUIO Ba30T€HHOTO OTe-
Ka, OZHAaKO He NPOBOAWIOCH HCCIeLOBaHUMN, [10-
KasbIBaroIuX 3$GEKTUBHOCTh MX HPUMEHEHHUs
npu PRES.

Xotsi PRES cyuTaercsi IOTEHIUAJIBHO IIOJHO-
CTBI0O OOPATHUMBIM COCTOSTHUEM, IIPU HECBOEB-
PEMEHHON [AMarHOCTUKEe WIM HealeKBaTHOM
Tepallu BO3MOXHO IIpOrpecCHpOBaHUE CHM-
NITOMAaTHKU BIUIOTH 10 BOSHUKHOBEHUA Heobpa-
THUMBIX U3MEHEHU B BEIECTBE MO3ra, BKIIOYast

nerikomasanuo. Okono 25% mnaluueHToB, Iepe-
Hecimux PRES, BriociecTBUY UMEIOT B KaueCcTBe
OCJIOKHEHUsA JIaKyHapHble UH()APKTHI, COOTBET-
CTByIOII[Ie 30HE OTeKa, a Takke B HEKOTOPBIX
CIydasx BBIABISIOTCA Hebosbliie BHYTPHUMO3-
TOBBIe KPOBOU3IHUAHUS, OCOOEHHO y MalleHTOB
¢ natosoruei remocrasa (oxosno 15% ciydaes).
[Ipy cBoeBpeMeHHBIX [JUArHOCTHMKE U Hadaje
Tepanuu MporHo3 61aronpUATHBINA. B 6OIbIINH-
CTBe cJyyaeB HeBPOJOTUYecKHWe HapylleHUsa
perpeccupyiT B TedeHHe HECKOJbKUX AHEeU, a
usMeHenusa Ha KT u MPT — 10 HeCcKOJIbKUX He-
Aenb. OmucaHBl cilydad NepCUCTHUPYIOIIEro He-
BpoJsiorudeckoro geduiyra. B
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DNUJIeNncus ¥ ruronapaTupeos,
TPYAHOCTH IUPPpepeHuaATLHOM

JTUNATHOCTUKH

NWiIencusa — caMbIli fApkuii, HO

JlaJleko He eJVHCTBEHHBIH IIpU-

Mep IapOKCHU3MaJIbHOIO HEBPO-
JIOTUYECKOTO COCTOSHHUA. MHOTHWe IapOKCH3-
MasbHBle (NPUCTYIIOOOpAa3Hble) COCTOAHUA U
3360J'IeBaHI/IH 10 CBOMM BHEUITHUM IIPOABJICHUAM
HANOMHUHAIOT SNWIeNTH4ecKre MpUcTynsl. OHU
JOCTATOYHO YaCTO OUIMOOYHO CYUTAIOTCA SIIH-
JIEITUYEeCKMMU U jledaTcs KaK TakoBble. Boib-
IMXMHCTBO aBTOPOB, U3YyYaIOIIUX L[aHHbIﬁ BOIIPOC,
TIPUBOJAT Hoxoxue udpel — ot 20 10 25% ma-
LIMEHTOB C IMarH030M «3IIWJIeTICHs» BOBCE el0 He
CTpajalor.
B cootBeTcTBUU C ompefeneHreM 2005 r. anu-
JIeTicUsA — PacCTPOMCTBO TOJIOBHOTO MO3ra,
XapaKTepusymollleecsi CTOMKON IIpeApacIoio-
’KEHHOCTBIO K 3MWIENTUYEeCKHUM IIPUCTyIaM, a
TaKXKe HelpoOHUONIOrMYeCKUMHU, KOTHUTUBHBIMH,
TICUXOJIOTUYECKMMU W COLUaJbHBIMU IIOCHIeJ-
CTBUAIMU 3TOI'O COCTOSHHA. JTO OIpefiesieHre
npefycMaTpUBaeT pa3BUTUE XOTA OBl OZHOTO
SMIWIENTUYECKOTO IIPUCTYHA. OIIENCHs Tpa-
AULIIOHHO OIpeZiesifAeTcs Kak pacCTPOUCTBO WU
Tpynma paccTPOMCTB, a He KakK 3abosieBaHHUe,
YTOOBI IIOAYEPKHYTh, YTO OHA BKJIIOYAeT MHOTO
Pa3INYHbIX 3a60JIEBAaHUI U COCTOAHMM. TepMUH
«PaCCTPONCTBO» yKa3blBaeT Ha OGYHKIMOHAIb-
HbI€ HapyUI€HUA, HeO6H33TeJII)HO AJIUTEJIbHBIE,
TOIZa KaK TepMUH «bOJIe3Hb» II0ZpasyMeBaeT
(xoTs1 M He Bcerza) bosee AIUTeNnbHOE Hapylie-

Hue ¢yHkunu. MexayHapogHasa Jlura 60pbObI

C DSHuwiencued ompezesseT SIIEITUYECKUN

TIPUCTYNl KakK IIpexojAmye KJIWHWYecKue IIpo-

SABJIEHUs [AaTOJOTMYECKON U3OBITOYHON WIN

CUHXPOHHOU HEWpOHHON AaKTHWBHOCTU TOJIOB-

Horo Mmosra. O6 SHWIENCUM CBUAETENTbCTBYET

SMWIENTUYeCKU IPUCTYN U HalIuduhe IaToJIo-

TUYEeCKOM CTOMKOM IpeZpacIioNoXeHHOCTH To-

JIOBHOT'O MO3Ta K IOBTOPHBEIM IIPUCTYIIAM IIO JIIO-

6011 mpuurHe. PacpocTpaHeHHOCTh SMUWIENICHU

coctasygeT 5-10 ciydaeB Ha 1000 HaceneHwus,

PpacIpoCcTpaHeHHOCTh CYZOPOXKHBIX IIPUCTYIIOB —

17-20 cny4aes Ha 1000 HaceseHus.

Onwmerncus — 3ab6oleBaHue TOJIOBHOTO MO3ra, CO-

OTBETCTBYIOLIEE JTI0OOMY U3 CIeYIOIINUX COCTOA-

HUI:

1. He meHee AByX HeCIPOBOLIMPOBAHHBIX (WIH
pedIeKTOPHBIX) SIUIENTUYECKHUX MPUCTY-
TI0OB C UHTEPBAJIOM >24 4.

2. OguH HeCIpOBOLMPOBaHHBIN (win ped-
JIEKTOPHBINM) SMWIENTUYeCKUN MPUCTYIl U
BEPOATHOCTb ITOBTOPHBIX IIPUCTYIIOB, CO-
OTBETCTBYIOIIAasA OOLIeMy PHCKY peluJuBa
(=60%) mocie AByX HECIPOBOLMPOBAHHBIX
SMWIENTUYeCKUX NMPUCTYIIOB, B CleAylolire
10 ner.

3. /Jluar"Hos SIUJIeNTUYecKOro CUHApOoMa.

IIpucTyn, cBA3aHHBIM C BO3JeHCTBUEM KaKo-

ro-mubo mnpexozaAmero ¢axropa Ha HOPMaJb-

HBIA TOJOBHOM MO3I, BPEMEHHO CHIDKAOIIEro
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CYZOPOXKHBIN TIOPOT, HE OTHOCAT K JIIJIEIICHH.
TepMUH «CIIPOBOLIMPOBAHHBIM IIPHUCTYI» MOX-
HO CYUTATh CUHOHUMOM TEPMHHA «PeaKTUBHBIHI
NIPUCTYN» WIA «OCTPBIH CHMIITOMAaTH4eCKHHI
TIpUCTyT». He ciiefyeT myTaTh NPUYHUHY U IIPOBO-
nupyomuye GakTophl, TaK KaK HEKOTOPBIE COCTO-
AHUA (IIPUYHUHBI) MOTYT CO3JaBaTh JIUTENbHYIO
MIPEANOChUIKY K SIMJIENTHYECKUM IIPHUCTYIIaM.
Hamnprmep, oIlyXosb I'OJIOBHOI'O MO3ra, B OTJIH-
Ype OT WHCY/IbTAa, MOXeT OBITh IMPUYMHOH IIO-
BTOPHBIX CYZIOPOXKHBIX IPUCTYIOB. CyZOPOXKHBIHI
TIPUCTYTI ITOCJIE COTPACEHUA I'OJIOBHOI'O MO3r'a, Ha
doHe yuxopajKy, IIPU MeTaboIMYecKUX Hapy-
mIeHuAX (TUMNOIVIMKEMMUs, TUITOKAJIbIIEMUA) He
OTHOCATCSA K SIHIEIICUH.

JuddepeHIIaNbHBIA AUAaTHO3 SMWIENCUN 00-
mpeH. VgeanbHON KiaccudUKallMM HESIU-
JIENITUYECKUX ITapOKCU3MAaJIbHBIX HapyIleHUH He
CYILIECTBYET B CHIY HECKOJIBKUX IIPUYHH. Bo-1iep-
BBIX, CJIMIIKOM BEJIMKO PasHOOOpas3ue 3THX Co-
CTOSIHUM U JaJieKO He BCe M3 HUX YKJIaJbIBAIOT-
cA B JKECTKUE PaMKU TOM WIM KJIacCUUKAIIVH.
BO-BTOpBIX, MHaIlMEHTHl C HNapPOKCHU3MaIbHBIMU
COCTOAHMAMU O0OpaIaloTCA K pa3HBIM CIlelya-
JINCTaM U COOTBETCTBEHHO 3TU COCTOSHUA U 3a-
6osieBaHUA PacCMaTpPUBAIOTCA B CIIELIUAIBHBIX
kraccupuKanmax. 3a4acTyr0 HEBEPHO ITOCTaB-
JIEHHBIM AMarHo3 W HEeBBLACHEHHAsd STHOJIOTUA
TIPUBOJAT K JJIUTEIBHOMY U 6€3yCIenHoMy HOZ-
60py aHTUANIIENITHYECKUX IIperapaToB. Hecmo-
TPs HA YCIIEXU B JIEUEHUHU U IUATHOCTHKE, YaCTO-
Ta AnarHo3a GpapMaKope3UCTEeHTHON SIIIETICHH
B Pa3BUTHIX cTpaHax cocTasisgeT 30-40% ot 06-
IIero KoJIM4YecTBa MaleHTOB C AIIIEIICHeH.
CyliecTByIOT KaK OOBEeKTHBHBIE, TaK U CyOb-
eKTUBHBIE IIPUYMUHBI TUIEPAUArHOCTUKY SIIU-
snencuu. K OOBEKTHUBHBIM IPUYHMHAM MOXKHO
OTHeCTH TOT (aKT, YTO PpacCIpOCTPAHEHHOCTb
HE3MWIENTUYECKUX MapOKCU3MalbHBIX HEBPO-
JIOTUYECKUX COCTOSHHI Ype3BBIYalfHO BBICOKA U
MHOTOKDATHO NPEBBINIAET PACIPOCTPAHEHHOCTh
anwrencuy. OcoGeHHO MHOrO IapOKCH3Mallb-
HBIX HESMWIENTHYECKUX HapyIIeHWH y JeTeit
MJIaZIIero Bo3pacra. 10 CBOMM KJIMHUYECKUM
TIPOSIBJIEHUAM HE3NMUIENTUYECKUE TapOKCU3MBI
OYeHb IIOXOXKHM Ha SMWIENTUYECKHEe: OHU MOTYT
TIPOSIBJIATHCS HapyIIeHWeM CO3HaHWs, IaJeHU-
eM, GOKaJIbHBIM M T€HepPaJIN30BAHHBIM IIOBBI-
LIeHHeM MBIIIEYHOTO TOHyca U T.II. CXOXKeCThb

KJIMHUYECKUX IIPOABIEHUH TaKOBa, 4TO JaJeKO
He Bcerza Bpad MOXeT PasINYUTh 10 HUM 3IIU-
JIEITUYECKUH ¥ HeSNWIENTUYEeCKUN IPUCTYII.
JuddepennuanpHas JUarHOCTHUKA OCIOXHAET-
¢ ellle ¥ TeM, YTO caM Bpad peZKO BUAUT IpHU-
CTYII U BBIHYXX/IEH ZI0BOJIbCTBOBATHCS HEIIOIHBIM
OIIMCaHHeM ero, JaHHBIM POJCTBEHHUKAMU WIN
CIyJalHBIMM CBUZeTeNIAMH. JlaHHBIe Jsabopa-
TOPHBIX HCC/IeZ0OBAaHUM IIPU SIMIIENICUN BaXKHBI
ZUIA WCKJIIOYEHUA JPYTUX BO3MOXHBIX IPUYMH
BO3HHUKHOBEHU NTAPOKCH3MaJbHOI'O COCTOSTHUA.
OnexTpoaHledanorpadpuyeckoe HccIeLOBaHUE
TaKXKe He BcerZia IM03BOJAeT OAHO3HAYHO IIOJ-
TBEPAUTb WIN UCKIIOYUTH JUATHO3 SIMWIENICHU.
HeraTuBHble pe3y/nbTaThl NpU 3allUCH PYTHH-
HOH MexXmpucTtynHoi D3OI obHapyXuBawTcsa y
50% nauueHTOB C HECOMHEHHBIM JUarHO30M
snwiencuu. C Apyrodl CTOPOHBI, XOpOLIO U3-
BecTeH GaKT IIMPOKOH pacIpOCTPAaHEHHOCTH
BO3paCT-3aBUCUMBIX JJI0ODOKAYECTBEHHEIX SIIH-
JIenTU4YeCcKUX pa3psazoB Ha IIOI' B 3[0pOBOH ITO-
mynAuuy. Eciam y nmanyeHTa uMeeTcs cepbe3Hasd
ceMelfHaA OTATOIIEHHOCTh II0 SIIIENCUU, He-
CMOTPs Ha TO YTO OH CaM 3J0POB, TO y HEro 3Ha-
YUTEJIbHO YBEJWYMBAIOTCA INAHCH CIydaifHOTO
Y ZIMarHOCTUYECKU He3HAYNMOI'o OOHapy:KeHUA
SMWIENTUYECKX H3MeHeHMH Ha JOI. O6GBek-
THUBHBIE CIOXXHOCTH B AuddepeHnmampHol AU-
arHOCTUKe OOBACHAIOTCA U TeM (aKTOM, YTO
MHOTHE IIPOTHBO3NIIIEIITHYECKHE cpeJcTBa 3¢-
GEKTUBHEL U IPU HEAMWIENITUIECKUX apPOKCU3-
MaJIPHBIX COCTOSIHUAX. XOpOILIO M3BECTHO, YTO
kapbaMasenuH U BaJbIIPOAaThl CTaOWIN3UPYIOT
HAaCTpPOEHWe U JOBOJIBHO IIUPOKO UCIIONb3YIOTCA
C JAHHOM LIeJbI0 B IICUXUATPUYECKON ITpaKTHKe.
[TprMeHeHMe O€H30A1a3€IMHOB BbI3bIBAET YIIy4-
IIeHYe He TOJIBKO IIPY SITWIENTUYECKUX IIPUCTY-
Iax, HO Y IIpY MAapOKCU3MaJIbHBIX HapyIIEHUAX
cHa. Mcnosb30BaHe aHTUKOHBY/IBCAHTOB B Hop-
Me CHPOIIa MOKET IPUBOAUTD K YPEKEHUIO TUIIO-
IJINKEMUYECKUX IIPUCTYTIOB.

OCHOBHOU CyOBEKTUBHON NMPUYMHOMN THUIIEPAU-
arHOCTUKU 3IWIENCUU ABJIAeTCS HeJOoCTaTOK
3HaHUM U ombITa Bpadya. CaMoil 4yacToil pHUYu-
HOH OUIMOOK fABJAETCA HEJOCTATOYHO TIATENb-
HBI c6op aHaMHe3a 3abosieBaHUA, HEIOJIHOE
KJIMHUKO-TabopaTopHoe 06cieoBaHue, KOTO-
poe I0OJDKHO CTPOUTBCA MCXOZA U3 BO3pacTa Ia-
LMeHTa C Yy4eTOM ero COMaTH4YecKOro CTaTyca.
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TpakToBKa (GU3NOJOTMYECKUX H3MeHeHuu DI
KaK «3MWIENTUYECKUX» WIN «3MWIeNTHHOPM-
HBIX» — €llle OZIHa paclpoCTpaHEHHas OUIMOKa,
0COOEHHO y TeX Bpadeil HEBPOJIOTOB, KOTODHIE
He TOJIYYIIN JODKHOTO HEHPOdU3HOTIOTUYECKO-
ro obpasoBaHus. Kpome Toro, usmeHenus d3T
4acTO OLEHUBAIOTCA B OTPBIBE OT KJIMHUYECKUX
ocobeHHocTeli. CunTaercsa, yTo DI omIMb6OYHO
OIMCHIBaeTCA Kak «dnwientuyeckad» y 0,5-2%
B3POCJIBIX.

OuM6OYHBIN JUarHo3 SIWIENCHH OKAa3bIBaeT
paspylIudTenbHOe BO3JelCTBUe Ha KU3Hb 4e-
JIOBEKa U ero CeMbU U NPUBOAUT K CEPbE3HBIM
IICUXOJIOTUYECKMM M COIMAJbHO-DKOHOMMYe-
CKUM TOCIeACTBUAM. [lanreHTh HEOOOCHOBAH-
HO TIOJy4aloT IIPOTHUBOCYAOPOXKHBIE IIpenapaThl
U CTaJIKUBAIOTCA C UX MOO0YHBIMU 3bdeKTamu.
HeBepHoe ompejeneHne WCTUHHOW NPUYMHBI
MIPUCTYTIA JIUIIAET IaljieHTa peaJbHOU BO3MOX-
HOCTH NOJIyYUTb aZIeKBAaTHYIO TePaNuIo U BBI3J0-
poBeTh. HenmpaBOMOYHBIH ANArHO3 SIIIEIICUY —
6ospinoe prHAHCOBOE HpeMsi, KOTOPOE JIOXKUTCS
KaK Ha CeMbI0 OOJIbHOTO, TaK U Ha rOCYAapCTBO
B I[eJIOM.

[TapoKCU3MaJbHBIMU COCTOSTHUAMH, TPeOyIoIIy-
MU TIpoBezieHUA AubdepeHInaNbHOrO JUarHo-
3a C DJHWIENCHEHN, SBIAITCA MeTabomvecKue
IIPUCTYTIBI Ha GOHE CHIDKEHUA YPOBHA KaslbLIUA
B KPOBU.

l'unokanbuyeMus — IMOTEHLIHUANbHO YIpOXKalo-
1jee XKU3HU COCTOAHME B BHUJIE CHIKEHUA YypPOB-
Hf KaJbliUfl B CBIBOPOTKe KpoBU. HopmasnbHbIe
3HaveHUsaA 2,1-2,6 MMOJb/J, YpPOBEHb HIKe
2,1 MMosb//1 ompefenAeTcsd KaK T'MIIOKalIblLU-
emusd. KinHudYeckue INPOABIEHUA T'MIIOKAb-
LUeMUHd MOTYT IINPOKO BapbUpPOBATbCA — OT
aCUMIITOMHBIX $GOPM, BBIABJIEHHBIX IIPU J1abopa-
TOPHOM AUarHOCTHKe, A0 YIPOXKAIOUINX >KU3HU
MeTaboIMYecKUX HapyueHU .
T'unokanplieMus BCTpedaeTca IpH paze 3abo-
JIeBaHUH, KOTOPble MOXXHO pa3ZelruTh Ha Hapy-
IIeHUA CeKpelluy Wi JelCTBUA TapaTTOPMOHa,
HapylIeHUsd, CBA3aHHbIe ¢ BUTAMUHOM /I, a Tak-
ke NPU NaTOJIOTUU KalbIUU-9yBCTBUTEIBHOTO
peuenropa. Bonee mpakTuyHas kiaaccuduka-
LUA pasfensgeT 3TUOJOTHI0 THMIOKaIbIIUeMUN
1o ypoBHio ITTT' B CHIBOPOTKe — HU3KHUM WU He
ompeZeadlomuiica, HOPMaJabHBIM, IIOBBILIEH-
HBIN.

I'unokanapIieMus ¢ HUSKUM WIHM He OIIpeZesisaio-

muMcs ypoBHeM naparropmona (IITT) Habiio-

JaeTcs IPU BPOXKAEHHOM THUIIOIIapaTUpeo3se,

KOTODBI MOXeT OBITh KaK H30JHPOBAHHBIM,

TaK U acCOLMHPOBAHHBIM C Apyrumu gedexra-

MU pasBuTHA. Hambosee M3BECTHBIH CHHZPOM,

aCCOLIMMPOBAHHBIM € BpPOXAEHHBIM THIIONA-

patupeosoM, — cuHzapoM Ju Jbxopaxu (CHUH-

ApoM au3sMbproreHesa 3—4 xabGepHOH AyrH,

BpOXZEHHas aIulasyva TUMyca U NapaliuTOBUA-

HBIX JXese3, cuHApoM 22q11.2). KinHu4yeckue

nposBaeHusA cuHApoMa [lu JIKopAXXU BapbU-

pyloTcs, Haubosee MOCTOSHHBIMH SBJISIOTCS

TUIIONIApaTupeo3, KaHAWAOMHUKO3, THIIOKalb-

nyeMudeckue CyZOpoTrd B HeOHAaTaJIbHOM IIe-

puoze, UMMYyHOJIOTH4YecKasd HeJOoCTaTOYHOCTb,

YepenHo-TuIeBble Au3Mopbuu. Takke HU3KUI

ypoBeHsb ITTT HabmogaeTcsa Ipu ayTOUMMYHHOM

TIOJIUITIAHAYIAPHOM CHHZpoMe 1 Tuma B coyeTa-

HHUU C XPOHUYECKUM KOXKHO-CJIU3UCTBIM KaHAU-

Z030M, HAAIIOYEYHUKOBOM HeZOCTaTOYHOCTBIO,

aJiomelen.

Bosnee pefgkrie HO30JI0TUN:

e cuHfgpoM bapakara, wiu HDR-curzpom
(hypoparathyroidism, deafness, renal
anomalies — rumonapaTupeos, IJIyX0Ta, aHO-
MaJIiH II0Y€eK) ;

e HRD-cunzpom, BrItodaroumuii cuszapom Ken-
on-Kapdu wu cunapom Canbsag-CakaTu
(hypoparathyroidism, growth and mental
retardation, dysmorphic features — runonapa-
THUpeo3, 3alepKKa pocTa U YMCTBEHHOI'O pas-
BUTHSA, AU3Mopbun);

® MUTOXOHJpWalbHasd SHUedasonaTtud, WIN
MELAS-cuHgpoM (1aKTaT-auyuzio3, UHCYIBTO-
TOZ06GHBIE COCTOSAHUA);

e cungpoMm KepHca—Ceiipa (HapyxHas odTaib-
MOILIerys, KapAUOMUOMNATHA) ;

e rurnomarHesueMusa (HeppOKaIbIIMHO3 C TH-
Tepkaabliiypyell U TuIepMariesuypue, na-
TOJIOTHS OpraHa 3peHus).

Taxxe K Tpylne TUNOKaAbLIMEMHN C HU3KHUM

ypoBHeM IITT OTHOCHUTCA IPUOGPETEHHBIH IO-

cleolepallMOHHBIN TuInonaparupeos (mocie
omepanuii Ha IUTOBUAHBIX U TApalUTOBUAHBIX

’Kejle3ax). 3HAUUTENIbHO peXke TUIloNapaTHpe-

03 MOXKeT BO3HHUKATh y ZleTeld ¢ TajacceMueit

BCJIEAICTBHE YaCThIX reMOTpaHcdysuili u OTiIo-

J)KeHUA JKejle3a B IapallMTOBUJHBIX JKejle3ax,
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OTJIOKEeHUs MeAu Tpu 6one3nu Buibcorna—Ko-
HOBaJoOBa.

I'mnokanbieMusa ¢ HOpMalibHBIM ypoBHeM ITTT
HabmozaeTcs MpU  ayTOCOMHO-JOMHHAHTHOM
TUIIOKJIbLIIEMUY, BO3HUKAIOIIEH Py MyTalluu
B reHe KaJblIUU-9yBCTBUTEIBHOIO peleNTopa,
KJIMHUYECKOU 0COOEHHOCThIO KOTOPO#! ABJIAETCA
runepKanbIuypus.

l'unokanbrimemMus ¢ BEICOKUM ypoBHeM ITTT Ha-
6irroaeTcsA MpY NCeBAOTUIIONapaTUpeo3e, KOTo-
PbIii fennTesa Ha THI |, Ipy HeM HapylaeTcs Kak
BbIpaboTka HAM®, Tak u 3kckpenusa ¢ocdopa,
OH TaKXe ToApaszesiercsa Ha tumsl la, Ib, Ic; u
Tu II, Ipy KOTOpOM HapyllaeTcs TOJIbKO 3KCKpe-
uus pocdopa.

[Manuents! c¢ [II'T] Ia uMeroT 4epThl, NpUCYLINe
HacJeACTBeHHOM ocrteoguctpobun Onbpaii-
Ta: OXHUpEeHUe, KpyIioe JIyHOOOpasHoOe JIHIIO,
HU3KOPOCJIOCTD, 3aZePKKY IICUXUYECKOTO pas-
BUTHA, OPaxyZaKTWINIO, ITOAKOXKHBIE KaJbIU-
¢dukarel. Takke HabIIOAAIOTCA CUMIITOMBI THIIO-
THpeo3a, TUIIOTOHAZAM3Ma U AedUIuTa TopMOHa
pocra. III'TI Ib xapakTepusyeTcsi pe3UCTEHTHO-
ctoio K I[ITT 6e3 cnenuduyeckux 4epT OCTeO-
puctpodum Onbpatita. Tum Ic cxox ¢ Tunowm la,
OZHAaKO y MaljieHTa He oIpejedeTcsa MyTalus
B reHe GNAS.

Bricoxuti ypoBenb IITI" Taxke oTMeuaeTcsa IpU
Zebunure BUTaMuHa /| U Takoi peAKoOW MpUYH-
He TUINOKa/IbIIieMUM B HeOHaTaJIbHOM IIepHo/e,
KaK MHGaHTWIbHBIN OCTEONETPO3.

CHMIITOMBI THUIIOKAaJbIIEMUH OTPa)KaloT DOJb
KaJbpIusA B INpOIleccax HepBHO-MBIIIEYHOU IIpo-
BOAVMMOCTH — IapecTe3uy (IepuopasbHON 006-
JIaCTH, Ma/IbLIeB PYK U HOT), MBIIIeYHEIe CIIa3MBbl
(koTopble MOTYT IIPOrPECCHPOBATh A0 TETAaHUU),
TpeMOp | xopest (KOTOpble MOTYT OBITh IIPUHSATHI
3a cyzoporu), cyzoporu (boxanbHble U reHepa-
JIN30BaHHBIE), JIAPUHIOCIA3M, CTPUAOD, alHO3,
HapylleH!s cepAeIHoro puTMa.

OZHUM U3 HepeAKUX JeOIOTHBIX CHMIITOMOB
Ipu 3a60JIeBaHUAX, COIPOBOXKAAIOIIUXCA THU-
MIOKa/IbIIeMUeH, ABJIAIOTCA CyAOPOXKHBIE IpH-
crymbl (Victor and Ropper, 2001; Riggs, 2002).
Cyzoporu BO3HMKawT y 20-25% maiueHTOB C
runokagbuyemMuel u y 30-70% naunueHTOB C
TUIIONIapaTUPEO30M, 4acTO B COYETAHUU C TeTa-
HUelN, HapylleHUAMH IICUXUYeCcKOro cTaryca U
runokanburemueii (Messing and Simon, 1986;

Gupta, 1989). Tumbl TUNOKAJIbIEMUYECKUX
CYZOPOXXHBIX IPUCTYIIOB Pa3jJUYHBI: TeHepalu-
30BaHHBIE TOHHUKO-KJIOHUYECKHE, QOKaIbHbIe
MOTODHEIE, peXXe aTUIMUYHble abCaHCHl U THIIO-
MoTopHble npuctynsl (Riggs, 2002; Mrowka et
al., 2004). Taxxe onucaHbl CIy4au 6eccyZopoX-
HOT'O JMWIENTHYECKOTO CTaTyca IMPU TUIOKaJIb-
nuemuu (Kline et al., 1998).

K panHuM usmeHeHusM Ha OIDI, accouuu-
POBAaHHBIM C THUIIOKaJbLHEMUEH, OTHOCATCSI
3amezyieHre GOHOBOUW aKTUBHOCTHU, yBeIUde-
HUe VHJeKca AudbQPy3HOU MeATeHHOBOJIHOBOM
AKTUBHOCTUA TeTa-AeJbTa JAuanasoHa. Tak-
J)Ke MOTYT BBIABJIATHCA TeHepaJTN30BaHHEIE
snwientugOopMHble  paspsAAbl  KOMILJIEKCOB
ocTpas-meaneHHas BoiHa (Kapplan, 2004).
B nHeoHaranbHOM Ilepuoze Ha DII' Takke Mo-
ryr HabmozaTbcAd OuiaTepasbHBlE  pasps-
Abl THK-MeJJIeHHass BOJIHA dYacToToir 3—-4 T
(Kossoff et al., 2002).

KJIMHUYECKHWH CIIYYAH

Mamuent H.A., 5 getr (17.11.2011), ot 4-ii Ge-
peMeHHOCTH, IIpu poxzeHuu Bec=2500 T,
pocTt=47 cM, IepUHaTaJbHBIN aHaMHe3 Heu3Be-
creH (pe6GEHOK YCHIHOBJIEH).

[lepBoHaYaIbHO OOpPATHINCh K HEBPOJIOTY IIO
TIOBOAY HapyllleHui CHa B BHJE HOYHBIX CTpa-
x0B. BbUIO TpOoBeZiIeHO BUZe0-O3I'-MOHUTOPUPO-
BaHue cHa (okTsa6ps 2015 1.), rme 6pUIH 3aperu-
CTPUPOBAaHEI «IIOBTOPHbIE pa3psgsl AuddysHoi
reHepaJM30BaHHON 3NMWIenTHGOPMHON aKTUB-
HoCTH». C y4eTOM CTPeccoBOM CUTyalluu B ce-
Mbe JJaHHbIe TAPOKCU3MBI OBLIN PaClleHEeHbI KaK
IIapacoMHUM, U NPOTUBOCY[OPOXKHasA Tepanusa
He Has3Haydasack. B ¢peBpase 2016 T. MOABUWINCH
TIPUCTYIBl B BHZE OCTAaHOBKU IIPOM3BOJIBHOM
ZeATeNbHOCTU, 3aTOPMOKEHHOCTU pedH, Hapy-
IIeHNs IOXOAKU WU KOOPAWHAIUU JBIDKEHUH OT
1 fo 18 pas B cyTku. B TO ke Bpema MaMa cTaja
OTMeyYaThb Namy/JIe3HyIO CHIIIb Ha JIUIle, TYJIOBUILe
pebenka.

93T ot 29.02.2016 — B OTBET Ha TUIEPBEHTIIA-
LIMOHHYIO NpoOy 3aperucTpUpOBAaHO 2 TOHHYeE-
CKUX ayTOMOTOPHBIX IIPUCTyIa JJIUTEIbHOCTHIO
10-15 ¢ pernoHajJbHBIM HA4YajaoOM B IIPaBO¥ JI06-
HO-BHUCOYHOM 061aCTH.

BBUIO peKkoMeHZOBaHO HaudaTb IPOTUBOCYZO-
POXXHYIO Tepaluio TolhpaMaToM. PoaurenaMu
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Puc. 1. Unmepukmanvhas D3I nepuoduueckoe pe2uoHAIbHOe mema-3amedieHle 8
npagoii 106Ho-sucouroll obracmu (NREM sleep)

Puc. 2. HkmanvHas 30Ha — npasas N06Has obnacme: mema-zamedieHue—
pummuuHas 6blCmpOBOJ1HOBCL51 aKkmueHoCmo

Puc. 3. MkmansHas 30Ha — npasas 106Has obnacms: 6bicmpoe duddysHoe pacnpocmparerue-
—0ugPysnas pummuuHas mema-aKmusHoOCMb
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MalMeHTKY IPUHATO pellleHHe Bo3Aep:KaThCsa OT
IIPOTHUBOCYZOPOXKHOM Tepanuu. B mapte 2016 1.
IIOBTOPWINCh TI'eHepaju30BaHHbIE TOHUKO-KJIO-
HUYeCKUe CyZJOpPOKHbIe IIPHCTYIIBL.
Bugeo-33I'-MOHUTOPUHTI JAHEBHOTO CHA OT
24.03.2016: BO CcHe 3apeTrHUCTPUPOBAHO JBa
(mnutenbHOCTBIO 20 U 26 € COOTBETCTBEHHO) dO-
KaJIbHBIX aCUMMETPUYHBIX TOHUYECKUX IIPUCTY-
IIa C aBTOMaTU3MaMU U OZWH (AJIUTENBbHOCTHIO
10 MUHYTBI) GOKAIbHBIM TOHUYECKUH HPUCTYII
¢ mepexoqoM B HOKaTbHBIN KIOHUYECKUI MpHU-
CTYII C UKTOT€HHOU 30HOH B IIpaBoii TOOHO 06-
sgactu (puc. 1, 2, 3).

bruto pekoMmeHz0BaHO nposeseHue MPT rosos-
Horo mo3ra (puc. 4).

B HeBposOrMyecKoM U ICUXUYECKOM CTaTyce OT-
KJIOHEHUH BBIIBJIEHO He OBUIO.

ITo 3akittoyeHUIO «hoKaJbHasA KOPKOBas JUCIUIA-
3uA TOJIoca JIeBOM BHCOYHOM fomu (?)». Peko-
MEH/IOBAaHO IIOBTOPDHOE MCCIe/l0BaHWE B JAUHAa-
MUKe.

HasHauena BasbIpoeBas KHUCJIOTAa IIPOJIOH-
TUPOBAaHHOTO JeHcTBUA B TabyeTKax B Jo03e
25 Mr/(xrxcyt). B TeueHue ofHOroO MecAla OT-
Medasiachk KJIWHHUYecKasd PEeMHUCCHSA IIPUCTYIIOB.
Bo BpeMs IJIaHOBOTO TIOCEIIEHUA HEBPOJIOTa OBLI
3adUKCHUPOBAH MPUCTYI B BU/E HapyIIEHUs CO-
3HaHUA, CHIDKEHUA JBUTraTeJbHOM aKTHUBHOCTU
U ayTOMOTOPHBIX aBTOMAaTHU3MOB. /13-3a BO3HUK-
HOBEHUA MOGOYHBIX 3GGEKTOB Ha NpUEM Balb-
IIPOEBON KHUCJIOTHI (BBIp@KEHHAsA COHJIMBOCTB,
TOIIHOTA, BBICOKAsA KOHIIEHTpalluA BaJblIpOeBoi
KHCJIOTBI B KPOBHM) OBLT Ha3HAa4YeH BTOPOM aHTHU-
KOHBYJIbCAHT — OKCKapba3emnuH.

[Ipy TIAHOBOM KOHTPOJBHOM HCC/I€ZIOBaHUM
a”anu3a KpoBU ObUIO BBIABIEHO (19.04.2016):
VPA=147 mkg/ml [50-100]; xanmuii=5,3
[3,4-4,71; ¢ocdop=4,20 [1,45-1,78]; Kaib-
umii=1,11 [2,20-2,70].

(07.09.2016): xanb1vii HOHU3UPOBAHHBIN=0,44
[1,03-1,23]; kanbruii o6mmii=1,10 [2,20-2,70];
dochop=4,02 [1,45-1,78]; maparropmor=0,60
[1,6-6,9].

(04.10.2016): Ca* *=0,63 [1,03-1,23].
(14.10.2016): Ca**=1,14 [1,03-1,23].
(26.10.2016): Ca* *=1,16 [1,03-1,23].

B cBs3U C BBIABJIEHHBIMY U3MEeHEHUAMH B aHAIN-
3ax KpOBU NallMeHTKa KOHCYJbTUPOBaHA 3HZO-
KpuHojoroM (26.09.2016), BBICTaBJIEH AMArHO3

«TUIIONIapaTupeo3». B Tepamuio GbvUT Z06GaBIeH
KanplMii 1 BuTaMuH D,. C HavajoMm mpueMa
IIperapaToB Kajbl[fd OTMedYeHa PEeMUCCHUS II0
IIPUCTYTIaM, ITIOCTENEHHO 107 KOHTPOJIEeM BH7e-
0-D0I'-MOHUTOPHPOBAHUA OTMeHEeHa IIPOTHBO-
CyZOpOXKHaA Tepamnus.

[Tocyie ycTaHOB/IEHUS AUAarHo3a «TUIIoNIapaTupe-
03» Ha (oHe ellle MPOJOIKABILIECA IPOTUBOCY-
JIOPOXKHOM Tepanuy y MalMeHTKU OZHOKPATHO
BHOBBb BO3HHKJIO 3aTxHOe (15 MUH) IapoKCcus-
MaJIbHOE COCTOsSIHVe B BH/le HapyIleHUs CO3Ha-
HUA, aBTOMaTU3MOB, TOHHYECKOI'0 HaIPSKEeHUA
KoHewHocTel. Bpuragoii CMII nmanueHTKa 6bU1a
TOCIUTAIN3UPOBAHA C AMArHO30M «3IWIENTHYe-
CKUl IpucTyI». [locie KOHTaKTa Jiedamero He-
BpOJIOra, IIOCTOSAHHOI'O HAaOJIIOAAIOIIEro IeBOYKY,
C BPayoM NPUEMHOTO OTAesneHus (110 TenedoHy)
6BUTH JaHBI PEKOMEHJAINH 110 KOHTPOJIIO YPOB-
HA Kaubua B Kpou. Cat *=0,6 [1,03-1,23]. [1a-
POKCH3M KyIIHPOBAJICA BHYTPUBEHHBIM BBEAECHU-
€M KaJIbITHA.

PeKoMeH/I0BaHO F'eHeTHYeCKOe HUCCIeJOBaHue.
BrraBneHa myranuda reHa AIRE Ha 21q22.3-xpo-
MOCOMe, NIPUBOZAIIAA K Pa3BUTHIO ayTOMMMYH-
HOT'O IOJIUIVIaHAYIApHOTO cuHgpoMa (AIIC) 1-ro
THIIA.

ATIC-1 gABnsieTcA MOHOTEHHBIM ayTOCOMHO-pe-
IIeCCUBHBIM 3abosieBaHreM. ['eH, pa3IudHbIe My-
Talli¥ B KOTOPOM INPUBOZAT pas3Butuio AIIC-1,
pacrnosnoxeH Ha xpomocome 21 (21q22.3). OToT
reH, noayyuBmni Ha3BaHue AIRE (autoimmune

Puc. 4. K/ nosoca nesoil gucouroil doau (?)
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regulator — ayTOMMMYHHBIH PETYIATOP), KOAUPY-
er 6enok AIRE, KoTOpHIi, Hanboyiee BEpPOSITHO,
ABJIIETCS PETyAATOPOM TPAaHCKPUIILMH. B ocHo-
Be IIaToreHesa JIeXKUT ayTOUMMYyHHas JeCTPYK-
M SHAOKPUHHBIX JKese3. [Ipu ATIC-1 ¢ BBICOKO#M
YaCcTOTOU OIpeAEeSIOTCA aHTUTeNA K GepMeHTaM
HaJMIOYEeYHHUKOBOI'O cTepouzioreHesa P450scc
(20,22-gecmonasa), P450cl7 (17o-ruzpokcunia-
3a) u P450c21 (2lo-rugpokcuiasa), aHTUTeNa
TIPOTUB ITaHKpeaTU4ecKUX [-kaeTok (K IVIyTa-
MaTauujziekapbokcuiase U L-aMuHoauujaekap-
6oKcwIa3e) U APYrux MOpaKeHHbIX TKaHeN. DIU-
demuonorua AlIIC-1, ABIAACE Ka3yHUCTUYECKU
peaKoi maToJyiorHel, Jaile BcTpedaeTcs B GUH-
CKOMH IOIyJIAINHY, CpeZii UPAHCKUX eBpeeB U cap-
JVHIEB, YTO, BEPOATHO, CBA3aHO C JJIUTENIbHON
reHeTU4eCcKOH H30JMPOBAHHOCTBIO 3THUX Hapo-
ZoB. YacToTa HOBBHIX ciay4yaeB B PUHIAHAMU CO-
crasyAeT 1 Ha 25 000 Hacenenusd. KnuHudeckue
nposiBneHus AIIC-1 ge6roTUpyeT B JETCKOM BO3-
pacTe, HECKOJIBKO 4Yallle BCTpedaeTcs Y My>K4IMH.
B GO/NBIINHCTBE CIy4aeB €ro MEPBLIM MpPOsBIIe-
HHUEM SABJAeTCA CIU3UCTO-KOXKHBIM KaHAWZO3,
pasBuBarouiuiica B nepsele 10 JjieT XKU3HU, IIPU
3TOM HabJIOAaeTCs MopaXKeHHe CIU3UCTHIX 060-
JIo4yeK IMOJIOCTU pTa, TeHUTANN, a TakKe KOXU,
HOI'TEBBIX BaJMKOB, Horteil. Ha ¢done cimsu-
CTO-KOXKHOT'O KaHAWZ03a y OOJBUIMHCTBA Hald-
€HTOB pas3BUBaeTcs rUIIoNapaTupeos. B cpegHem
yepe3 2 roja Iocje Havajga TUnolapaTrupeosa
pasBHUBaeTcs IepBUYHAs XPOHUYECKas HaZIo-
YEeYHUKOBAs HEAOCTATOYHOCTh, KOTOPasi OOGBIYHO
MpoTeKaeT B JIaTeHTHOU ¢opme, 6e3 BhIpasKeH-
HOM TUIepIUTMEeHTAaIluU KOXU U CIMU3UCTHIX.
¥ 10-20 % >xeHuiuH ¢ ATIC-1 BcTpevyaeTcs nep-
BUYHBIM TUIOTOHAZM3M, pasBUBAIOLIUiCcA B
pe3ysbTaTe ayTOMMMYHHOU ZeCTPYKIUN SANYHU-
KOB (ayTOMMMYHHBIN 00}OpUT); KIMHUYECKU
OH IPOSBJIAETCA INEePBUYHONH WIM BTOPHUYHOM
ameHopeeli. Hepesiko Ha mepBBIM IUIaH B KJIU-
HUYECKOW KapTUHE BBIXOAAT ayTOMMMYHHBIE
HEOHIOKPUHHEBIE 3a60ieBaHUs (ayTOMMMYHHBIH
TelaTUT C UCXOZI0M B IIMPPO3 MTeYeHN).

3AK/IFOYEHUE

CJIOKHOCTb TIpOBeZieHuA AuddepeHInaIbHo-
ro AWarHosa B JAHHOM HAOJIOZEHUU 3aKJII0va-
Jlach TpeXZe BCero B TOM, YTO KJIHMHHUYECKHE
TIPUCTYIBl ¥ AAHHOM INaIlMeHTKU HEeBO3MOXHO

6BUIO OTJIMYUTH OT SMHIENTUYECKUX. CTOUT OT-
METHTb, YTO OJHOKPATHO IPUCTYI HabOrozasn
HEBPOJIOT Ha aMOy/lIaTOPHOM IIpHEME, a TaKKe
6bpUTH 3adUKCHPOBAHBI TP NPUCTYIIA IIPU IIPO-
BeJleHun BUZeo-OOI-MoHuTOpPHUpOBaHuA. Ha
93T TakKe 3aperucTpUpPOBaHBI AMUIENTH(HOPM-
Hble U3MeHeHuA. [Ipyu runonapaTupeose MOTYT
BCTpevaThCcsa pa3HOoOpa3Hble NMPUCTYIH! (TeHe-
pajn3oBaHHbBIE TOHUYECKUE, CJIOXKHBIE poKab-
Hble, abCaHCHBIE, aKMHETHUYECKHe), ABJIAIIINe-
¢ IO CBOeH IIpUpo/ie TUIOKAaTbleMUYeCKHMHU.
B uTepaType, MOCBALIEHHON TUIIONIapaTHpeo3y,
MMEIOTCA YKa3aHUsA Ha «XOPOLIYI0» aAalTalldio
TallMeHTOB K TUIOKaIbLIEeMUHU, KOTZa CyAOpPOTU
MOTYT He BO3HUKATbh Jake IIPU HU3KUX ITOKa3a-
TeJIAIX KaJbLMA B KPOBU NIPU JJIUTENIbHOM CyIlle-
CTBOBAHMU JaHHBIX M3MeHeHUi. [Ipu nposeze-
Huu MPT rojoBHOTO MO3ra y MalHeHTKH Obuta
3amozio3peHa ¢GokanbHasi KOPKOBas JUCIUIA3US,
OTHOCAIAasACA K 3MUIENTOTeHHBIM AMNCTeHe3U-
AM TOJIOBHOTO MO3ra, 4TO 3aCTaBJANO AyMaThb
O CHUMITOMAaTH4YeCKOH (OKaJbHOM SIIIEIICHU.
HacTopaxuBasio, YTO UKTAJbHBIN o4ar (IrpaBas
JIOOHO-BHCOYHAsA 00J1acTh) He COBIAZAN C «IIO-
ZI03pUTEIbBHBIM» OYaroBbIM HM3MEHEHUEM KODBI
roJIOBHOr'O Mo3ra (JieBas BHUCOYHasA 06JacTb).
JluarHoCTHKa MIOKaJbLIeMUUA HOCWIA, CKOpee,
CTydyalHBIH XapakTep W ObUIa BBIABIEHA IIPU
J1abopaTOPHOM KOHTPOJIE, KOTOPHIM PEryJsipHO
NIPOBOAUTCA y TAIlMEHTOB, INOIy4alolIuX Ipo-
TUBOCYJOPOXXHYIO Tepanuio. B faHHOM ciydae
yZanoch n3bexarb JJIUTETbHOM HeOOOCHOBAH-
HOW aHTHKOHBY/IBCAHTHOH Tepaluu U IepesjaTb
pebeHka 1oz HabmoAeHUe SHAOKPUHOJIOra. BEI-
aBnaeHHasa mytauusa reHa AIRE Ha 21q22.3-xpo-
MocoMe, IPUBOAALIAsA K Pa3BUTHUIO ayTOUMMYH-
HOT0 IIOJUIVIaHAYAApHOro cuHApoMa (AIIC) 1-ro
THIa, TpebyeT AUHAMUYIECKOro KOHTPOJIA U MO-
HUTOPHUHTa QYHKINY SHAOKPUHHBIX XKeJle3.

OznHako Hesb3d 3a0bIBATh O COCYIECTBOBAHUU
SNWIENTUYECKUX U HE3NWIENTUYECKUX COCTO-
AHUM y OZHOTO MalMeHTa, YTO Ipe/CTaBisaeT
6oJIbLINE TPYAHOCTH JJIA CIIeIaaucToB. VIHoTAa
TOJIPKO JIJTUTENbHOE HabsroZileHue U BBIABICHHUE
HETUITUYHBIX CUMITOMOB/J1a60PaTOPHBIX M3Me-
HEHWUH B TeyeHHUU 3a00/IeBaHUA I103BOJIAET pac-
LIUPUTD JUATHOCTUYECKUH TIOUCK C I[eNTbIO BBIAB-
JIEHUI BCeX BO3MOXKHBIX NPUYMH IIaPOKCU3MOB.
YacTo ycTaHOBJIEHHE T'e€HeTUYECKOIO CUHApPOMa
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ToMoraeT B JUAarHOCTHKe, JaBas WHGOPMAIIUIO
0 BO3MOXXHOCTY Pa3BUTHA TeX WIU UHBIX IapOK-
CU3MaJIbHBIX COCTOAHUM, a TaKKe 00 UX TeYeHUN
U IIPOTHO3eE.

VY maHHOTrO pebeHKa Ha3HAYEHO MTOBTOPHOE IIPO-
BegeHre MPT rosoBHOro Mo3ra JJjs HCKJIIOYe-
HUA/TIOATBEPKAEHUA U3MEHEHUH B KOpe T'OJIOB-
HOI'O MO3Ta.

YTo6Bl M36€XaTh IMOZOOHBIX OIIMOOK, HeobXo-
JAUMO IIOJTHOIIEHHOe oOcjeZjoBaHMe JeTel ¢ ma-
pOKCI/ISMa]II)HbIMI/I COCTOAHUAMM, OCO6eHHO Ha
HavaJIbHOM 3Talle yCTAaHOBKU AMAarHo3a, ¢ BKJIIO-
YyeHHeM J1abopaTOPHBIX HCCAeA0BaHUM ITOKa3a-
TeJiel, U3MEHEHUsI KOTOPBIX MOTYT IIPUBOJUTD K
Pa3BUTHIO pa3HOOOPa3HBIX MAPOKCU3MOB (IJI0-
KO3a, KaJblIWK, Kaauii). il
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TpyITHOCTH IUATHOCTUKU
BHYTPMMO3IrOBbIX I'éeMaTOM
y JJeTeH C ICUXUATPUICCKOM

naToJIorueu

€TCKUHN MHCYJIBT ABJIAETCA TAKEIoN

VHBAIVJU3UPYIOIIEH IaToJIOTUeH,

koTopasgd B 3—30% ciy4yaeB npu-
BOZUT K JIeTaJlbHOMY HCXoZy, a y 60—90% geTteit
B JlaJIbHEHIIIEM OTMEeYaeTCs] CTOMKUM WIN ITOXKU3-
HEHHBIH HEBPOJIOTMYECKUH AedHUIUT B BUZE KOT-
HUTHBHBIX U IBUTaTeJIbHBIX PACCTPOMNCTB, a TaKXKe
HapylIeHWii HEePBHO-TICUXUYECKOTO Pa3BUTHA.
[Ipu 3TOM OCTpBle HapylleHNUs MO3TOBOI'O KPOBOO-
6pamenus (OHMK) BcTpevaroTces y Aeteii ¢ 6osee
BBICOKOM "yacToTol, yeM omyxosu ITHC, 11 BXozAT B
YHCJIO AEeCATU BeAYIIUX MPUYHNH JIETAIBHBIX UCXO-
ZIOB CpeJiy TallMEHTOB B BO3pacTe OT 5 Z10 24 JieT.
YacToTa MHCYJ/IbTA Y IeTel B BO3pacTe CTapIle Of-
HOT'0 MecsAlla 110 NOC/IeJHUM JUTepaTypPHBIM JaH-
HBIM cocTapsieT 6—13 Ha 100 000.
B oTnyume OT B3pOCJBIX MALMEHTOB, Y KOTOPBIX
3HAYUTEJIBHO BHIIIE PACIPOCTPAHEHHOCTH WHIIIe-
mudeckoro uHcynera (UMW), y gmereit uacroTa
BcTpedaeMocTu MM 1 reMOpparn4eckoro NHCYJIb-
ta (T'N) commnxaetcsa. CooTHouleHue crydaeB VIV
u 'l BappupyeT B neAuaTpuyecKux I'pyIax na-
uueHToB oT 0,33 70 2,0 (B cpegHeMm 0,86). Takum
o6pa3oM, BCTPeYaeMOCTh TeMOPParudecKoro uH-
Cy/IbTa y AeTel mpuMepHo B 1,2 pasa BbIllle, YeM
nmemMudeckoro. Okosno 60% BcexX MHCYIBTOB MTPO-
UCXOZAUT Y MaJIbUHKOB.
CHeKTp TaTOJIOTMYECKUX COCTOSHUM, IPUBOAA-
LIYX K MHCY/ITaM B JIETCKOM BO3pacTe, ABJIAETCA
ropaszo 6oJjiee MIMPOKUM, YeM Y B3POCJIBIX, YTO CY-
LIECTBEHHO 3aTPYAHSIET UX BepuUKaIuio. DTHO-
sorua 5—30% ciy4aeB UIIEMAYECKOIO UHCY/IbTa
(MN) u 9—23% remMopparudeckoro HHCY/IbTa
(T'N) y pereit mocie NMpoOBeAEHUs TIIATEIBHOTO
JIMarHOCTUYECKOT'0 IIOMCKAa OCTAaeTCs HeyCTaHOB-
JIEHHOM.

TeMopparuyecKuii MHCY/IBT BKIIOYAET:

1. cmoHTaHHOE (HETpaBMaTUYeCcKoe) cybapaxHo-
WIIbHOE KPOBOU3IUAHNE;

2. BHyTPUMO3roBoe (IlapeHXVMMaTo3HOe) KPOBO-
U3IUAHYE;

3. crloHTaHHOe (HeTpaBMaTH4ecKue) CyOaypab-
HOe U 9KCTPalypajbHOE KPOBOU3IUAHUE.

TepMHUH «TeMOpparu4ecKuii HHCYJIBT» JKBUBaA-

JIEHTEH II0 COZEPXKaHHUIO TEPMUHY «OCTpOe Ha-

pyLIEHHe MO3TrOBOIO KpPOBOOOpAlleHUs IO re-

MOpparu4eckoMy THUILy», KOTOPBIN TaKXe MOXKET

HCIIOJIb30BAaThCA B 3TUX CIIy4danaX.

[TpyrYMHBI HeTpaBMaTHYeCKOr'0 I'eMOpparun4ecKo-

TO HMHCYJIbTa pa3HOOOpa3Hbl, UX MOXHO pasfe-

JIUTh Ha HECKOJbKO rpymil (1o Roach E.S. u coasr.,

2012):

® BpOXKZIEHHEBIE COCYAUCTHIE aHOMAINH (apTepyo-
BEHO3HbIE MasnbbopMalyH, KaBEPHOMBI,
BHYTpHUEpeITHble aHEBPU3MBI, IIPOI'PECCUPYIO-
1ie BEHO3HBIE aHOMAJINK) ;

® cucrteMHble 3aboseBaHuA (IUIIEpHATPUEMU,
KeTOoalNJ03, CHCTeMHasA THUIIepTeH3Ud, KUPO-
Bas aMbosusA, 601e3Hb bexyeTa, reMOIUTHKO-Y-
PEeMUYECKUI CUHAPOM);

® BacKy/IUTHl (BO3jelicTBHE MeANKaMeHTOB, Ipa-
HysneMaTo3 BereHepa, nHGeKIIOHHAs 3M60IHA,
MEHVIHTUT, 3HIedasnT, IepBUYHBIN BaCKYIIUT);

e Backysomnatusa (6osme3np Mosi—Mosi, mocies-
CTBUA pajuOTepalny, CIIOHTAHHAaA WHTPaKpa-
HUa/JbHAsA JUCCEKLNsA, TPaH3WUTOpHasd Iiepe-
6pasbHad apTepronaTy);

e MmeTtabonuyeckre 3aboseBanus (M3oBajepua-
HOBas allUJieMUsA, METHIMAJIOHOBAA U IIPOITHO-
HOBas alUJeMUsI) ;

® remMaTosIorudeckue 60se3HU (TpaHCIUIaHTaUA
KOCTHOTO MO3ra, XMMHOTepaIusi ¢ TPOMOOIH-
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ToreHuel, JIBC-CMHAPOM, CepIIOBUAHOKIETOY-
Hasg aHeMusd, TPOMOOUUTONEeHNYecKas IypITy-
pa, 6onesusb BuuiebpanTa);

@ HapylleHUe Koaryranuu (BpokAeHHble Hapy-
LIeHUs Koary/siliiy, UMMYHHAasi HeOHaTaIbHas
TPOMOOIIMTOIIEHYsI, HapylleHre QYHKIUM Iie-
yeHw, AebunuT BuTamuHa K, tepamnusa Bapda-
PYHOM U renapuHOM, IIpUMeHeHre TpoMboIu-
THKOB);

® HOBOOOpa3oBaHUA (IIepBUYHAA OITyXO0JIb MO3Ta,
MeTacTaTU4YecKye OIyXOJIM MO3ra, Teparus
L-acriapruHasoii, 1efikeMus).

Knunudeckue nposieieHus ['U y gereii B 607b-

LUIMHCTBE CJIy4aeB MPOSBIIAIOTCA TOJOBHOU 60-

JIBIO, PBOTOH, cyzoporamu (ot 37 1o 68%).

OcTpblii IEpHO/, UHCY/IbTA Y AeTel CyleCTBeHHO

OT/IMYaeTCsA OT B3POCJBIX: IpeobiasaHue obiie-

MO3TOBOM CHUMIITOMAaTUKU 3aBHCUT OT BO3pacTa;

YacToTa MasbIX (JJaKyHapHBIX) UHCY/IBTOB JOCTa-

TOYHO BBICOKA; y 35—40% zeTei 0 COCyANUCThIX

MO3TOBBIX KaTtacTpod HabmogaeTcs cyodpebprim-

TeT «HesACHOW» 3TUOJIOTUH, HECMOTPS Ha TIaTeNlb-

Hble KJIMHHUYECKHe 00Ciel0OBaHMsA; dKCTpalepe-

6pasibHble (HEpPEeJKO CHCTEMHBIE COMAaTHYECKUIE)

TIPUYMHEBI MHCY/IBTOB Y AeTel (62%) npeobaajaoT

Ha/ MOAOGHBIMU IPUYMHAMU Y B3POCIBIX (32%);

perpecc HEBPOJIOTMYECKOTO JebUIUTa [TOCIe WH-

cynbToB 70% cCiiydaeB IPOUCXOAUT 3HAYUTEIbHO

JIydIlie, YeM y B3POCIIbIX.

Oco6ble CII0XXHOCTH NIPEZCTaBIsAeT ZUAarHOCTUKA

WHCY/IbTa Y JAeTed, uMeromux GpoHOByIO coma-

TUYEeCKYI0 WIN IICUXUATPUYECKYIO IaTOJOTUIO.

JlaHHBIE COCTOSTHUSA MOTYT MacKUpPOBATh IIEPBHIE

cumntoMmsl ['Wl, yxyanieHue MOXeT paclleHU-

BaThCA KaK yTsDKeJeHWE OCHOBHOTO 3aboseBa-

HUA, WIN Xe JIeTU ¢ HapyllleHueM ICUXUYeCKOro

cTaTyca MOTYT He coofIIaTh O BO3HUKAIOIIMX

)kanobax (rosmoBHas 60sib, HapyUleHUE 3pe-

HUA U T.IL.).

Iaruent Y., 13 get, 6bUT AOCTaBlIeH GpuUragoit
CMII u3 Hay4yHoro LeHTpa IICUXUYECKOTr'o 3J0pO-
BbsA (HLIII3), KyAa MOCTYIIUI Ha JIe4eHHe 10 IT0BO-
2y mm3odpeHun.

V3 aHaMHe3a M3BeCTHO, uTo c Jjieta 2016 I. cTan
BBICKa3bIBaTh OpeZioBbIe MjeH, ¢ Hos6pa 2016 T.
rocie nepeesfia B HOBYIO KBapTHPY IOJTHOCTBIO
3aMosTyasl, He pearupoBasl Ha OOpaLIEHHYIO PeYb.
B mkosie BcTaBas ocepeZiiHe YPOKa U BBIXOAWI
n3 kacca. B anpeste 2017 r. 66U1 OCMOTPEH NCUXU-
aTpoM IIO MECTy XKUTEeJIbCTBA, OT JIEUeHUA U Toc-
NUTalIU3alluy MaTh OTKasajack. CTaj IIacCUBHO
MOAYMHAEM, CAMOCTOATEJIbHO He eJI, He IIWI, He
XOZWI B TyaJsleT, OTKa3ajcsA OT IIOCeIeHNA IIKOIbL.
[TosTHOCTBIO OGCITYKUBAJICA MaTephIo.

11.05.2017 nocTtynun B Hay4HbIi IeHTp CUXUde-
CKOT'O 3/I0POBb, IZie ObUI YCTaHOBJIEH MIPeABapU-
TeJTbHBINA AuarHo3 «mwm3odpenus (F20.3)». [Ipu
noctymienyn B HUT3 ncuxuaTpom 6bUT0 OTMEYe-
HO M3MeHeHVe MBIIIeYHOr'o TOHyca 110 IulacTu4de-
CKOMY THIIY.

C 14.05.2017 noBbIlIeHWE TeMIIEPATypPHI Tela L0
37,8°C, cUMIITOMBI MHTOKCUKAaIIMU. KiimHuyecKkue
IIPOABJIEHUA BOCIAJIeHNUA OTCyTCTBOBAM, IICUXU-
aTrpamu mpoBoawiach gubdepeHIanbpHasn Juar-
HOCTHKA MeXJAy MaHudecTalueil pecnuparop-
HOll uHdeKuMU U runeprepMudeckoil Gpopmoit
mu3odpeHuH.

15.05.2017 — HapacTaHWe OIVIyIIeHUdA, OHO-
KpaTHas PBOTa, IOABJIEHHWEe PUTHAHOCTU 3aThl-
JIOYHBIX MBIIIIII.

16.05.2017 moce coriacoBaHUA € aMHUHUCTpa-
uueit I'BY3 «Mopososckasa JAI'KB JI3M» 6bL1 10-
craBieH 6purazoit CMII u3 HIIII3 B OPUT MAT-
Kb c momo3peHreM Ha MEHUHIUT.

JKaymobpl mpy MOCTYIUIEHMY HA YTHETEHUE CO-
3HaHMA, NIOBHILIEHNE TeMIIepPaTyphl Tesla, PUrk-
HOCTb 3aThUIOYHBIX MBIIII], OZHOKPATHYIO PBOTY,
NoBeZleHYeCKre HapyIleHU .

Koarynorpamma ot 16.05.2017

[TpoTpoMOHHOBBIHM NHJEKC 110 KBUKY
MexzayHap. HOpPMaJIU30B. OTHOLIEHHE
[TpoTpoM6GUHOBOE BpeEMS, CEK
®ubpunHoreH mno Kiaycy
TpoMOGUHOBOE BpeMst

AYTB

AYTB Ratio

90 % 70,0-140,0
1,08 0,75-1,25
119¢ 10,0-14,1
4,40T/n 1,77-4,20
17,5 ¢ 15,8-28,0
28,8 ¢ 24,6-38,4

0,94
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CocTosHME TIpU TOCTYIUIEHUU TsDKenoe. Koxk-
HBlE TIOKPOBHI OjiefHble, YMEPEeHHOM BJIAXKHO-
cty. JlIumdaTrdecKyie y3ibl He yBeTUudeHbl. TOHBI
cepAnia fICHble, PUTMUYHbIE, LIIYMOB HeT. A]]
101/65 mmM pr.cT. UCC 63 ya. B MUH. B jerkux
AbIXaHue Be3UKY/IApHOe, Xpuros HeT. 4/l 15 B
MuH. )KMBOT MATKHM, 6e360/1e3HeHHbIH. [ledeHb,
cese3eHKa He yBeaudeHbl. CTYy/I U AUype3 aZekK-
BaTHBIH.
B HEBpOJIOTUYECKOM CTaTyce IIPU IOCTYIUIe-
Huu B OPUT cocrossHue Tsxenoe. IlomoxeHue
BBIHYXZleHHOe. Co3HaHue — KoMa 7 6ayuioB o
[IKI' (r1a3a oTKpbIBaeT Ha 60Jib, BepOaTbHOM
peakIu HeT, Peakiusa OTAEepPrUBaHUA B OTBET
Ha 607b). OOLIEMO3rOBBIE CHUMIITOMBI: PBOTa
OZHOKpaTHO. MeHUHIeaJIbHble CHUMIITOMBI: pH-
TUAHOCTD 3aThLUIOYHBIX MBI, Muo3, poTopeak-
LMY CHIDKEHBI (JIeKapCTBEHHOE BO3JeHcTBHE?).
MBIIIeYHbIM TOHYC B KOHEYHOCTSX TOBHIIIEH IO
mwiactTudeckoMy TuUiy. CyXOXKWIbHBIE pediiek-
CBl — C BEPXHUX KOHEYHOCTeH cpefHel cTelleH!
cuiel, D=S, KoJIeHHbIe, aXWILIOBbI HCTOIIAIOTCS.
Bpromnbie pediekcrl abs. [TaTonoruueckux ped-
JIEKCOB HET.
[MpoBoawics AuddepeHIaNbHBII AUaTHO3 MEX-
Iy HeliponHdekuneil (MEHUHIUT), 0OBEMHBIM
o6pa3soBaHMEM TOJOBHOTO Mo3ra (OIyXoJib),
TOKCHYeCKOH (JleKapCTBEHHO-UHAYIIPOBaHHAA)
sHIedanronaTHeEN.
Pe3ynbraTel 06CI€10BaHUSA IPYU TOCTYIUIEHUH:
® KUC/IOTHO-1I[eJIOYHOE COCTOSHUE, OOIIUA U
6MOXVMHUYEeCKUH aHaIN3 KPOBH, IPOKAJBIU-
TOHUH, Koamiyorpamma 6e3 OTKJIOHEHUH OT
HOPMBI.

o KT rosoBHOro Mosra: BHyTpUMO3roBas reMaTo-
Ma pa3MepoM 47,5x62,5x44 MM ¢ 30HOU nepu-
dbepuyeckoro oreka, KOMIPUMHUPYET IT€pPeSHIE
pora GOKOBBIX JKEIyZOYKOB, 6osiee BBIPAKEHO
npaBoro. CMelleHHe CpeJUHHBIX CTPYKTYP Bile-
BO 710 10 MM. O60s1049eYHbIe IPOCTPAHCTBA IIpa-
BOTO TOJIyIIAPUs PE3KO CyKEeHBHI.

BoxoBbIe JXeTyZouKy JepOPMHUPOBaHBI, 3aJHUE
WX OTZeJIbl PaclIipeHsl crpasa o 15 M, cieBa
7o 18 M. B ux 3a/iHHX porax BU3yaJIUu3UpyeTCcsa
HeG6O0JIbIIIOE KOJIMYECTBO FeMOPParuyecKoro co-
ZepP>KHUMOTO.

TpeTuil XenyzodeK MHHHMAJIbHO pacIIVpeH
(o 6 MM), 4eTBepThIil He N3MEHEeH.

LlucTepHBI MO3Ta He U3MeHeHH! (puc. 1).
KT-anrnorpadusa — faHHBIX 32 apTEPHOBEHO3-
HYI0 MasbGOPMAaLHIO He TI0TyYeHO.

@ PeHTreH opraHoOB IPyZHOU KJIETKU: JIETOYHBIM
PUCYHOK ycuieH, fepopMupoBaH, oboralieH 3a
CY4eT COCYAMCTO-UHTEePCTULIMANIBHOIO KOMIIO-
HEHTa, HeJIb35l MCKJIIOUNUTD HaJIMYue epubpoH-
XOBaCKY/IFIDHON MHQWIBTpALMK B IIPUKOPHe-
BBIX OT/ZIeJIax C 0GerX CTOPOH.

KoHcynbTanusa remarosiora: JaHHBIX 3a TeMoppa-

THYECKYIO KOaryJonaTHIO WIA TpoMOouuTomna-

THIO HET.

C y4eToM BBHIABJIEHHON BHYTPHMMO3IOBOM remMaTo-

MBI IIPaBOTO TOJYLIAPHA CO CMellleHeM CpeAnH-

HBIX CTPYKTYP I'OJIOBHOT'O MO3ra BjeBO Ha 10 MM,

Tocjie KOHCYJIbTallUM HeHpOoXUpypra SKCTPEeHHO

6BUIO TIPOBEJEHO yAaseHHe BHYTPUMO3IOBOM re-

MaToMHI (puc. 2).

[TOCKObKY HeNb3s1 ObLIO UCKIIOUUTH KPOBOHU3JIU-

fHWEe B OIyXOJIb WIM PaspblB apTepHOBEHO3HOM

Puc. 1. KomnvlomepHas momozpagus 20108H020 M032a NPU NOCMYNAEHUU




Hesposorusa

100

Puc. 2. KomnvlomepHas momozpadus nocsie OpeHUpOBaHUs 2eMATMOMbL

ManbGOpManyy, OIepaIioOHHBI MaTepuan ObUT
HarpapJieH Ha HccileJoBaHue.

ITpoBeseHO TI'MCTOJIOTUYECKOe — HCCIeflOBaHUE
6uonCHUItHOTO (ONEepalioHHOr0) MaTepuaia. 3a-
KJIIOYEeHUe: KapTHHA COOTBETCTBYyeT BHYTPHMO3-
roBOY reMaToMe.

IIpu kourponbHOU KT auruorpadum ot
29.05.2017 Ha cepuu KT nocsie onepaTUBHOTO Jie-
YeHM B IPaBOU JIOGHOH /I0J1e OIIpesiesiaeTcs 30Ha
HEOZHOPOJHO IIOHIKEHHOM IUIOTHOCTH 3a CYeT
KHCTO3HOH IIOJIOCTH M IIepUQOKaTbHOTO OTeKa
(puc. 3). KT-npu3HaKy MOJIOXKUTENTbHON AUHAMU-
KM B BUZIe OTCYTCTBUA THIEPAEHCHBIX YIacTKOB
B 30HEe OIlepaTHMBHOIO BMelIaTeJbCTBA. Pacm-
peHre O0O0JIOYeYHBIX IIPOCTPAHCTB Ha YPOBHE
JI06HO-TeMeHHOI obnactu cineBa. KT-ZaHHBIX 3a
HaJIM4Me apTepHOBEHO3HBIX ManibdopMaruii, oK-

KiaunHudeckuii aHaau3 KpoBH oT 16.0

JIeMKOLIUTHI

OPUTPOLIUTHI

Temorno6uH

T'emaToxpuT

CpefHuii 065€M 3pUTPOLIUTA
CpeziHee cofiepiX. reMOrIobuHa

CpezHss KOHIIEHTP. TeMOIIOOMHA B 3pUTPOIUTE (pacyeTHBIH I0Ka3aTeslb)

[[luprHa pacupeeseHNs SPUTPOLIUTOB 110 00beMY
TpoMOOIUTEI

TpoMOOKpUT

CpezaHuii 06beM TpoMOOLIUTA

[[TupyHa pacupezeneHnsa TPOMOOLUTOB 10 06BEMY

KJIIO3UM ¥ aHEBPU3M Ha yPOBHE UCC/IeJOBAHUA He
TIOJIy4€eHO.

HeBposornueckuii cTaTyc IpH BIITHCKe: peOeHOK
B CO3HAHUU. PeueBOMy KOHTAaKTy He JOCTYIIEH.
O61eMO3roBoii M MEHHUHI'€IPHOW CHMIITOMA-
THUKU HeT. [J1a3a OTKpbIBaeT croHTaHHO. CaMo-
TIPOM3BOJILHOM JIBUraTeIbHON aKTUBHOCTH HeT.
INaccuBHO mopuvHsAeM. HapylieHH# co CTOPOHBI
YepenHO-MO3TOBBIX HEPBOB He BBIABJIEHO.
JlBuraTenbHO-pediekTOpHas chepa: MbILIIEYHBIN
TOHYC IIOBBIIIEH IO IUIacTU4YeckoMy Tully. Cyxo-
JKWIbHBIE PedIeKCH JKUBbIe, S>D, ¢ paclinpeHu-
eM pedJIeKCOreHHBIX 30H CJIeBa.

3a BpeMs NpebGBIBaHUA B OTAEIEHUU HEMPOXU-
pypruu pebeHOK IOoJIy4al CHUMITOMAaTUYECKYIO
Tepanuio (guakap6, MEKCUIO0J), He INXOPAJIL.
[TOBTOPHO KOHCY/IBTUPOBAH IICUXUATPOM, Tepa-

17
8,20x10°/1  4,50-13,00
3,72x102/1  4,00-5,20
111,0r/n  110,0-150,0
35,0 % 35,0-48,0
94,1 ¢ 80,0-99,0
29,8 27,0-31,0
31,7 r/n 26,0-36,5
13,1 % 11,5-14,5
266x10°/1 150-450
0,13 % 0,01-9,99
5,0 g 7,2-11,1
17,2 n 0,1-99,9
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Puc. 3. KonmponwsHas nocieonepayuonHas KT
aHeuoepagdus

KA He Has3Hadanach. MasbuMK GBUT BHINKMCAH
ZIOMO¥ C peKoMeHzanneil 06paTuTbCsa K MCUXU-
aTpy A5 NoA60pa TepaIuy C IeIbI0 KOPPEKINHI
SMOIMOHAJIBHBIX W IIOBEACHYECKUX Hapylle-
HUIA.

OBCYKJEHUE

B mezauaTpuyecKol NpaKTHKe TsKeJIble CoMa-
TUYECKHE COCTOSHHUA YacTO COIPOBOXXZJAIOTCHA
U3MEHEHUEM yPOBHS CO3HAHUA, IPU 3TOM yCTa-
HOBJIEHME IIPUYUH HapylleHUA CO3HAHUA ABJA-
eTCcs CJIOKHOM 3aZiadeilt, 0CO6EHHO y MalrueHTOB
C IICUXUYECKUMH OTKJIOHEHUAMH U 3aepP)KKOH
TICUXOPEYEBOr0 Pa3BUTHS.

B HameMm HabmoneHNN y pebeHka ¢ mm3odpeHu-
eli, HaOIIOAABIIETOCS MCUXUATPOM, B TEUeHUeE
TpeX JAHeH OTMeYaysoch YXyALIeHHe COCTOSHUA B
BH/le HapacTaHUS OIVIyLIEHHOCTH, IMOBBIIIEHUS
TeMIlepaTyphl. Bo BpeMA NpeObIBaHUA B OTAEIIe-
HUHU B LIeHTpe NCUXUYeCKOTo 3/[0pPOBbS NAIlUEHT
noJiydasa aMuHa3uH B fo3e 100 Mr/cyT 110 OCHOB-
HoMy 3abosneBanuio (n3o0dppeHuss ¢ TUIEPTEP-
Muei). OrpaHrYeHre KOHTaKTa C MaJIbYMKOM 3a-
TPYZHSIO OLIEHKY KajI006 U BpeMs UX IOSBJIEHUS.
IcuxuaTpaMy C y4eTOM TSKECTH W AMHAMUKHU
Pa3BUTHUA U3MEHEHUU NCUXUKU IPU IOCTYIUIe-
HUM COCTOSIHME OBUIO paclleHeHO KakK I'MIlepTep-
Muyeckasa ¢Gopma MmHU30ppeHUH, MPOBOAMIACH

COOTBeTCTByIOIas Tepanua. OZHAKO HapacTaro-
jee OIIylleHVe, NOABJIeHVe TPU3HAKOB NHTOK-
cukanuu (KoTopasi Moryia O6bITh CBsI3aHa U C TH-
TepTepMueil) ¥ pUrHAHOCTY 3aTBUIOYHBIX MBIIIII]
noTpebGoBajo IMepeBofia B IeAUaTPUYECKUI
CcTalMOHAp Ui WUCKIIOUeHUs HelponH)eKInu
(MeHuHTHTA, SHIE)ANTUTA).

[Ipu mocTyIuteHuu obpamano Ha cebss BHUMaHUe
UMeHHO HapyueHue co3HaHuA (IIKI'-7) u oTcyT-
CTBHE 0YaroBOW HEBPOJIOTMYECKOHM CHUMIITOMa-
Tuku. OIleHKa YPOBHS CO3HAHMSA ICUXUATpUYe-
CKUX MAIIMEHTOB KpaliHe 3aTPyJHUTEIbHA, YaCTO
y 9TUX TAI[IEHTOB BBICTABJsAETCA Oojiee HU3KAs
6a/UtbHAs OIlEHKAa M3-32 OTCYTCTBUA PEYEBOTO
KOHTaKTa ¥ CaMOIIPOU3BOJIbHOU JABUTATENbHOMN
aKTUBHOCTH (HEBBIIIOJIHEHHE KOMAaH/).

KpaiiHe Ba)KHBIM SABJIAETCA PAaHHAA HEHPOBU3Y-
anmuzanusa (nmpoBegeHue KT ronoBHOro moasra)
nepes MPUHATUEM PELIEHUS O MPOBEeAEHUM JI0-
MOaNbHOU MyHKINY (TALUEHT ITOCTYIIAJ C ITOJ0-
3peHreM Ha MeHUHTUT!), YTOOb u3bexaTb BO3-
MOXKHBIX OCJIOKHEHHUM.

B HaireM HabIIOJEHUM C YYETOM AUHAMUKU U3-
MeHEHUH KIMHUYECKON CUMIITOMATUKU Y MalK-
eHTa TreMaToMa, BepOATHO, Hadasa (GOopMHUPO-
BaThcA emle 14.05.2017, korza Hapocia CTelleHb
HapylUleHUs1 CO3HAHUA U TOSBWIACH THIIEPTEp-
MU, KOTopas ObUIa HEKOPPEKTHO paclieHeHa
Kak MposiBjieHne ofHOM u3 ¢popM HIm3odpeHun.
IIpu joKanU3alMy reMaToMbl B JIOGHOH Zose y
MalMeHTOB OOBIYHO JOMUHUPYET OOIIEMO3ro-
Bas CUMIITOMAaTHKa U HapylleHUe MCUXUKU IPU
MUHHUMQJIbHOM OYaroBOM HEBPOJIOTUYECKOM
Jebunute. B Hamem HabIIOZEHUM IICUXIYe-
CKYe U3MEHEHUs CyIeCTBOBAIH YK€ B TeUeHUe
6osiee 6 Mec, BpeMs MOSIBIEHUs OOIIEMO3rOBOM
CUMITOMAaTUKU (rosoBHasg 60Jb) OIpeAeTUTh
3aTPYZHUTENBHO U3-32 OTCYTCTBUS DPEYEBOrO
KOHTaKTa ¢ pebeHkoMm. [TosgBleH1Ee PBOTH U Ha-
pacTaHue OIIYILIEeHUs SABUINCH OOBEKTUBHBIMU

CHMIITOMaMM, IIO3BOJIMBIIMMHW  3aIlIOA03PUTH
IIporpeccupyroniee 3aboseBaHre TOJOBHOTO
moa3ra.

[Ipu NOCTYIUIEHMU B IEpPBYIO O4Yepelb HCKIIIO-
yanach uHbeknusa ITHC U ToKcuyeckoe BO3-
JlelicTBUe TIpenapaToB, BBIABJIEHHAs reMaToMa
ObLIa OTHOCUTENBHO «HEOKUIAHHOM HAXOAKOM».
C y4yeToM INpPUBEJEHHBIX BHIIIE BO3MOXKXHBIX
NPUYMH BHYTPHMO3I'OBBIX KPOBOUSJIUAHUMN Tre-
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Hesposorusa

MOpparu4ecKuii HHCYAbT C (GOPMHUPOBAHHEM  HUs, Jjake IIPU OTCYTCTBHU O4aroBOI HEBPOJIO-
BHYTPHMMO3T'OBBIX '€éMaTOM U IapeHXUMAaTO3HbIX ~ T'MYeCKOM CUMIITOMAaTHUKH.

KPOBOU3JIMAHUN JOJDKEH BXOAUTH B aliropuTM  OcTaeTcs OTKPHITHIM BOIIPOC BpeMeHHU ITOSIBIeHUA
aubdepeHINaIBHOM AUarHOCTUKH BCEX COCTOA-  I'eMaTOMBI, CKOPOCTH ee HapacTaHUA U BIUAHUA
HUH, CONPOBOXKAIOIINXCA HapylleHHeM CO3Ha-  Ha IICUXWYecKHuH craTyc nanueHTa. il

C
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KpurepuajabHbIi NOAXO0/1

K IMATHOCTHUKE I0OBEHUJIBHOIO
AHKUJIO3MPYIOLIEro CIIOHIUJIUTA
HA [IpUMepe KJIMHUYECKOro
Ha0./110/1IeHus] 32001€eBaHM

y nanueHTKM 11 et

HKWIO3UPYIOIUN CIIOHAWIO-
aptput (AC), cormacHo obIenpu-
TOMY OIIpe/IeIEeHUI0, — Xpo-
HHUYECKoe BOCHaAJIUTENTbHOE 3abosieBaHuE
CaKpOWIeaJIbHBIX CYCTaBOB U MEJKHX CYCTaBOB
TTO3BOHOYHUKA, IPUBOZALIEE B IpOIEcce IMPo-
IPECCUPOBAHUA K aHKWJIO3UPOBAHUIO CYyCTaBOB,
OOBI3BECTBIIEHUIO CIHHANBHBIX CBA30K, Orpa-
HUYEHUIO IOZIBIDKHOCTH IO3BOHOYHOI'O CTOJI0Q
Y U3MEHEHMIO OCaHKM 6oJibHOro. JJaHHoe 3a60-
JIeBaHUE OTHOCHUTCA K IPYIIe CEPOHEraTUBHBIX
CIOH/WJIOAPTPUTOB, Ky/ia BKJIIOUEHBI TaKXKe pe-
aKTUBHBIE apTPUTHI, IICOPUATUYECKUN apTpUT,
CIOHZWIOAPTPUTHL IpU  HecHelupuIecKoM
A3BeHHOM KoJsuTe U 60s1e3HM KpoHa, a Takxe He-
aubdepeHIPOBaHHbIE CIIOHAWIOAPTPUTEL. Bee
rlepedrcIeHHbIe 3a601eBaHUA B IIOC/IEAHUE TOZBI
BCe Yallle PETUCTPUPYIOTCA B IETCKOM U ITOPOCT-
KOBOM Bo3pacTe. Bce 10BeHWIbHBIE CIIOHMIOAD-
TpuTh (FOCA) MOXXHO paccMaTpHBaTh B KauecTBe
JEeTCKUX 3a0osieBaHUH, IIepeXoAALINX 3aTeM BO
B3POCJIYIO MTATOJIOTHIO. BMecTe ¢ TeM IPOTHO3 U
TeyeHHe 3a00eBaHU JaHHOM I'PYINIbI 3aBUCAT
OT BO3pacTa ManreHTa Ha MOMeHT ZebroTa 3a60o-
neanus [1]. Yamie Bcero FOCA manudectupyoor
B BHU/le COYETaHUs NepudeprudecKoro apTpura u
9HTE3UTA, IpUYeM CUMIITOMBI, CBA3aHHBIE C IIO-
pakeHHeM IT0O3BOHOYHUKA, PAa3BUBAIOTCA B OTAA-
JIeHHOM Ilepuoze [2].
K obmum uyepram FOCA OTHOCAT CiiezyrolIve
OCOOEHHOCTH: IIpeuMYyIlecTBeHHasA 3aboieBae-
MOCTb JIMI] MY>KCKOTO I0JIa; OTCYyTCTBHE pEBMa-

ToMAHOTO $aKTOpa B CBIBOPOTKE KPOBHU; YacToe
BOBJIeYEHNE B IATOJOTUYECKUH IIpoliecc KpecT-
LIOBO-TIOZB3/IOIIHBIX COYIEHEeHWIl U II03BOHOY-
HUKa, OTCpOYEHHOe OT JebioTa 3aboseBaHUs U
pasBuBaroleecsd, kKak IPaBUIO, B TO3JHEM IOHO-
LIeCKOM U B3POCJIOM BO3pAacTe; BBICOKAA 4acTOTa
HocuTesnbcTBa HLA-B27-aHTUreHa; TeHAEeHIIUS
K ceMelHoOU arperanuu mo HLA-B27-accoru-
WPOBAHHBIM 3abosneBaHuAM [3].

PazpaboTka  €AWHBIX  KJIaCCUPUKALMOHHBIX
kputepueB FOCA ocTaeTca akKTyaJbHON IIpO-
6seMOii. B CBS3U € TEM, YTO KJIMHUYECKHE MPO-
ABJIEHUA B3pocjoro crnoHawioaprtpura u IOCA
pasyiuyaroTcs, KiaaccubUKalUOHHbIE KPUTEPUU
B3pocsoro cnoHaunoaptpura (CA) He ABIAIOT-
cs aflekBaTHBIMU. Ha fJaHHBIM MOMEHT paspa-
60TaHO HECKOJIBKO rpymnn kpurepues ansi FOCA,
TIpU U30JMPOBAHHOM IPUMEHEHHHU KaXAOW U3
KOTOPBIX TeM He MeHee CYyLIeCTBYIOT oIlpese-
JIeHHBle TpyAHOCTH. OOIenpU3HaHHbIE MOJU-
dunuposannbie Hoio-Mopkckue xputepun [4],
OCHOBAHHEBIE NIPEUMYIIEeCTBEHHO Ha OOHapyxe-
HUM PeHTreHOJIOTUYeCKUX INPOABIEHUM CakKpo-
WienTa, NPEKPacHO 3apeKOMeHJoBanu cebs B
OTHOIIEHUM BepudUKaIMy AUArHo3a W IPOsB-
JIIIOT BBICOKYIO CHENU(PUYHOCTb B OTHOLIEHUU
IOCA, oznako A1 paHHel JUarHOCTUKU MeHee
3bGEKTUBHEL B CBA3U C TEM, YTO PEHTTEHOJIO-
rudyeckre maMeHeHus npu IOCA obHapyxuBa-
IOTCA [OCTAaTOYHO IO34HO [2]. JIpyruMu AaBHO
WU3BECTHBIMU TpYyNIIaMU KpUTepUEB SABIAIOTCA
knaccubUKaloOHHble KpuTepun EBpormeickoit




TpyaHblil AarHo3 B ieAUaTpuu

TPyHIBl II0 M3YYEHUIO CIOHAWIOAPTPONATHH
(ESSG) [5] u xputepuu B. Amor ¢ koun. (1990)
[6], memoHcTpupytoliye CcBOO 3()PEeKTUBHOCTH
IIPH AWArHOCTHKe Kak AnddepeHIPOBaHHBIX,
tak u HezauddepeHupoBaHHEX ¢opMm IOCA.
Paspaborannrsle B 2011 rogy M. Rudwaleit c
coaBT. kiaccuduKanuoHHble Kpurepuu ASAS
(Assessment of SpondyloArthritis International
Society), npegHazHaueHHbIe A CA, IpOTEKAIO-
miero ¢ nepudepruyecKkrM apTpUTOM, SHTE3UTOM
U/WIY JAaKTWINTOM Y B3POCJIBIX ITALIIEHTOB, IIpe-
B3OILIM IO CTAaTUCTUYECKUM IIOKa3aTeIAM KpU-
Tepuu ESSG u B. Amor, 4TO CBUZETEIbCTBYET B
TI0JIb3y 11€JIeCOO0OPa3HOCTH HCIIONIb30BAaHUA HX
B rpymme 6onbpHBIX ¢ FOCA [7]. DHTE3UT (UC)
— BoCHajieHHe B MeCTax IPUKPeIUIeHHUA CyX0XKU-
i, daciuii, CBI30K WIM CyCTaBHOM KarlCyJibl K
KOCTAM. /II1 AMarHOCTUKU DHTE3UT-acCOLIHUPO-
BaHHOI'O apTpUTa U IICOPUATUYECKOTO apTpUTa
MOTyT OBITh HCIIOJIb30BAaHBI IpeZHAa3HAYEHHbIE
JJIs1 IOBEHWIBHOI'O HZAMOIIATHUYeCKOro apTpuTa
(FOMA) kputepuun MexAyHapoAHOU JIUTH acco-
muauuii pepmarosnoroB (ILAR) [8]. Cozgarens-
mu kinaccuduranvu FOVIA mpeznonaranioch, 4To
GOJBLUIMHCTBO MAaIlEeHTOB, UMEIOIIUX BBICOKUI
puck passutus FOCA, 6yzyT oTHeceHHI K pyOpuke
«3HTE3UT-aCCOLIMMPOBAHHBIN apTpUT». Ha mpak-
THKe K€ 0Ka3aJIoCh, YTO /IaJeKO He Bce OOIbHbIe
IOCA «KOHIIEHTPUPYIOTCS» B JaHHOH pyOpuU-
ke [3]. JlpyruMu UcCNoNb3yeMBIMHU B JaHHOE Bpe-
MA IpyNIaMU KpUTepHeB SABIAIOTCA KPUTEpHUU
CHHZpOMa CepOHeraTUBHOM 5HTe30- U apTpoma-
tiu (SEA) [9], xputepun apmuma—IlapTeH-
kupxeHa [10] u xpurepum atunuyHoro CA y
fetett [11]. OcHOBHBIE IlepedrCcIeHHbIe I'PYIIITHI
KpUTepHeB IIpeZiCcTaBIeHs! B Tab. 1.

B 2005 roay O. Kasapcopur ¢ coaBT. IIpOBeIxd
ucciefoBaHNue, B XoZile KOTOPOro CpaBHUBAaIach
3bGEKTUBHOCTD Pa3JIUYHBIX TPYII KPUTEPUEB
y nauueHToB ¢ IOCA u IOMA. B rpynne IOCA
Haubosiee BBICOKME YPOBHHM YYBCTBUTEIBHOCTH
U CHenMPUIHOCTH IIPOAEMOHCTPUPOBAIN T'PYII-
mel KputepueB ESSG (83,9%; 87,5%) u Amor
(82,3%; 95,3%) [12]. AHasmOru4YHOE MCCIeA0Ba-
HUe nposeau R. Joos ¢ coaBT., U3y4yuB NalUeH-
TOB [IeTCKOTO BO3pacTa C NaylUapTUKYIAPHBIM
IOBEHWIbHBIM XPOHUYECKVUM apTPHUTOM C IO3J-
HUM HaydasoM. Hanbosblryro 49yBCTBUTEIBHOCTD
nokasaau kpurepuu l'apmuma—IlapTeHkup-

xeHa (97,7%), HauMeHbIIIyI0 — KpuTepun SEA
(44,9%). Bce rpynnsl kputepueB KOCA mpoze-
MOHCTPUPOBATIM BBICOKHI YPOBEHb crenudud-
HOocTH (90—98%). B maHHOM wmcCCiIeZOBaHUU
Kputepuu lapmuina—IlapTeHKUpXeHa IIOKasa-
nu 6osee BBICOKYIO 3$deKTUBHOCTb, YeM KJIac-
cudeckrie ESSG u B. Amor [13]. OzHako Heob-
XOZUMO OTMETHUTh, YTO B 0OOUX HCCIENOBAHUAX
U3y4aauch OrpaHUYeHHbIE II0 YHUCIEHHOCTHU KO-
TOpTHI MALIMEHTOB, K TOMY 2Ke reTepOreHHbIe 110
coctaBy auddepeHIpoBaHHBIX U HeguddepeH-
uupoBaHHbIX Gpopm FOCA.

TakuM 06pa3oM, OCTAaeTCs HESCHBIM, SBJIAETCS
JI1 TO-HACTOAIMEMY HeoOXOAUMOH OTZAeNbHadA
xiaccudukanua FOCA wid KpUTEPUH B3pOCIIO-
ro CA moryT 6bITb MOAUPUIMPOBAHEI, YTOOBI
COOTBETCTBOBATh INOTPEOHOCTAM meAuatpoB. K
CJIOKHOCTAM KPUTEPHUANBHOTO IOAXOZAA OTHO-
CUTCS TeTepOreHHOCTh Kak camux ¢opm HOCA,
TaK U caMUX I'pyni KpuTepueB. Ha gaHHOM sTa-
1e MOXXHO TIPEJIIONOXKHUTb, YTO L[EECO0OPa3HbIM
TIOAXOZOM SABJIAETCA Ppa3paboTKa KpUTepHEB,
BKJIIOYAIOLINX KaK AnddepeHIIPOBaHHbIE, TaK U
HeaubdbepernrpoBannsle popmbl FOCA [2].

Jna FOCA, moMUMO MOpa)keHUs KpPeCcTLOBO-IIOA-
B3ZIOIIBIX CyCTaBOB, XapaKTePHO ITperMYIlleCTBEeH-
HOe BOBJIeYEHHE B Ipouecc nepudepryecKux
CyCTaBOB, IIpUYeM INOpa)keHHe IT03BOHOYHUKA U
CaKpOWIenT B 1e6roTe 3ab60IeBaHus, KaK IpaBU-
JI0, He HabsmozatoTeA. Yalle mopakaroTcs HIDKHHE
KOHEYHOCTH, & OZHUM M3 CHeludpUYecKUx Ipu-
3HakoB IOCA cuurtaeTrca Tapcut. Pexxe B mpoliiecc
BOBJIEKAIOTCA BEPXHHE KOHEYHOCTH, NPU 3TOM
OOBIYHOH JIOKAIU3AINel ABJIAeTCs IUIEYeBOH Cy-
CTaB, a CyCTaBBl KUCTEH OCTAIOTCA MHTAKTHBIMHU.
ACUMMeTPUYHBIN OJIMTOapTPUT HIDKHUX KOHEY-
HOCTel fBJseTcs HamboJsiee PaclpoCTPaHEHHOM
KIMHIYecKoi popmoii FOCA, ogHaKO TOIUapTPUT
BCTpeyaeTcsi MPUMeEPHO B 25% ciy4yaeB AebroTa
3aboneBanusA. DHTe3uT nnpu FOCA HabmrozaeTcs B
60—80% ciryyaeB, 4aiie npu Gopmax, BXOAAMINX
B rpymmy IOVIA; Bo3HUMKaeT OOBIYHO B obIacTu
HIDKHUX KOHEYHOCTeM, BCTpedasch dalle, 4eM
nipu B3pocsioM CA [1].

K BHecyCTaBHBIM IIpOSIBJIEHUAM, dYallle BCEro
BCTpevammumMces y Aeteil ¢ CA, oTHOCATCA yBe-
UT U IOpaKeHUe XKeTyJOYHO-KUIIeYHOTO TPAKTa
(OKKT). ¥V manyeHToB C 3HTE3UT-aCCOLIMUPOBAH-
HBIM apTPUTOM yBEUT IIPOTEKaeT C BEIPAKeHHOU
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Ta6auna 1. [pynnel KpUTepUeB 1A JUATHOCTUKY 3a00/IeBaHUil FOBEHWIbHBIX CIIOHAWIOAPTPUTOB

I'pynmnbl KpuTeprueB

" AUArHOCTHUKA

I1aBHBIE KDUTEPUU

JloTnoTHUTEIbHBIE
KPUTEPHUH

OcHOBaHUS AJIA ycra-
HOBJIEHUA AUarHo3a

I'pynnsl KpuTepues

B. Amor [7]

1. Ho4Hble 6011 WIN yTPEHHAA
CKOBAHHOCTb B ITOSICHUIIE —

1 6an

2. ACUMMETPUYHBIN OJTUTr0apT-
pur — 2 6ayuta

3. [lepuoauyeckrie 60U B ATO-
munax 1—2 6awia

4. Cocrckoo6pa3Hble NalbIbl HA
KHCTSIX U cTommax — 2 bajura

5. DHTe3omaTuu — 2 6awuta

6. Uput — 2 6amia

7. YpeTpHUT/LePBULIUT 32 MeCsAL]
JI0 apTpuUTa —

1 6aut

8. lnapes 3a MecsII 10 apTpU-
Ta — 1 6amn

9. AHaMHe3 1icopuasa, 6anraHu-
Ta, XxPOHUYECKOTO SHTEPOKOJIU-
Ta — 2 6ayuta

10. HLA-B27 — 2 6asuta

11. YmeHbleHve 604 B TEYE-
HHe 48 yacoB Ha poHe mpueMa
HIIBII — 1 6aia

12. Cakpowrent (ZByCTOPOHHUM
II crazuy Wiv OZHOCTOPOHHUN
III—IV cragun) — 3 6auia

CymmMa = 6 6a/U1oB
1 rnaBHBIN U 1 JOIIOIHU-
TeJIbHBIN

Fapmuin—IlapTeH-

ESSG [6]

1. Bosib B I03BOHOYHHKE BOC-
TMaJINTEIBHOTO XapaKTepa
2.AcUMMeTpUYHBIHM apTPUT
IIPEUMYIIeCTBEHHO HIDKHUX
KOHEYHOCTeH

1. CemeiiHbIN aHaAMHE3,
TO3UTUBHBIN 7151 AC, TICO-
puasa, PA, 6one3nu Kpona
wii HAK

2. Ilcopuas nmpu ocMoTpe
WIY B aHaMHe3e

3. BocrasnurenpHoe 3a6oste-
BaHUeE KUIIeYHUKA

4. YpeTpur, lepBULIUT WX
ocTpad Auapes 3a MecAl] 0
Hauaja apTpuTa

5. Boiu nnonepeMeHHO B
IIPaBOY U JIEBOU ATOAUYHOMN
obacTax

6. Bosb B mATKax

7. CakpousieuT

1 rmaBHBIN U 1 OMOJIHK-
TeJIbHBIA KPUTEPUM

ILAR sHTe3uT-acconu-

MozudunuposanHble

Hero-Uopkckue [5]

PeHTTreHOIOTUYEeCKUA:
CaKpPOWIEUT JBYCTOPOH-
Huii I ctaguu u 6ojiee WK
OZHOCTOPOHHUH

III—IV cTaguu

Kiuaugeckue:

1. Bosb ¥ CKOBaHHOCTh

B HIDKHEH YaCTH CIIKHBI,
NpO/I0JDKAOLIMEeC He MeHee
3 Mec., yMeHbIIaloIyecs BO
BpeM: GU3NYECKUX YIIPaXK-
HEHUH U He IPOXOZAAIINe
TocJie OTAbIXa

2. OrpaHu4eHus MOABUXK-
HOCTH MOSICHUYHOI'O OTZeNa
II03BOHOYHMKA B CaruT-
TaJILHOU ¥ QPOHTAILHOMN
ILTOCKOCTAX

3. YMeHbIlIEHKE JbIXaTellb-
HOU 3KCKypCHUU

KpUTEepUi

ASAS: akcuasib-

" AUArHOCTHUKAa

I1aBHBIE KPUTEPUU

JloTIOTHUTE/IbHEIE
KPUTEPUU

OcHoBaHuA AJIA yCTa-
HOBJIEHUA JUarHo3a

KupxeH [12]

1. AcuMMeTpUYHBIN MayIyap-
TpUT (5 CycTaBOB U MeHee) B
nebrore 3a60IeBaHUS

2. DHTe3omaTuA

3. Boiu B NOACHUYHO-KPECTIIO-
BOI obacTu

4. OCTpBIi UPUAOUMKIIUT

1. [lonmuapTput (>4 cycTaBoB) B
ne6roTe 3a60eBaHUA

2. My>XCcKo¥ 1o

3. lle6roT cTapiie 6 et

4. HLA-B27

5. CeMeliHas arperamus 3abose-
BaHUI U3 TPYIIIBI CEDOHEraTUB-
HBIX CIIOHWIOAPTPUTOB

CakpowlieuT + 2 IJIaBHBIX WIN
1 mIaBHBIN U 2 JIOIIOJTHUTEIBHBIX

HpoBaHHBIN apTpuT [9]

1. Aptput
2. DHTe3omaTun

1. YyBCTBUTENBHOCTD Ca-
KpOWIeaTbHBIX COWIEHEHUN
¥/WIU BOCIaIUTeIbHAA
60JIb B CIIHE

2. HLA-B27

3. [le6r0T y MaJIBYUKOB
crapuue 6 j1eT

4. [lepegHult yBeUT

5. Hamuume ceMeiHOH
arperanuu 3aboeBaHuil 13
TDYIIIIB CEPOHETAaTUBHBIX
CIIOHAWIOAPTPUTOB

2 TJIaBHBIX WX 1 TJIaBHBIA U
2 JIOTIOJTHUTETbHBIX

HbIi CA [8]

PeHTreHOJIOTUYeCKU:
CaKpPOWJIEUT JBYCTOPOH-
Hui II ctazuu u 6osee Win
OZHOCTOPOHHUM [TII—IV
cTaguu

1. BocrianurenbHast 606 B
CIIuHe

2. Aptput

3. DHTe30maTuu

4. YBeur

5. IaKTUIUT

6. Ilcopuas

7. bonesnb Kpona/HAK

8. OtBeT Ha Tepanuto HIIBIT
B TeueHUe 48 4

9. CemetiHblli aHamHe3 CA
10. HLA-B27

11. IToBbiueHMe C-peakTHB-
HOro beka

1 mraBHBIN U =1 g0, WK
HLA-B27 u =2 gom.

Ipumeuanus: HITBIT — HecmepoudHble npomueogocndaiumenbHble npenapamot; PA — pegmamoudrutii apmpum; AC — aHkuio-
3upyrowguil cnondunoapmpum; HAK — Hecneyuguueckuii sazeennwlil koaum; CA — cnonounoapmpum.
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KJIMHUYECKON KapTUHOM B OTIM4YMeE OT yBeWTa
IIPU OJIUTO-/TONUAPTPUTE y nauueHTos ¢ IOMA.
[Mopakenue JKKT MoKeT IIpOoTeKaTh ¢ KAPTUHOM
BOCITINTEILHOTO 3a00/eBaHMUA KHUIIEYHUKA B
BHUJe CyOKJIMHUYECKOTO TaCTPOUHTECTHHAID-
HOTO BOCIIaJeHHUsA, GUKCUPYEeMOro JIUIIb SHJO-
cxonudecky. Taxxe y nauueHToB ¢ FOCA moryT
HabJII0AaThCA ICOPUATUYECKYEe BBICHITAHNS, JIaK-
TWINTBI, CUMIITOM «HallepCTKa». BbUIA ONMCaHbI
2 pasnmuuHbiXx peHoTuna cpeau 6ombHBIX HOCA:
K IIepBOMY OTHOCATCA IEBOYKH JIO 5 JIET C MOJIO-
JKUTEJIbHBIM aHA/JIN30M Ha aHTHHyKJIeapHble aH-
tuTena (AHA), Ay KOTOPBIX XapaKTepHO YacToe
pasBUTHE JAKTUINTA U NOJINAPTPUTA; KO BTOPO-
My OTHOCSTCS HAI[MEHTHI CcTapuie 5 jeT 060ero
IoJjia C OTpULAaTeJbHBIM aHaIn30M Ha AHA, y Ko-
TOPBIX 4allle BCTpedyaeTCs DHTE3UT, ITOpaKeHue
MI0O3BOHOYHUKA U NMayLIHapTUKYAApHOEe TeueHUe
cyctaBHoro cuagpoma. /g FOCA HexapaKTepHBI
HEKOTOpEIe BHECYCTaBHbBIE IIPOSABIEHUA B3POCIIO-
ro CA, Takue Kak IOpaX€eHHe MOYEeBBIBOJALINAX
MyTel, anmMKaJIbHBIN JIETOYHBIN GUOPO3 U Hapy-
HIeHus cepZiedHol mpoBoauMocTH [3].

BBuzy TOTO, 4YTO pEHTIeHOJIOTUYeCKHe IPU3HaKU
cakpouneuta npu FOCA MaHubeCTUPYIOT JOCTa-
TOYHO ITO3/IHO, BCE OOJIBIIYIO MOMY/IAPHOCTD B I-
arHOCTUKe U3MEHEHHI CyCTaBOB IPHUOOGPETAIOT
MPT u Y3U. MaruuTHo-pe3oHaHCHasA TOMOrpa-
¢ua saddexTHBHA B OTHOUIEHUU JUATHOCTUKU
OoTeKa KOCTHOTO MO3ra, a TaKXKe BU3yaanu3allluu
IIpU3HAKOB 3HTe3uTa [1].

OCHOBHBIM T'eHEeTHYeCKUM MapKepoM JJs Bceil
rpynnsl IOCA asnaerca monekyna HLA B27 us
I'pymnIel 6eJKOB IVIaBHOI'O KOMIUIEKCA THCTOCO-
BMmectuMoctu (HLA) knacca I. Bulo nokasaHo,
yTo y 20% pOACTBEHHUKOB OOJBHBIX, MOJIOXKU-
TenbHbIX 10 HLA B27, B ganbHelIneM pasBUBa-
erca 3abosneBanue [2]. OgHAKO M3BECTHO, YTO,
nomuMo HLA B27, cymecTByIOT Apyrvue reHe-
Thyeckue (GaKTOpHl IPeApaCIONIOKEHHOCTH, a
TaKkKe OIpeZieIeHHYI0 pojib B pasButuu IOCA
urparmT $aKTOphl OKpYyKalollel cpesbl. B normy-
ssinuu yactota HLA B27 cocrasisieT 0,07, TakuM
obpasoM, MeHee yeM y 5% HocuTeneit HLA B27
Habronaetcs passutre FOCA.

I[IpyuBOAMM  KJIMHHUYECKOE HabarofeHue Iia-
uueHTKH M., 11 JeT, IOCTyNUBILIEN B OTAeIeHUe
25.04.14 r. c HEyTOYHEHHBIM JUAarHO30M MUTPHU-

pytoizero 6oseBoro cuHApoMa. PaHHMIT aHaMHe3
6e3 ocobeHHocTel. [TpodumakTUIecKre IPUBUB-
KM B CPOK, peaKIUU He 6bUT0. VI3 mepeHeCceHHbIX
3abosneBanuii pegkue OPBU. B Bo3pacre 2 et
OTMEYaIMCh Cy[OpPOrH, B MOCIEAYyIOleM He II0-
BTOpsiBIIMecsd. HabirogaeTcs HEBpPOJIOrOM C
3-X JIET TI0 TIOBOJY TOJIOBHBIX G0Jiel, MOCIeqHAS
rocnuTaan3anya B HeBPOJIOTUUECKOe OT/ieleHre
B Mae 2013 roza, aAuarHos: «BereTtaTuBHasA AUC-
bYHKIYS, BeTeTaTUBHbBIE KPU3bl. ACTEHUYECKUI
cuHApoM. HapyiieHue ocaHKy. PAaHHUN MIEHHBIA
OCTEOXOHZPO3».

VI3 aHaMHe3a HacTosAIero 3ab0eBaHus U3BECT-
HO, uTO B utose 2013 roza BHepBble BO3HUKIA
601 B 1aTepaIbHOM 061aCTH JIeBOTO Gefpa, Ipo-
Jlo/bKasiach B Te4eHUe MecAlla, K Bpady ¢ JaHHON
CUMIITOMaTUKON He obpamanuck. B despaie
2014 roza Bo3o6HOBMUIACH 6O/ B JaTEpaTbHOMN
obnacty JieBoro Gezpa, Iocjie IepeHeceHHOM
OPBUY cuMITOMaTHKa IIporpeccupoBaia: 60am
MOABWINCH TaK)Ke B COOTBETCTBYIOLIEH ob6acTu
npaBoro 6ezpa, B 06aCTH JIOKTEBBIX CyCTaBOB,
B 00/IacTU TPYAWHBI, 3aTeM B OOJIACTU HUKHUX
ImeWHBIX — BEPXHUX I'PYAHBIX IIO3BOHKOB. Ilpu
JBIDKEHUN 06oJeBOi cuHApoM ycwiuBaicsa. C
JaHHOM cuMnToMaTtukod 28.03.14 r. noctymnuia
B JIOB r. TlckoBa.

B xoze saHHOM rocnuranus3aluy y IalMUeHT-
KU TIpOJOJDKaja HabIIo4aThCs MUTPUPYIOIINMA
60JIeBOII CHHZAPOM C BOBJIeYeHHEM obacTeit
BEPXHUX TPeTell MpaBoro u jeBoro 6exep, Kpe-
CTLIa, TPYAVHOKIIOUNYHOI'O COWIEHEHUS, HIDK-
HUX IIEHHBIX M BEPXHUX I'PYAHBIX ITO3BOHKOB.
Ha ocHoBaHWM TIpOBeZieHHOH peHTreHorpadumn
Tasa, penrreHorpadpuu ¥ MPT MO3BOHOYHHKA
JIaHHBIX 06 apTpuTe MostydeHo He 6but0. Ha done
JledeHUsA HeCTepOUJHBIMU IPOTHUBOBOCIIAIU-
TesbHBIMU IpenapaTtamu (HIIBIT) kiamHu4eckas
KapTHUHA He yiyd4iuanach. [lanueHTKa Oblia BBI-
IycaHa U HallpaBjeHa B ClleluaJu3lpOoBaHHOE
OTZe/IeHHue.

25.04.14 r. nanyeHTKa IOCTyNWIa B KApAUOPEB-
MaTosorudeckoe otaeneHre Mopososckoii JII'Kb
r. MockBel. [Ipy TOCTYIUIEHUH JKaI06Bl Ha acuM-
MeTpUYHbIe 60JH B IOSICHULIE, KpecTe. CieayeT
3aMeTHUTh, YTO B TeYeHHe T'OCIUTaIHU3anuu 60-
JIEBOM CHUHZPOM GOJBHOM MPOAOKAT MUTPUPO-
BaTh, IIpUYeM IOPaKaJIUCh IIPEeUMYIIeCTBEHHO
KpecTIoBas 06J1acTh, MOSCHUILIA, a TAK)KE IIPOK-
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CUMaJIbHBIE OTZIEJIbI KOHEYHOCTEH B 0b6IacTul -
adu3oB (BepxHHE KOHEYHOCTH [0 IpeAIUIeYU,
HWKHUE KOHEYHOCTH — /0 beziep), mpudeM 601u
B 006J1aCTH KpecTIia IToTIepeMEHHO YepeZioBaINCh
crpaBa u cieBa. O6Ilee COCTOSTHUE TsDKEJIoe 0
OCHOBHOMY 3a00JIeBaHUIO, CYCTaBbl BHEIIHE
He W3MEeHEeHbl, JBIWKEeHUsS OrPAaHUYEHHl B JIOK-
TeBBIX, Ta300eJpeHHBIX CyCTaBax, BTOPUYHBIE
KOHTPAKTYPHI 32 CUYET MUOAUCTPODUU, TOHYC U
cuja MBI CHMXKEHBI, Pe3KO CHIDKeHA MBIIIed-
HadA mMacca. Pusndeckoe pasBuTHe: pocT 139 cMm;
Bec 27,5 kr; UIMT 14,2. B ob1uieM aHanu3e KpOBU:
CO3 63—113 MM /4. B 6MOXMMHUYECKOM aHaI13e
KpoBU: KpeaTuHpochokuHaza 191—207 Ex/i,
C-peakTuBHBII 6es10K 10—15 Mr/J1, TOBBILIEHYIE
ypoBHel mMMyHomtobynuHoB (Ig A 174 ME/x,
Ig G 1372 ME/n, Ig M 246 ME /).

BBugy Hammuusa HecnelupUYecKod KIMHU-
YeCcKOW KapTUHBI, BBICOKOW WHTEHCHUBHOCTH
nporecca ¥ HedIpHEKTUBHOCTH JIEYEHUS C IIO-
moibio HITBIT mpoBoAM/CsS aKTUBHBIN AMArHO-
CTUYeCcKUH IOUCK. B pesysnbraTe IpoBeseHHOIO
obcnenoBanus (peakuus MauTy, JlMacKUHTECT,
peHTreHOrpadus IrpyJHON KIETKU, KOMIIBIOTED-
Has ToMorpadusa rPyAHON KIETKU, TOJIOBHOTO U
cnuHHOro Mo3ra; MPT rosoBHOro mMmo3sra, no3u-
TPOHHO-3MHUCCUOHHasi ToMorpadus BCero tea,
CTepHaJbHASA MYHKIINA) OBLUTM WCKJIIOYEHBI OITY-
XOJIY TOJIOBHOT'O U CITMHHOTO MO3ra, Ty6epKyie3
KOCTeM, OHKOTeMAaTOJIOTHYeCKHe 3a00/ieBaHus,
IOBEHWIbHBIN /1epPMaTOMHO3UT, IOBEHWJIbHBIN
peBMaTONJHBIN apTpuT. B pesynbraTe mpoBeze-
Husa peHTreHorpadum (puc. 1), KT (puc. 2) u

Puc. 1. PenmeeHozpamma kocmeil masa nayueHmxu M.

MPT Ta3a 6bUIM MOJY4YEeHHl JaHHBIE 32 CAKPOU-
JINUT, YTO MO3BOJIMWJIO ITOCTABUTh AUArHO3 IOBe-
HWIBHBIA aHKWIo3upytomuit cnionguaut (FOAC)
B COOTBETCTBUM C MOAUPHUIMPOBAHHBIMU
Hbto-MopkckuMu kputepuamMu [5]. Tpynmbl gu-
arHoctuyeckux kpurepueB IOCA ESSG, I'apmu-
ma—TIlapTeHKUpXeHa, CepOHeraTHBHOMN OHTe-
30- U apTpONaTUH, SHTE3UT-aCCOLIMMPOBAHHOTO
apTpHUTa, aTUIUYHOTO CIIOHAWIOAPTPUTA JeTel
CBU/IETEIBCTBYIOT B IT0/1b3Yy fruarHosa FOCA. B co-
OTBETCTBUHU CO BCEMU U3BECTHBIMU KPUTEPUAMU
(MozuduIIpOBaHHbIE Hb}o—flop}ccxlxle, ESSQG,
Amor, 'apmunm—IlapTeHKMpPXeH, SHTE3UT-ACCO-
nuupoBaHHoro aprpura ILAR, cepoHeraTuBHOM
SHTE30- U apTPOIIaTUU, aTUIIMYHOI'O CIIOHAMIO-
apTpuTa y AeTel, akCHaJbHOIO U Iepudepuye-
CKOTO crioHAmWI0apTpuTOB ASAS) amarsos IOCA
y ZaHHOM NMaIMeHTKU ABJAETCA AOCTOBEPHBIM.
Vcnonb3oBaHue Haubojee COBPEMEHHBIX KpU-
TepreB ASAS I0O3BOJIIET yCTaHOBUThH CMeEIIaH-
Hyo (coueTaHUWe aKCHaJIbHON U mepudepuye-
ckoii) dopmy TeueHus 3aboneBanus [14].

TakuMm 06pa3oM, OKOHYATEJNbHBIM JUAarHo3 —
«IOBEHWIbHBIY aHKWIOSUPYIOUUN CIIOHAWIUT C
MpU3HAKaMKM aKCHUAJbHON U IepudepruvecKoit
¢dopm». Ilocie yCTaHOBKHM JAHHOIO JAMAarHo3a
nanveHTKe ObUla HasHayeHa IMyJIbC-TePaIus
Mertunpezom (HavanbHad fo3a 18 MI/Kr) B Te-
YyeHHe 4 IHel ¢ TOCTelleHHbIM CHIDKEHHEM /1035,
a TakkKe PEeKOMEHZOBAaH IIOCTOSHHBIM IIpHUeM
Merotpekcarta. Ha ¢oHe nmpoBoAnMOi Tepanuu
6os1eBO CMHAPOM perpeccrpoBaj. OCHOBHBIMU
0CcOOEHHOCTAMU JaHHOTO HaOJIOJEHUA IBUIVCDH

Puc. 2. KT-cHUMOK U€0caKpantbHo20 COUNeHeHUs na-

yueHmxu M.
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Hecnenuduieckass KJIMHUYEeCKas KapTHHA, MU- (GOPMHDOBAHMIO CaKpowieuTa. IIpuMeHeHue
rpanysa ¥ U3MEHYMBOCTb 6OJIEBOTO CHHJpPOMA, JUArHOCTHUYECKUX KPHUTEepHeB ITO3BOJIWIO YCTa-
BBIDQKEHHAs MbllleyHas arpodus, paHHee MMO- HOBUTH AuarHo3 IOAC M Ha3HA4YWUTh TepaIuio,
paXeHHe II03BOHOYHUKA, Hed)PEKTUBHOCTh CHOCOOHYIO KaK YIy4YIIUTb KauyecTBO JKU3HU IIa-
Tepanuu HIIBC, 4TO 3aTpyAHWIO CBOEBpEMEH- LMEHTKH, TaK M 3aMeJJIUTh IIPOrpeccUpoBaHUe
Hy!0 3Q}eKTUBHYIO AUAarHOCTUKY U IpUBeJO K  3aboseBaHus. M
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TpyaHocTH

nu(pdepeHnaaIbHON
JTUATHOCTUKHU CYCTABHOIO
CMHJpPOMA y peOeHKa C OCTPOM
PEeBMATHYCCKOHU JIMXOPAAKOH

cTpasi peBMaTWYecKas JIMXOpaj-
ka (OPJI) — cucTeMHOe BOCIIa-
JUTeNbHOEe 3ab0jIeBaHue COeZu-
HUTEeJIBbHOU TKaHU, BO3HUKAaOIlee Y FeHeTUIeCKU
MpeZIpacIloNoKEHHBIX  JIeTell U TOAPOCTKOB
5—17 7eTr mocie HepeHeceHHONW HOCOITIOTOY-
HOM WHOEKINY, BHI3BAHHOU [3-TeMOJTUTUIECKUM
crpenTokokkoM Irpynnsl A (BI'CA). B natoreHe-
3e OPJI BegymuMm sBisercsi GpeHOMEH MOJIEKY-
JIIpHOM MMMMKPUU — pa3BUTHUE IIepeKpeCcTHOU
peakuuu aHTUTeNn K aHTureHam BI'CA, mpexze
BCero K aHTureHaM M-IIpoTerHa CTPENTOKOKKA,
CO CXOXXKHUMU SMUTOTIAMH aHTUTE€HHBIX CTPYKTYP
TKaHel dYesoBeKa (capkoseMMbl MHOGUOPHILI,
KapAXOMUO3WHA, CHHOBUATIBHON 060/09KY, 6a-
3aJIbHBIX TaHIVIMEB r'OJIOBHOTO Mo3ra) [1—5].
B Poccuiickoit Pezepaunu sl AUArHOCTHKHU
OPJI npumensawTca kputepuu Kucena—/KoH-

ca B MoguduKanuu Accorpaiiiy peBMaToJIOrOB
Poccuu 2003 1. (Tabu.) [5,6].

JuarHoctuka OPJI A0 HacToAlero BpeMeHU
TpeZicTaBAeT ollpe/ieJieHHble TPYAHOCTU B CBA3U
C BOJIIOLIMEN KJIMHUYECKOTO TeYEHMsT 3a00IeBa-
HUA U pacuirpeHueM ero guddepeHIuaaibHO-IH-
arHocTh4YecKoro crnekTpa [1,3,7]. 3HauuTenbHOe
cHibKeHuMe 3ab6omeBaemMocTy OPJI B 60JIbLUIMHCTBE
CTpaH IPUBOJUT K TUIIOAUATHOCTUKE U YBeJI4de-
HUIO MPOIEHTA OUIMOOYHBIX ANMArHo30B. Hampo-
TUB, CyIIECTBYIOT CTPaHbl U OTJeJbHbIE TeppU-
TOPHUU C BBICOKOM pacmpocTpaHeHHOcTbio OPJI
(cTpaHBI ¢ HU3KUM ypPOBHEM 3KOHOMHYECKOTO
pasBUTHA, KOpeHHOe HacejeHUe ABCTpaauu,
Oumxu, HoBoit 3enanauu, IHauM), rae Hanbo-
Jlee OTYETIMBO IIPOSABWINCH COBpeMEHHEBIE OCO-
6erHocTH OPJI. DTO MPUBENO K HEOOXOAMMOCTH
MozaudUKaIuu UCTOPUYECKUX KpuTtepueB Kuce-

Tabauia

Bosbiine Kpurepumn

Masble KpUTEpUH

JlaHHbIe, TOATBEepKAaIoIe

NpeJLIeCTBYIOLIYIO A-CTPENnTOo-
KOKKOBYIO HH()EKIINIO

m Kapgut Kinnu- m ApTpairuu
B [TomuapTpur JeckKue: B Jluxopazaka
m Xopes

[ | KOﬁbueBHAHaﬂ ]]a6opa—'

spuTeMa TOPHBIE:

B [logxosxHBIE pesma- I/IHCprMeH—

TUYECKHE y3ETKN TaJbHbIE: Ha KT

m TIpUsHaKU MUTPAIbHON
U/WIN a0pTaJbHOU perypru-
Tauyu npu Jonmiep-OxoKI

m [loBbieHre ocTpodasHbIX
nokasartesneii: CO3, CPb

B YanvHeHMe UHTepBasia PR

m [TosuTuBHasA A—CTPENTOKOK-
KOBas KyJIbTypa, BblJeJIeHHasa
U3 3€Ba, WIN IOJ0XUTEeNIbHbIN
pe3y/bTaT TecTa GBICTPOrO OIpe-
ZielleHUsA A-CTPEeNTOKOKKOBOT'O
AHTUTeHa

m [ToBbIII€HHbIE WK BO3-
pacraroliye TUTPHI IPOTHUBO-
CTPENTOKOKKOBBIX aHTUTE
(anTHCTpenTONMU3NH-O, aHTHAE-
30KcHpHUOOHYyKIeas3a B)

Ipumeuanue. Hanuuue 08yx 60bwux wit 00H020 6061020 U 08X MAIbLX KPUMepUes8 8 COUeMAaHUU ¢ ICCEHYUATb-
HbIM Kpumepuem — cgudemenibcmaom npedutecmayroujeti A-cmpenmokokkoseoll uH@ekyuu — no3eosisem nocmasums

duazno3 «OPJI».
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5—/I>KOHCa, TpeX/e BCEro B OTHOUIEHUU KJIU-

HUYeCKOU XapaKTepPUCTUKU CyCTaBHOT'O CUH/PO-

Mma [8].

PeBMaTuueckuil IoJUapTPUT HapAAy C peBMa-

TUYECKUM KapAUTOM OCTAIOTCSA BEAYIIVMMU KJIU-

HU4YeckuMu IpossaeHuaMu OPJI (33—66% u

50—91% cootBeTcTBeHHO) [1,3,7—10]. Kiac-

CcUYecKoe ONMCaHUe CyCTaBHOI'O CUHApPOMa IIpU

OPJI: MUTPUPYIOUINH MOJUAPTPUT C ITOPAKEHU-

€M KpPYIIHBIX U CPeJHUX CyCTaBOB — KOJIEHHBIX,

TOJIEHOCTOITHBIX, JIOKTEBBIX, Jy4e3alsCTHbIX —

6e3 ¢popmupoBaHusa AepopManuii U ¢ GBICTPOIL

TIOJIOXKUTENBHOM JUHAMUKOM Ha QoHe mpruema

HEeCTEepPOUJHBIX IPOTHBOBOCIAJUTENbHBIX IIpe-

mapatoB (HIIBII). /IUTeNbHOCTh TEeYEHHSA ap-

TpuTa 6e3 crenuduIecKoro JedyeHus orpaHmde-

Ha ¥ MPOJOJDKAETCSA B CPeHEM OKOJIO 4 HeJemb

[3,8]. [TlopaxkeHHe MeNKUX CycTaBOB KUCTeH U

CTOII, CyCTaBOB IIO3BOHOYHHMKA BCTPEYAEeTCA 3HA-

YUTETBHO PEXKe, YeM IIpU JPYTUX 3a60JIeBaHUAX

cyctaBoB [8]. ComracHO oc/iefTHUM peKOMeH/a-

muamMu American Heart Association, B KauecTBe
6onpuioro kpurepus OPJI MoryT paccMmaTpu-

BaThCA acCelTUYEeCKWil MOHOApTPUT U IoJauap-

Tpanruu [7—10]. Y geTell c peBMaTH4eCKUM IT0-

JIUapTPUTOM, II0 HAIIWMM JAaHHBIM, OTMedaloTcsa

apTPUTHL U apTPaITUU MEJKHUX CYCTaBOB CTOII

(20%), kucreii (16%) u 6011 B MOSCHUYHO-Kpe-

CTIIOBOM OTZieJie mo3BOHOYHHKaA (16%) [1]. Ta-

KOI XapakTep cycTaBHOro cunzpoMa npu OPJI

npexze Bcero TpebyeT WUCKIIOYEHUS IOBEHWIb-

HOTo uauonatudeckoro aprpura (IOMA).

Jna guarHoctuku IOVIA daiie Bcero MCIOb3Y-

IOT AVarHOCTUYeCcKHe KpuTepuu AMepuKaHCKOM

PEeBMAaTOJIOTMYECKON acCOIUAIIVN:

® Hayasio 3a00yieBaHUA 0 AOCTIIKEHUsS 16-1eT-
HEro BO3pacTa;

@ TIopaXkeHUe OJHOTO U 6ojiee CyCTaBOB, Xapak-
Tepuayrolleecs MIPUITYXJIOCTHIO /BEIITOTOM
160 uMelolee KaK MUHUMYM /ZIBa U3 CIIEAYIO-
LIMX TIPU3HAKOB: orpaHuveHre GyHKIUU, 6O-
JIeBHEHHOCTb IIpU Majbllalli{, IIOBBIIIEHUE
MeCTHOU TeMIlepaTyphl;

@ /UINTEeNbHOCTh CyCTaBHBIX M3MEHEHUI He Me-
Hee 6 Heeb;

@ VCKJIIOYEHHE JPYyTUX peBMaThYecKux 3aboie-
BaHui [11].

Jlokasuzanyua U paclpocTpaHeHue I1aTOJIOrU-

YecKoro Tmpoliecca 3aBUCUT OT ¢opmbl FOUA.

OO6ImKMY PU3HAKaMU SBJISAIOTCA: CTOHKOE Ipo-
rpeccupymolllee IOpa)KeHWE CyCTaBOB, INPUBO-
asamiee K gebopmaiinu, pa3BUTHIO KOHTPAKTYP,
CyCTaBHOUM CHHPOM CONPOBOXKJAAETCS YTPEeH-
HeW CKOBAHHOCTBIO, YACTO MOPAKAKOTCA MEJIKUeE
cycTaBbl KHCTeH, CTOI, LIeUHBIN OTZAesN I03BO-
HOYHUKA.

IIpuBOAMM KJIMHUYECKOEe HAOMI0ZeHHe Majb-
yuka T., 5 seT, moctynusuiero B Mopo30BCKyIO
JETCKYI0 TOPOJCKYI0 KJIMHHYECKYIO OOJbHUILY
(MAT'KB) 24.04.15 ¢ HanpaBIgONM JUarH030M:
OUA.

W3 amamHe3a 3abosieBaHMA W3BECTHO, YTO C
01.04.15 mosBMUIMCH >Kaao0bl Ha 6O M CKO-
BaHHOCTb B KOJIEHHBIX CyCTaBax, cjabocTb B
HIWDKHUX KOHEYHOCTSX, HapylleHWe IOXOAKU.
JlaHHBIX 32 NPeAIIeCTBYIONYI0 HOCOIJIOTOYHYIO
uHbekuuio HeT. Yepe3 HeAeNI0 MPUCOEAUHU-
auch 60JM B KHUCTSX, CTOIlax, 00JIe3HEHHOCTD
IIPU TIOIBITKE CECTh Ha KOPTOYKH. [10 JaHHBIM
9x0KT' ot 02.04.16: cTBOPKU KJIallaHOB cepAlia
He M3MeHEHBI, OTMeYaeTCs IOBBIIIeHHAas IOJ-
BIDKHOCTb IlepeiHell CTBOPKUM MHUTPaJbHOI'O
knamana (MK), ¢usuosoruyeckass peryprura-
uud Ha MK u TpukycnuzajibHOM KiallaHe, JO-
MOJTHUTeNbHAsT TpabeKysa JIEBOTO JKelayZouKa
(JDXK). 09.04.15 KOHCY/JIBTHPOBaH OPTOIELOM:
o JaHHBIM Y3 KOJIEHHBIX CyCTaBOB IATOJIO-
TUYEeCKUX HM3MEHEHWU He BBISIBJIEHO. B aHa-
JI3e KPOBU OTMeYaJIoCh IIOBBHILIEHHE YPOBHA
C-peakTtuBHoro 6enka (CPB), aHTUCTpENTOIH-
3uHa-O (ACJIO) 568 ME/n. KOHCy/nbTHPOBaH
KapauoJsiorom, 3amnozospera OPJI. [Toaxydan Hy-
podeH ¢ yMepeHHBIM MOJOXKUTENbHBIM 3 dek-
TOM B BHJZle YMeHbIIeHNs 60JIeBOr0 CUHApPOMA.
TocnuTaIM3upPOBaH C LEIbI0 006C/Ie0BaHUA U
onpezeneHusa JalbHelliell TepalneBTUYECKOU
TaKTUKU.

13 aHamHe3a KU3HU WU3BECTHO, YTO pebGEHOK
oT Il GepeMeHHOCTH, IIPOTeKaBIIeil ¢ yrpo3oit
npepeiBaHua Bo II Tpumectpe. Pogel II, cBoe-
BpeMeHHble, caMOCTosATe/JbHBIe. Macca Tesna
npu poxzaeHuu 4200 r, giuHa 55 cM. PaHHee
dusnveckoe U MCUXOMOTOPHOE pa3BUTHE IO
Bo3pacty. /I3 mepeHeceHHBIX 3abojeBaHUN —
OPBU, xpoHUYeCKHU aZeHOUAUT (aZeHOUBI
II—III cTennenu), auruHE oTpuliaeT. CeMelHBIM
aHaMHe3: OTATOlIeH 10 JIOP-NIaTOJOTUM: y OTLia
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¥ 6a6yIIKY 110 OTI[OBCKOM JIMHUU — XPOHUYE-
CKUU raiiMoput, aZeHouzuT. MaTh u cTapmui
6paT 3ZI0pOBHI.

IIpu mocTyruieHUu COCTOsIHME pebeHKa cpefHel
TsorectH. Temneparypa Tena 36,6 °C. YKano6bl Ha
601 B CycTaBax, HapylleHVe TMOXOAKU. KoxxHbie
TIOKPOBHI OjieZiHBIE, YUCTHIE, CyXUe, LIeMyIlIeHre
HaZ 00acThI0 T'OJEHOCTOITHBIX CycTaBoB. Karta-
paJbHBIX SABJAeHUN HeT. JlumbaTUdecKue Y3Jbl
He yBenmueHbl. CyCTaBHOM CUHPOM: BBIpaXKEH-
HBI TIOJIMAPTPUT C OrpPaHUYEeHHEeM JBVIKEeHUH
B IUIEYEBHIX, JIy4e3aIlICTHBIX, IACTHO-paIaHro-
BBIX, T'OJICHOCTOITHBIX CyCTaBax, LIEWHOM OTZe-
Jle TI03BOHOYHUKA, OTpaHUYEHVE pa3BeleHUs B
Ta300eJpeHHBIX CycTaBax, Aeduryparus 3a cueT
oTeKa B 001aCTU MPOKCUMAaIbHBIX MeXxdanaHro-
BBIX CyCTaBax KHCTeN, OTeK, IOBBIIIEHUE MECT-
HOH TeMmmepaTrypbl B O0JacTH TOJEHOCTOITHBIX
cycraBoB. Hazi 061acThio JIEBOTO T'OJIEHOCTOITHO-
ro cycraBa u Haz II—III msacTHO-daTaHTOBEIMU
U MeXX(daTaHTOBBIMU CycTaBaMU TPaBOM KUCTHU
OTIpeZIeSIIOTC  Y3€JIKM pa3MepoM 3—5 MM
(peBMmaTmyeckue/peBMaTouzinble) (puc. 1 A, B).
Tloxoaxa HapylleHa. B jlerkux AbIxaHUEe BE3UKY-
JIIPHOE, XPUIIbI HE BBICTYIIUBAIOTCA. [IepKyTOPHO
TpaHUIIBI CEpALIA PaCIIVPEHE! BeBO. TOHBI cepaa
TIPUITYIIEHE], PUTMAYHBIE, IYIOUUN CUCTOIIYe-
CKUY LIYM Ha BEPXYILIKE, IPOBOASALIUIC BJIEBO.
Oppiinku, Taxukapgauu Het (Y471 19 /mun, YCC 98/
MUH). YKUBOT MATKHUii, 6e3601e3HeHHbIH. [leueHb
y Kpast pebepHO#1 AyTH, ceie3eHKa He MaJbIIupy-
ercs. PusnonoruyecKye OTIPaBIEHNA B HOPME.

A

B o6meM aHamu3e KPOBH IPU INOCTYIUIEHUM:
Hb 112 r/n, nefixoruter 10,17 x 10°/1, dopmy-
Jia KpoBU 6e3 uaMeHeHuit (/s 1%, c/sa 49%,
141%, 3 1%, M 8%), BeIpakeHHasA BOCIIaIUTEIb-
HadA aKTUBHOCTB B BU/le yckopeHUa COD 82 MM/4
(wopma zo 15 MM/4). B obuieM aHamu3e MOYU
6e3 MaToJOrHYeCKUX U3MEeHEHUH. B GroXuMmye-
CKOM aHajiu3e KpOBU: AUCIpOoTenHeMHUs (OTHO-
cuTebHasg runoanbbymuHemus 48,4% (Hopma
55,8—66,1%), mnoBbllleHHEe YpoOBHA ol-m1o6y-
nuHOB 8,4% (HopMma 2,9—4,9%), o2-m1o6yiu-
HoB 15,2% (HopM™ma 7,1—11,8%)), y-I106y/IUHEI B
HopMe 15% (Hopma 11,1—20,8%); yBenmdeHue
ypoBH4A IgA 343 mr/an (Hopma 22—119 mr/an),
yMepeHHoe noBeimeHre CPB 0,019 r/a (Hopma
o 0,005 r/mn). Kapaguomapkepsl (JIAI, KOK) u
TpaHCaMUHAa3bl B Ipejiesiax HOpMbI. PeBMaTOM-
Hel# dpakrop 1,6 ME/mn (HopMma g0 14 ME/mi).
Ob6pamjaer BHMMaHWEe 3HAYUTENbHOE IIOBHIIIE-
HHEe MapKepa CTPENTOKOKKOBON WHpEKIUU —
ACJIO 1206 ME/n (HopMma zo 150 ME/x).

IIpu Y3 KOJIEHHBIX CyCTaBOB: dXOrpadudecKre
TMPU3HAaKU HE3HAUYUTETbHOT'O CKOIUIEHUS OZHO-
POZHOT0 XUJIKOCTHOT'O KOMIIOHEHTA B IPOEKIINU
JIEBOT'O KOJIEHHOTO CyCTaBa.

Ha peHTreHorpamMme CycTaBOB KHCTeii: CyC-
TaBHBIE ITOBEPXHOCTU KOHIPYSHTHEBI, OTMeYa-
IOTCA eJWHUYHble KUCTOBUJHBIE pa3psaKeHUA
KOCTHO TKaHU B 06JIaCTU CYyCTaBHBIX TIOBEPXHO-
creii. CycTaBHBIe 1leJId paBHOMEpPHBIE, Cy:KeHUM
ZIOCTOBEPHO He BBIsABIeHO. KocTHO-TpaBMarmye-
CKUX U [IeCTPYKTUBHBIX U3MEHEeHUU He BbIABJIe-

B

Puc. 1. A, B. Peesmamuueckue/peemamoudHsle y3eaku y nayuenma (O6ssicHeHue 8 mekcme)
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HO. PeHTreHosorndeckass KapTUHA peBMAaTOUZ-
Horo apTpura 1 cT. (puc. 2).

Ha PEHTTeHOorpaMmMe TroOJIEHOCTOIIHBIX CyCTaBOB:
aTOJIOTUYECKUX U3MEHEHUH HEe BhHISABJIEHO.

Ha PEHTTreHOorpaMMe OpraHoB I'Pyﬁ[HOﬁ KJIETKH:
O4YaroBBIX U MHQWIBTPATUBHEBIX TeHell HeT. Kap-
AWOTOpaKaibHBIM mHAeKC 0,54 (Hopma g0 0,5)
(puc. 3).

o sanHBIM Y3U GprowmHoii nosoctu OT 24.04.15:
axorpaduyeckue MpU3HAKU Me3aZeHUTa, AUd-
by3HBIX M3MEHEHUI TO/KeTyA0YHOM JKeJle3bl,
YBeJIWYEHUsI pa3MePOB IledyeHU 6e3 M3MeHEeHUs
5XOCTPYKTYPHI.

IToceB KpOBY Ha FEMOKY/IBTYpPy: POCTa HeT.

Ha DKI': cuHycoBas apuUTMUA. YJJIWHEHUE WH-
tepBazia PR 0,16 mc mpu YCC 92—100/MuH. 3a-
MeZJIeHVe TIpe/CePAHO-KeTyA0YKOBOTO IpOBe-
ZeHud. Hemb3a UCKIIIOUUTE HArpy3Ky Ha IpaBoe
npeacepzave. HopmasbHOE MONOKEHUE DJIEKTPU-
yeckoi ocu cepaua (puc. 4).

Ha DxoKI' or 24.04.15: ymepeHHasa JguaaTalya
JDK. Koneunslii auacronudeckuii pasmep (KZIP)
JDK 44 mm (mopma 32—40 mm). KoHeuHbBINH
cucronndeckuii pasmep (KCP) JDK 27 mm. Ppak-
s Beiopoca (PB) coxpaneHa 67% (Hopma 60Jb-
me 60%). CtBopku MK ToHKUe, IOABIKHOCTH
3aJHel OrpaHWYeHa 3a CYET YKOPOYEHUs XOpPZ
(B cucrony 3aZHAA CTBOpKa 3aXOAWUT Ha Iiepej-
HIOIO), BbIpQKeHHAsA MUTpPAIbHASA perypruTalus
3+ (HopmMma g0 1+). CTBOPKU aOpTa/IbHOTO KJIama-
Ha (AoK) TOHKUe, IOABWKHbIE, aCHUMMEeTPUYHEIE

Puc. 2. PenmeeHozpamma cycmasos kucmeti manvuuka T.,
5 nem (06sacHeHus 8 mekcme)

(;1eBas Gosblile MpaBoOi U 3aAHel), nmposarc AoK
1 cT., mporubaeTcs B CUCTOJY Ha 5 MM, peryprura-
ys 2+ HEeHTPATBHO U 110 JIEBOM KOMUCCYPe.

IIpu ob6cnenoBanuu B guHamuke Ha JDXoKI co-
XPaHAIOTCA BbIABJIEHHbIE U3MEHEHUA.
KoHcynbraiusa jop-Bpada: XxpOHUYeCKUN aleHo-
WUJUT, XPOHUYECKUH TOH3WUIUT, AeKOMIIEHCHPO-
BaHHas popmMa.

Koncynpranusa odranabpMosiora: IaTOJIOIAYECKUe
U3MeHEeHUA OTCYTCTBYIOT.

Koncynbranus kapguosora: y pebeHKa c cyc-
TaBHBIM CHUHZPOMOM: IIOJHMAPTPUT C IOpaxKe-
HHEM MEJIKUX U KPYIHBIX CyCTaBOB, C DKCCyZa-
TUBHO-TIPONGEPATUBHEIMU  U3MEHEHUAMU B
TedyeHUe MecAlla, IpU IOCTYIUIGHHUU BIIEPBBHIE
BBIABJIEHBl KJIWHHWYECKWEe U HHCTPYMEHTaJIb-
Hble U3MeHeHUA: HegoctaTodyHocTh MK u AoK,
yanuHeHUe uHTepBasa PR. B anamusax kpoBu
OTMedaeTcsa I'yMopalbHasA aKTUBHOCTb U Hapac-
taromue 3HadyeHuss ACJIO y pebeHKa ¢ aZleHOU-
autoM Ha QoHe runeprpodUU HOCOIIIOTOYHOM
MUHZAIUHBEL. Hanudue AByX OONBLUINX KPUTEPU-
eB (KapZUT, apTPUT) B COYETAHUU C IPU3HAKAMU
CTPENTOKOKKOBOM MHGEKINN MO3BOJISIET MOCTa-
BUTB Auaruos: «OPJI: s5HAOMHUOKapAUT C ITopake-
HueM MK u AoK, noinapTpurt, HeJOCTaTOYHOCTb
kpoBoo6pamenusa (HK) I—IIA cT.». C uejbio uc-
KJII0UeHUsT HPEKIVOHHOTO dHAOKapAUTa ObUIa
B34Ta KPOBb Ha CTEPUIbHOCTb.

KoHncynpranusa pesmarosnora: y pebeHka ObI-
CTPO TMPOTPECCUPYIOUIUIN CYCTaBHOU CHUHAPOM

Puc. 3. Penmeenozpamma op2anog epyOHOlL KaemKu Maib-
yuka T, 5 nem (06%scHeHUs 8 mekcme).
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Puc. 4. KT nayuenma T, 5 nem (06ssicHeHus 8 mekcme)

c 60JIEBBIMH KOHTPAKTYpaMU, 3KCCYZATUBHHI-
MU u3MeHeHUAMU. OTMeuaeTcsd TeHepaiuso-
BaHHBIM [TOUAPTPUT C MIOpakeHueM IIeifHoro
OoTZesia TO3BOHOYHUKA, Y3€JKU HaJl CycTaBaMU,
HaloMUHaloUie peBMaTOUAHblE WIW peBMa-
TUYecKue, yMepeHHasa auMmdoazeHomnaTusa. [1o
AaHHBIM Y3U cycTaBOB — NpHU3HAKW CUHOBU-
Ta. [IpU3HAKU CTOWKOrO NOpa)KeHUsA CycTa-
BOB He IO3BOJIAIOT UCKI0YUTh IOVA, cucTeM-
HBIM BapuaHT C mpeobiajaHueM CyCTaBHOTO

cUHApOMA.
PebGeHKy ObUla Ha3HAYeHa Tepanusa: aHTHUOAK-
TepuajbHble  Ipenaparsl  (aMOKCHLMJUINH-

+cynbbakTam (Tpudamoxc) mo 350 mr x 3 p/a
10 gHeili, ¢ mepexoZoM Ha OUUWIIMH-5 IO
600 Tric. Ex B/M), HIIBII (auxnodpenax (Boib-
TapeH) 1o 25 Mr x 3 p/4 — 7 AHeil). YuuTsiBaa
peBMaTHYECKUA SHIOMHUOKAPAUT C IIOpaxke-
HUeM [BYyX KJallaHOB M BBIpa)XEHHBIN CyCTaB-
HOW  CHHJPOM, IJIFOKOKOPTHUKOCTEPOUAHBIE
ropmoHbl (I'KC), 6bUIM Ha3HAYeHHl B peXUME
myJibCc-Tepanuy (MeTWINPeAHU30JOH (MeTHu-
npex) o 250 mr B/B — 2 fHA, 3aTeM I1o 125 mr
B/B — 2 1HA, 3aTeM 110 62,5 Mr B/B — 1 JeHb
+ MeTwinpeAZHU30NAH (Metunpezn) mo 10 wmr
BHYTPb — 8 [JHEH C MOCIeAYIIMUM ITOCTElNeH-

HBIM cHIXKeHUeM). C nesblo jedeHusa HK: auy-
petuku (dypocemuz 0,7 MI /KT, CIUPOHOTAKTOH
(BepommnupoH) 1 Mr/kr), Kantonpui (KanoTeH)
1 mr/xr.

[TonoxxuTenbHad JAWHAMUKA CYCTaBHOI'O CHUH-
JpoMa U HCYe3HOBEHUEe peBMaTU4YeCKHUX y3ell-
KOB OBLIM OTMeYeHBI mocje HasHadeHus I'KC.
Ha ¢oHe xomIiekcHOH Tepamuu npusHaku HK
YMEHBUIWINCE, 110 JaHHBIM JXOKI' — mpakTuue-
cku 6e3 AuHaMuKu. 1o 1a60paTOPHBIM AaHHBIM,
"HopManusanua CO3 8 mm/4, CPb 0,001 r/n
(1opma o 0,005 r/n) u cHIKeHHe ypoBHA ACJIO
Zo 909 ME/n (Hopma o 150 ME /).

PebGeHOK BBHIIIMCAH B YAOBIETBOPUTEIHHOM CO-
CTOAHUU C COXpaHEHHEM YMePEHHO BhIpaKeH-
HOT'O CYCTaBHOTO CHHZpPOMA B BUJE YMEPEHHOM
Jeburypanuy TpaBOTO KOJIEHHOrO CyCTaBa U
fba/utoTaliy  HAJKOJEHHUKA. PeKOMeHZaIuu
TIpY BHIIHCKe: 6UIUIUH-5 o 600 Teic. Ex 1 pa3
B 3 HeZileW B/M, METWINIPEIHU30IH (MeTHUIIpe)
110 9 MI BHYTPb C IIOCTEIIeHHBIM CHI)KEHHUEM; Me-
JokcrkaM (moBasnuc) no 2,0 i — 1 p/z; npo-
AomxuTh Tepanuio HK.

IIpu KOHTPOJBHOM OOCIeAOBaHUU uyepe3 3 He-
Jenu COXpaHseTcd YMepeHHOe OorpaHHuYeHue
MaKCHUMAJIbHBIX JBIKEHUN B IUIEYEBBIX CyCTa-
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Bax, ABKEHUA B APYTUX CycTaBax — B IIOJHOM
obbeme. CoxpaHAeTCA CUCTOJIMYECKUH IIyM
MUTPaJIbHOM HEJOCTAaTOYHOCTH, TOHBI cepAla
3By4Hble. OABINIKY, TAXUKApAUU HeT. 1o Apyrum
opraHaMm — 6e3 auHaMukH. [Ipu 1a6opaTopHOM
WCC/IeIOBAHUM: B OOIIEeM aHaln3e KPOBU —
TIpU3HAKU BOCHAJIUTENbHBIX W3MEHEeHUH OT-
CYTCTBYIOT, B OHOXMMHMYECKOM aHajgu3e Kpo-
BU — cHIpkeHue ypoBHA ACJIO o 441 ME/mn
(zopMma zo 150 ME /M), ymMepeHHOe MOBHILIIeHe
IgA 172 mr/gn (Hopma 22—119 wmr/an), CPB,
PO, KO®K, JIAT, TpaHcaMMHa3bl — B IIpefesax
HOPMBHI.

Ilo JaHHBIM XOJITEPOBCKOTO MOHUTOPHUPOBAHHUSA
OKI': yMepeHHO BBIpa)KEHHasA CHHycOBas apuT-
mud, ¢ YCC 64—185/MuH. 3aperucTpupoBaHO
2 3MKU30/[a CUHOATPHUAIBLHOMN 6JI0Kabl 2 CTEITEHN
2 tuna. [lo ganHelM Ox0KI': coxpaHdaeTca yMme-
peHnHan awiatanus JUK 10 45 MM, peryprurauusa
Ha MK ymensmmiacs o 2+, Ha AoK yMeHbIIN-
J1ach 70 1+.

Ha doHe cHIXeHNA 703bI METHUIIIPESHNU30I0HA
(meTunpega) yepes 1,5 Mecsna mocse BBITUCKU
y MasIb4MKa MOABWINCH JXKaJI00Bl HA PaCTOPMO-
JKEHHOCTb, BBIUypHBIE JABIVDKEHUs, HapylleHUe
peuu ¥ KOOopAVHAaIUU AB>XeHUH. IIpu ocMoTpe:
COCTOsIHVE cpeAHeld TsxecTu. TeMmIepaTypa
Tena 36,6 °C. KoxxHble TOKPOBHI 6y1eJHO-PO30-
BBI€, CBINIY HeT. CycTaBhbl BHEIIHE HEe U3MEHEHHI,
aKTUBHBIe U IIaCCUBHBIE [BIKEHHUA B IOJHOM
obbeMe. HeKOHTpoOJIHpYyeEMbIE JBIKEHUA KO-
HeYHOCTel Mo TUIy TUIepKHHe30B. Peub cMma-
3aHHasi, HapylleHue II04YepKa, B no3e Pombepra
HeyCTONYMB, IIaTKas MOXOAKa. B jerkux Besu-
KyJApHOe JbIXaHWe, XpUIloB HeT. TOHHI cepzLa
rpoOMKHEe, PUTMUYHBIE, AYIOUIUM CHCTOINYe-
CKUI IIyM Ha Bepxyluke. [TeyeHb, ceile3eHKa He
YBeJIUYEHHI.

PeGeHOK KOHCYJBTHPOBAaH HEBPOJOrOoM: IIpU
OCMOTpEe B CO3HAaHUM, pacTOpPMOXkeH. MeHUH-
reajJbHBIX 3HAaKOB HeT. YepemHO-MO3rOBHIE
HEpPBBI: TPEMOP A3bIKa. MBINIEeYHBIN TOHYC CHU-
)keH D = S. CyxoxwibHble pedeKChl KUBBIE
D = S. B no3e Pombepra HEyCTOMYMUB 3a CUET
TUnepKuHe30B. JluarHos: «peBMaTH4YecKas
xXopes».

B o6111eM aHaIM3€e KPOBU M MOYH — (€3 IIaTOJIOTU-
YecKMX M3MeHeHMH. Ma3ok u3 3eBa Ha ¢iopy —
TaTOTeHHblE CTPENTOKOKKH He OOHapy’KEeHHI.

B GHOXMMHYECKOM aHaJInu3e KpOBH: OTME€YaETCA
yMepeHHoe noBbinieHre ACJIO 222 ME /1 (Hopma
fo 150 ME/n) u yBenmdyeHue YpoBHA IgA
177 mr/an (Hopma 22—119 mr/g). OcTanabHbie
ToKasareyu B Ipezenax HopMmbel. MPT rosmosHoro
Mo3Ta: NaTOJOTUYeCKUX H3MEeHEHHWU He BBIAB-
JIEHO.

[loBropHO HasHaueHnnl ['KC (mpezHN3070H
B fo3e 1 mr/kr/cyr — 15 gHell c¢ mociexyro-
UM [OCTEIeHHbIM CHIDKEHHEM), IIOBTOD-
HBIII KypC aHTHUOAaKTepHaJbHBIX IIpPernaparoB
(amokcHIWLINHcynbbakTaM (TpudaMokc) o
350 mr x 3 p/a 14 pHeili, ¢ mpojonKeHUEM Ou-
mwutnHonpobmiakTuku u Tepanuu HK. [l e-
4YeHUs Xopeu: KapbamaszenuH, GeHUuGyT.

TIpu KOHTPOJILHOM 06 cIeJOBaHUH Yepe3 2 MecsAIa
Yy MaJbuMKa OTCYTCTBYIOT CYCTaBHOM U I'MIIEPKU-
HeTHU4eCKUH CHHAPOMBI, cOXpaHfAeTca HeJoCTa-
TouHOoCTh MK 2 cT., HegoctaTrouHocTh AOK 1 cT.

TakuM o6pa3oM, MOSBJIEHUE THIIEPKUHETHYe-
CKOrO CHMHZpoMa uepe3 2,5 MecAna oT AebroTa
aptpuTa y pebeHka ¢ HeZocTaTouHoCcThio MK 1
AoK Ha poHe MMMYHOJIOTMYECKUX IPU3HAKOB
CTPENTOKOKKOBOW MH(MEKIUU CTalo HEOCIOPU-
MBIM loKa3aTeabCcTBOM TedeHusa OPJI: apzomuo-
KapauT ¢ nopaxxeHueM MK u AoK, rmonunapTpur,
xopes. HK IIA. CoxpaHeHue uyepe3 6 mecdAleB
mocjie Havasa 3aboJeBaHUs MPU3HAKOB HeZO-
cratoyHoct MK u AoK cBuzerenncTByeT 06
ucxoze OPJI B XpOHUYECKYI0 PEBMAaTHUYECKYIO
6oJye3Hb cepzla.

Oco6eHHOCTBIO JAHHOTO KJIMHUYECKOTO HabJIo-
JeHUsA HapsaAy C IOJMCHUHAPOMHOCTBIO KJIWHU-
YeCcKUX IpOABJIEHUN, BBIPAKEHHOH BOCIIAIU-
TeJIbHO-TIPOIN(EpPaTUBHONR  aKTUBHOCTBIO  C
o6pa3oBaHHUEM pPeBMaTHYECKUX Y3€JIKOB B Jle-
610Te, ABJAETCA XapaKTep IOJUAPTPUTA: JJIU-
TeJbHOCTh Oosblile 3 Hegenb Ha ¢one HIIBII,
BBIDQKEHHBIE KCCYAATUBHBIE U3MeHeHUs, Gop-
MHpOBaHUe OGOJIEBBIX KOHTPAKTYp, HMOpaKeHHe
IeHHOro oTAesla IMO3BOHOYHMKA M MEIKHUX Cy-
CTaBOB KHUCTeH ¢ IT0sABJIIeHNEeM KUCTOBUAHBIX Pas-
PSKEHUH KOCTHOM TKaHM B 00JIaCTU CyCTaBHBIX
TIOBepXHOCTEH.

JlaHHOe KJIMHWYecKoe HabiogeHue eMOHCTPU-
PYeT TPYAHOCTH B IpOBeZeHNH AruddepeHIIab-
HoM amarHocTuku OPJI ¥ NONMMapTUKYIAPHOTO
BapuaHra IOVA. B
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OcTpsiii riIoMepyJIoHe(ppuUT

y 00JIbHOM C HAYaJIbHBIMU
MPOsIBJIEHUSIMM TUA0E THUECKOM
HedponaTumn

JIeBaHUA NMOYeK y OOJMBHOTO ca- JAPYroil 4YeloBeK, He 3aCTPaxOBaH OT BO3MOXK-
xapHbIM auaberom (C/I) MBICAIP HOCTH pa3BUTUA HedpollaTHUW WHOTO TeHe3a.
Bpaua B IIEPBYI0 odepesb HampamieHa Ha Bo3- Juddepenunanpuas guarnoctuka JJH u Hegua-
MOXXHOCTb pasBUTHUA AuabeTndeckoil Hedpoma- OeTudyeckux HedpoOIMATUN SIBIAETCA aKTyaJlbHOMN

Hpn HaJIWM4YUKM CcUMITOMOB 3a6o- Ttuu (JH). OaHako 6oiabHOM ¢ C/I, KaK U JI1060H
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3a/1avei, MOCKOIBbKY, C OZHOU CTOPOHBI, IPUCOe-
JVHEeHVeEe KOHKYPHPYIOLIETo 3a60/1eBaHUA MOXKET
YCKOpPUTh IporpeccupoBanue [IH, u, ¢ Apyrou
CTOpOHBI, HeAiabeT4yecKas HeppomaTHa MOXKeT
Tpe6OoBaTh NPUHIMIINAIBHO WUHON TaKTUKH JIe-
yeHUs. BO3MOXXHOCTb pa3BUTHSA ITIOMePYIOHed-
puta y 6ospHBEIX C/l HEOZHOKDATHO OTMeYeHa
pasIWYHBIMM aBTOpaMU IIpaKTUYeCKH BO BceX
cTpaHax Mupa. [Ipu 3ToM HeOZHOKPATHO YIIOMU-
Hajach ¥ BO3MOXXHOCTb COYETaHHUA IVIOMepyso-
HedpuTa ¢ suabetuyeckoii HebponaTHeil.
ITockonbky /JIH pasBuBaeTcs, Kak IIpaBWIIO,
y 601bHOTO ¢ AnuTenbHbIM cTakeM CJl U Ha-
JIu4ueM JAPYyTUX COCYAMCTBIX OCJIOXKHEHUU u
XapakTepusyeTcs IIOCTEIIEHHBIM pa3BUTHEM
OT 6ecCHMIOTOMHON MUKPOAJIbOYMUHYPUU O
HedpPOTUYECKOTO CHHZAPOMA, COYETAIOIIEroCs C
TIpU3HaKaMH XPOHHUYECKOM IoYeyHOU HeZoCTa-
TOYHOCTH, oTINuuTh JIH oT rmomepynonedputa
(I'H) no3BOJAIOT cieAyolie KpUTepUuu:
1. Manaa npopomxkuTenbHocTs Cl K MOMEHTY
BBIAB/IeHU HedponaTtuu (MeHee 5 JeT).
2. OTcyTCTBUE IPYTUX COCYAUCTHIX OCIOXKHEHUN
nvabera (B mepByI0 ouepesb PeTUHOIATHH).
3. CMemaHHBIH XapaKTep MOYEBOI'0O CHHZAPOMA
C Hajau4yueM remMaTypuu WU/WiIH JeHKOLUTY-
pun.
4. BBICTpOE HapacTaHUE IPOTENHYPUU WIH ObI-
CTpoe pa3BUTHe HeHPOTUIECKOTO CHHAPOMA.
InomepynoHebpur ¢ He)pUTHUYECKUM CHUH-
ZJPOMOM, B YacCTHOCTH, OCTPBI IIOCTCTPEITO-
KOKKOBBIH mioMmepynoHeppur (OTH), ueTko
ommyaerca oT JH mo cBOMM KIWHUYECKUM U
1abopaTOPHBIM MIPOsIBIEHUAM. [T HEro Xapak-
TepHa He TOJIBKO IPOTeHHypUs (Kak NpaBUIO,
yMepeHHas), HO B IIepBYI0 ouepe/ib BhIpakeHHasd
SpUTPOLUTYPUs (BIUIOTH O MaKpOTeMaTypHH,)
a 4acTo TakKe U OCTPO BO3HUKIINE OTEUHBIN
CUHJPOM U apTepuasibHas rumnepreHsusa (Al).
B mofo6HBIX cCiIydasx NpaBWIbHAsg TPaKTOB-
Ka CUMITOMOB He(dpOIaTUU HE IIPeZACTaBJsgeT
npobiembl. OgHaKo B crydasx pasputus OTH y
6OJIBHOTO ¢ AJMUTENbHO TeKymuM C/l TpaKTOBKa
UMeEIOIUXCA CUMIITOMOB He Bcerza IpeZCcTaBia-
eTcs O4eBUAHOM. DTO WUIIOCTPUPYET IIpUBeJeH-
Has HIDKe ucTtopus 6onesnu gesouku ¢ CZI, TH u
OCTPBIM IJIOMEPYIOHEDPUTOM.
Bukropus I, 13 seT, ctpazaet C/l 1 Tuna c 7-1eT-
Hero Bo3pacra. TeueHuwe guaberta JaGUIbHOE,

JeBOYKa IUIOXO COOJIIoJana pPeKOMEHOBaHHYIO
AVeTy W peXuM, HeOAHOKPATHO IIOCTymajaa B
3HZOKpUuHosorndeckoe otzaenenvne MJTI'KE B
COCTOSIHMM JeKOMIIeHCallul. YPOBeHb IJIHKU-
POBaHHOTO reMoIVIOOMHA 3a BCe ToAbl HaOIIO-
JleHusa He omyckaica Hmxke 11-13% (1pu HoOp-
Me 4-6%), T.e. KoMIeHcanusa guabera ObuIa
HeyZ0BJIeTBOPUTENbHON. B aHaMHe3e HeCKOIbKO
SMU3070B MH(}EKIIMU MOYEBBIX MyTel, KOTOpas
TPOSIBJISIIach OEeCCUMIITTOMHOM JIEHKOIIUTYpHei
u 6akTepuypueil. [Ipu craiimoHapHOM 06Ces0-
BaHUU B 11-7leTHEM BO3pacTe JUarHOCTUPOBaHbI
Takue ocaokHeHus CJI, kak AucTajabHas IIOJHU-
Heliponarus, guabeTndeckas aprponarud. Toraa
’ke OBUIO OTMEYEHO IOsIBJIEHHE HeOOJbIION, HO
crorikoii nporeunypuu (0,045 r/m), u guarHo-
crupoBasa /IH B Ha4aJIbHOHN CTaUH.

B 13 et Ha done OPBU c aBreHusMu dapuH-
ryuTa oTMedeHa JekommeHcanua CJl ¢ KeTO30M.
IIpu mombITKe YBEIWYUTH A03y HHCYJIWHA IIO-
ABWIVCH PacCIpOCTpaHEeHHBIe OTEKH, B CBA3U C
4YeM JeBOYKa ObUIa TOCHUTANIU3UpOBaHa. IIpu
TIOCTYIUIEHU! COCTOSIHHE TSDKesloe, OTMeYasllnch
pacmpocTpaHeHHbIe OTEeKH JIMLIA, HOT, TYJIOBHIIA,
A/l nossitieHo 10 140/100 MM pT. cT. ITpu ocmo-
Tpe BBIABJUIMCH TAKXKe JUNoarpoduu B MecTax
WHBEKINI UHCYINHA, AedopMaliuis roJeHOCTOlI-
HBIX CyCTaBOB, IHoALWiicA mapoHuxuil Ha III
nasiblie IpaBoy pyku. [MimkemMusa HaTomak o 15
MMOJIb/JI, KETOHBI B MOUYe + +. YPOBeHb IIMKU-
poBaHHOro remoriobuHa 13,7%, T.e. KOHTPOJb
guabeTa OBUT HEYZOBIETBOPUTENBHBIM HE TOJb-
KO Ha poHe 3aboseBaHUsA, HO U B MPE/IIECTBYIO-
LW Tepuos.

OTekn ObUIM MEPBOHAYAJIBHO PpACIEHEHBl KakK
UHCyAMHOBBIe. OZHAKO aHaaM3 MOYM IIOKa3as
HaJIN4he He TOJBbKO JOCTAaTOYHO BHIPAYKEHHOU
nporerHypuu (2,7 r/1; cyTodHas noreps 6enka
0,8 rp.), HO TaK)Ke ¥ SPUTPOLUTYPUH 70 40 B 110sIE
3peHuA U abaKTepUaJbHOU JIEMKOLUTYPUU O
30 B moste 3peHus. B obuiem ananuze kposu COD
6bLTa yCKOpeHa 710 28 MM /4. 113 6OXUMIYEeCKUX
CABUTOB MOXKHO OBLIO OTMETHTH IOBBIIIEHHE
6eskoB ocTpoi da3sl BocmaneHusa (CepOMYKOUZ
0,6 ex., raMma-IO6YIUHBL 23%), yMepEHHYIO
runepoubpuHoreHemuto (532 wMr%), MOBBI-
mweHue tutpa ACJI:O go 1:500 u cHmxenue C3
dpakiuu komiuteMeHTa — 42 Mr/an (HopMma
90-180 mr/zu1). A30TOBBIAeIUTENbHAA GYHKIUA
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ToYeK He Hapyllajach (MOYeBHHA 7,5 MMOJb/JI,
KpeaTuHUH 77 MKMOJb/n). OTeYHbI! CUHIPOM
u AT, BO3HUKIIIHE OCTPO nocyie GapuHTuUTa, B CO-
YyeTaHUM CO CMeIIaHHBIM XapaKTepOM MO4YeBOro
CUHZPOMa, a TaK)Xe IOBBILIIEHHE GEIKOB OCTPOM
¢daser Bocmasennsa u tutpa ACJ:O, cHIDKeHUe
C3 KOMIIOHEHTa KOMIUIEMEHTa, KOTOpOe HOCHU-
JI0 O6paTUMBIN XapakTep, MMO3BOJWIN TPAKTO-
BaTh MMeloIytocs HebponaTuio He kak JJH, HO
KaK OCTPBIY IIOCTCTPENTOKOKKOBBIN IVIOMepysI0-
Hedpur.

JleBouke 6bUTa Ha3Ha4YeHa CTAaHJAPTHAs IPU IO-
CTCTpenToKOKkoBoM ['H Tepamusa: GeccoseBas
avera, aHTHbOaKTepuaiabHas Tepamusa, ¢ypoce-
MHJ, TUIOTEH3UBHAsA Tepalus WHIHMOUTOpaMH
ATI®, xypaHTWI BHYTpPb U rellapuH IIOJKOXHO.
Opuaxo Teyenne OI'H GbUIO 3aTSKHBIM, depes
MecAll OTMeYeHO IIOBTOPHOE BO3HHUKHOBEHUE
oTekoB U nosbimieHue A/l 7o 150/90 MM pT.CT.
nociae Inepuojga HopMmaabHoro AJl. YuuTeiBas
nozfo6Hble ocobeHHOCTH Teuenus I'H, obcyxzaa-
JIach BO3MOXKHOCTB IIPOBEZI€HUS OUOIICUY TTOYKU
Ui yTOYHEHHUsI MOpPQOTIOTMYECKOr0 BapHaHTa
I'H u BpIABIEHUA BO3MOXXHBIX IIOKa3aHUM K UM-
MyHOCYTIPECCUBHOH Tepalyy, OJHAKO B CBA3HU C
HajauyyMeM IUIOXO KOMIleHcrupoBaHHoro CJ/l Bo-
npoc o 6uorncuu 611 omiokeH. ObcresoBaHue
yepes MOJroZla U yepes roJ; oKas3asao IoCTelleH-
HOEe pasBUTHE PEMHCCUHU — UCYE3HOBEHHE reMa-
TYPUU U JIEHKOLUTYPUHU, OTCYTCTBHE OTEKOB.
OfHako y eBOYKU COXpaHsUIach jJabwibHast Al
c nogbpemamul Al 1o 150/90 MM pT. CT., He6OIIb-

mas, HO CTo¥Kasa mpoTenHypus (go 100 mr B
CYyTKU). YUUTBHIBAA JJINTEIbHO TEKYIIUN IUIOXO
KOHTposnupyeMbli CJ], Hanudue IOJHHeMpora-
TUM U apTPONATHUM, 3TU CUMIITOMBI OBLTH pac-
LeHeHbl Kak IpoasieHuda JIH, pexkomeHZOBa-
Ha TOCTOAHHAsA Tepanus HHrubmropamu AIID
(ITpectapuym). B TeyeHMe IOC/IeAYIOMINX TPeX
JIeT CyILIeCTBEHHON JUHAMUKU B COCTOSHUU
6GONBHON He OTMEYEeHO, a30TOBBIAETUTENbHAA
JyHKIIMA moYeK ocTaBasach HOpMalbHOU. ITo
JocTiokeHUH 18 JieT manueHTKa GbUTa IepeZaHa
1oz HabJIIoZeHMeE B3POCIIBIX SHAOKPUHOJIOTOB.
[IpencTaBieHHBIN KIMHUYECKUH CITydail HHTepe-
CeH TeM, YTO 37leCb TPaKTOBKa JaHHBIX aHAIN30B
Mouu He GbUTa O4eBUAHON. Hanuuve AMUTENTbHO
TeKyllero IUIOX0 KoMIeHcupoBaHHoro C/I, BHe-
MOYEYHBbIX OCHOXKHEHUH auabera, HeOOJIbIIOH
npoTteuHypuu ¢ ll-1eTHero Bo3pacTa /JaBajio
BO3MOXXHOCTh OOBSICHUTh UMEIOIINECS CUMIITO-
MBI (OTEKU U THIIepTEeH3UI0) IIPOrpeccupoBaHU-
em [JIH. OpHako CMeIIaHHBIM XapaKTep Mode-
BOr'O CHHZpOMa C NpeobialaHeM reMaTypuH,
OCTpO€ BO3HUKHOBEHHE OTEKOB, IMIIEPTEH3UU U
HapacTaHue IPOTeuHypUH Iocjie llepeHeCceHHOM
OPBU rosopuinu, ckopee, B nons3y OI'H. Apry-
MeHTOM B mosb3y OT'H 6bUIO U IIUKJTMYECKOE Te-
4yeHUe 3a060JieBaHUs C PA3BUTHUEM CIIOHTAaHHOM
pemuccuy, ofHaKO He MCKJIIOYeHO, YTO UMEHHO
nanuuue JIH kak poHa A1 pa3BUTHSA [JIOMEPYJIO-
Hedputa 06yciIoBIWIO 3aTsKHOe TedeHre OTH ¢
TIOBTOPHBIM IIOAABJIEHUEM OTEKOB U IIOBTOPHBIM
noBbiieHueM A/l B
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IlepBuuHasg JMM(PAHINIKTAZUA
y neBouku 17 jet

KCCyAaTUBHasA JHTepolaTusA TIH-
MOIIpOTeHEMUYecKas (0311,
KHUIIevyHas MaHTUIKTA3HA,
6ose3nb l'oppoHa) — pezakoe 3abosieBaHue, Xa-
pakTepu3yloleecs pacliMpeHueM JIuMoaTide-
CKUX COCYZOB, IIOBHIIIEHHEM IIPOHHUILIAEMOCTU
KUIIeYHOU CTeHKY, 3HauduTeJbHOM IoTepei
6eJka yepes JKeTyZOYHO-KUIIEeYHBIH TPaKT (1po-
TenHAMapeeir). B cooTBeTcTBUMU ¢ MOpdosOorU-
YecKOW KapTHUHOU JHUMG)aHTUIKTa3UsA TOHKOM
KUIIKY MOXET OBITh MePBUYHOHN (BpOXKAEHHOI)
WIN BTOPUYHOU (mprobpeTeHHOM). [lepBudHas
JIUM}aHTUIKTa3UA TOHKOM KHIIKKA BbIJe/eHa
B OTZEJbHYI0 HO30JOrM4YecKyo $opMy B OT/IU-
yye OT BTOpUYHBIX JJII, BcTpevaromuxca IpyU
Apyrux 3abojieBaHUAX. DNUAEMUOIOTUA HE W3-
y4€Ha; 3TO JOCTAaTOYHO pezakoe 3aboseBaHUE;
B Mupe omnmcaHo okoso 100 ciydaeB. IlepBuu-
Haa uMaHTUaKTa3NuA npoAsadercs B I gexaze
JKU3HU U B 3aBUCHUMOCTH OT TSDKECTH TedeHUs
Auar"Hocrupyercsa B BospacTte oT 10 go 30 jer.
VMeeTcs reHeTHdecKas IIpeJpaclioNoXeHHOCTh
U Hac/leZloBaHUE 10 ayTOCOMHO-JOMHHAHTHOMY
TUITy. MaJIbuUKH U IEBOYKU OOJIEIOT OMTHAKOBO
4acTo. JTHUOJIOTUA He BBIICHEHA, OlpesieJIeHHYO0
pOJIb UTpaeT CeHCHOWIN3alusa, IOPOKU Pa3BU-
THA TUMATUIECKON CUCTEMBL.
ITaTtorenes: ana 3311 xapakTepHa MOBBIILIEHHAA
IoTeps ¢ KaysoM 6eJika, IpudeM He TOJIBKO ITOCTY-
TIAOLIETO C MUIEH, HO U GEIKOB IIa3Mbl KPOBH.
KinmHuueckue IposBleHHA BO3HUKAIOT B BO3-
pacre mo 10 seT, 1o aTOrO 3abojieBaHVe Hepea-
KO IIPOTEKaeT JIATEHTHO, TaK KaK IoTepsa 6eska
KOMITEHCUPYEeTCS YCHIEHUEM GelKOBO-CUHTETHU-
yeckol OYHKIMM IedeHU. JleKoMIleHcanusa Xa-
pakTepu3yeTcs NosBIeHNeM IepudepryecKux 1
TIOJIOCTHBIX OTEKOB, c1abocThio. [Tpy IepBUYHOM
DOII oTeku, Kak IpaBWIO, ABYCTOPOHHUE U CUM-
MeTpU4YHbIe, IPU BTOPUYHOU — COOTBETCTBYIOT
CTODOHE pAacIlOJIOKeHHUA IIpoljecca: HeoIula-
CTHYECKOro, CIlaeK, BOCIAJIeHH:A, MHPMIbTpATa
U T.J.

KJIMHUYECKHWI I[IPUMEP

Pe6Genok: Ixamuiaa M., 05.03.1997 (17 net Ha
MOMEHT NOCTyIUIEHHA B MOpPO30BCKyIO 00JIBb-
Huny 20.05—04.06.2014). [ToCTOSHHO TPOXKHU-
Baert B JlarecTtaHe.

U3 aHamHe3a: pebeHOK OT 3-ii 6epeMeHHOCTH,
3 pozoB (mepBbIii pebeHOK 3Z0pOB, BTOPOH yMep
B Bo3pacTe 4 Mec, JUarHO3 HeWsBecTeH). Bpak
6JIM3KOPOACTBEHHEIN. 113 NepeHeceHHBIX 3a60-
JIeBaHUM: B 4 MeC — OCTPBHIA T'acCTPO3HTEPUT,
B 2 roja — OCTpHIA NHeNoHePUT, aHEMUS, B
5 JleT — BeTpAHadA ocna. AJuleproaHaMHe3 B
3TOM BO3pacTe He ObLI OTATOIIEH. B 7 1eT — 4a-
cThle TOJIOBHBIE 6oiu, cy6debpmiuTeT. B 11 et
HaXOZWIach Ha CTAIlMOHAPHOM JIEYEHUH IO IO-
BOZY BBIABIEHHOU JIOP-TIaTOIOTUY ¢ AUArHO30M
XPOHUYECKUI TpaHyJle3HbIH GapuHTUT, TOH3WI-
JIUT, aJUIeprUYecKuil puHOCUHYcHUT. Takke 6bLia
BBIIBIEHA TaCTPOIHTEPOJIOTHYECKas MaTOJOTHS
pu 06CIeJOBAHUU B OTAENEHUN COOTBETCTBY-
o1ero npodwis B CTalliOHape: XPOHUYECKUM
5PO3UBHO-TEMOpPpAarkuyecKuii  racTpoAyOAeHUT,
€IOHUT, CUHAPOM OWIMapHOH AUCHYHKLINH.
B Bo3pacre 13 jeT B I. PocToBe (B cTanuoHape)
HabioZaeTca ¢ AUArHO30M «JUCOYHKIMA SAUY-
HUKOB IIO THUIly reMopparudeckoil MeTpoppa-
TUY, XPOHUYECKUI aJHEeKCUT ypearula3MeHHOM
3TUOJIOTHHU, MUKpoajeHoMa rumodusa, BCJ,
TUIIepIIPOJaKTUHEMUsA, UHQEKIUA MOYEBBIX IIy-
Tell». fIBIsIeTC UHBAMUAOM ZeTcTBa. COCTOUT Ha
ydeTe y 9HAOKPUHOJIOra Mo oBozy auddysHoro
y3J10BOTO 306a 1—2 cTeneHu, 3yTHPe03a, TUIIEP-
TIPOJIAKTUHEMUU.

B mae 2013 r. mosgBWINCHL OTEKU Ha JIMIIE, KO-
HEYHOCTAX, JXKMBOTE BIUIOTH [0 aHAcapKH, IO
MOBOAY KOTOPBIX OOPaTWINCh B GOJHHUILY M.
3.A. banutaeBoi, rae 66UT0 IPOBEAEHO KOMIUIEKC-
Hoe o6ciefoBaHue, GECIOKOWI MEPUOANYECKU
y4alleHHbIH cTyI o 15—16 pa3 B CyTKU B OCHOB-
HOM H3-3a IIpyemMa MSACHOM IINUIIKY ¥ TOMATOB. ,Z[I/I-
arHo3 «BTOPUYHAsA dKCCyAATHUBHAs SHTEPOIATHSA.
Anacapka. Otek Jyierkoro? Llemuakusa? Juddys-
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HBII 5HJEMHUYECKUl 306?». PeKoMeH0BaHO Ha-
IpaBUTh pebeHKa B IpoduIbHBIE IIeHTPHI I. Mo-
ckBbI (podrbHble otTaeneHus HII3/T PAMH).
Jleymnach B cTaniioHape B TYIIMHCKOHM OOIBHU-
me ¢ 20.05 mo 29.05.2013 B OPUT, ¢ 29.05 mmo
17.07.2013 B oTZe/Ne€HUU TraCTPOIHTEPOJIOTUU.
JluarHo3 «BpOXKJEHHBIE HapylleHUs OOMeHa.
JucnporenHemusa. AMuwionzo3?  AHacapka.
BropuyHan skccyAaTUBHAA sHTeponaTtua? Xpo-
Hudeckuil ractpur. O6octpenue (Hp otpuil.).
XpOHUYECKUH KOJIUT, NMPOKTOCUIMOUIUT, 060-
ctpeHve. MukpoazeHoma runodusa. BC. T'u-
neprnposiakTuHeMusa. MHQeKusa MouyeBoil cu-
CTeMBI, peMHccHA. AHeMUA Kesne3ofedunuTHas,
JIeTKOM cTeneHu». [Tonydyana 6ududopm, KpeoH,
sHTepodypwm, canodanbk, GoIUeByI0 KUCIOTY,
aeBuT, ypcodanbk, anpbymuH B/B. Ha ¢oHe Te-
pamuy COCTOAHME CTabWIM3NPOBAIOCh, OTEKOB
HeT, cTy/1 opopMIEHHBIN 2—3 pasa.

JlaHHBIN AuarHo3 ObUI YCTAaHOBJIEH Ha OCHOBa-
HUM TIPOBEJEHHOI0 KOMIUIEKCHOTO obciiezoBa-
HUA, BKJIIOYABIIEro OHOIICHIO CIU3UCTOH TOJ-
CTOM KUIIKY, Y3V OpraHoB GPIOIIHOM MTOJOCTH,
a3odaroracrpozayozerockonuo (OIC), peHT-
TeHOJIOTMYeCKoe 00cIeloBaHue, CIUPATbHYIO
KT 6promHoii mosoctu. OmyxoseBsle 06pa3oBa-
HUs GBUIM UCKJTIOUeHbI. [1pu nccregoBanuu Y3V
IIUTOBUJHOM JKeJe3bl OOHAPYKEHO yBeIUdeHHe
obbeMa, BbipakeHHbIE Aubdy3HbIE U3MEHEHUA
IIUTOBUHOM XKeJle3bl, Y3/IbI 00erX JoJel IuTo-
BUZIHOM ’KeJie3bl, 3HAUUTEIbHOE yCWIeHHe Kpo-
BOTOKA B TKaHU >KeJIe3bl.

CrmpanbHasa KT rpyzsoi kietku ot 20.05.2013:

[ABYCTODOHHAAI ITHEBMOHHA. JIeBOCTOPOHHMI
wieBpuT. IlepukapauT. YBejn4YeHUE BHYTPU-
TPYZHBIX 11/y.

AHanu3 kpoBu Ha uHbekuuu ot 17.06.2013: an-
TuTeNa K AgepHoMmy Al' Bupyca dnmrteliH—bapp
I1gG — >600 Ex/mMi1 — MOJIOKUTENbHBIN, aHTU-
TeJa K KalCUZHOMY OeKy BHpyca OIUITeHH—
Bapp (EBV) IgG — 72,70 Ea/mn — MOJOXU-
TeJIbHBIN.

Ananus ceIBOpoTKHU KpoBH oT 20.06.2013 Ha aH-
TtuTena K Saccharomyces cerevisiae (ASCA) kiac-
ca IgG, AT K nuToruiasMe HeUTpodUIOB KIacca
IgA (AHLIA), anTtuHykieapHsiii ¢paktop (AHD)
Ha HEp-2 kierkax MerozoM HPU® He obHa-
PY’KeHbI. AHTHTeNa K KapJHUOJIUIINHY KJIacCOB
IgA, IgM, IgG (xonuu.), aHTUTeNa K docdonu-

muzam IgG, anTurena k 2-cnupansHoi JHK IgG
(konyy.) — OTpHULIATEIbHBIMN.

JIBaXapl HaxoAwIach Ha JedeHMHM B MoOpO30B-
ckoii JITKB. BmepBble rocnuranu3upoBaHa B
oTAeneHue HePpOJIOrMU U TracCTPOIHTEPOJIO-
ruu Mopo3oBckoii 6onbHULEI 3 anpesnsa 2014 .
¢ )xayjobaMu Ha pacIpoCTpPaHEHHBIE OTEKU Ha
JIvlle, KOHEYHOCTAX, >KUBOTe. Haxozunace Ha
crarpoHapHoM JyedeHuu B M/JITKB ¢ 03.04 mo
30.04.2014. IlocTynana B TAXKEJIOM COCTOAHUU
c )xasobaMu Ha OTEKU Ha HOTax, JIUIIE, OZBIIIKY
B IIOKO€, YaCThIM pazKmwKeHHbIN Ty (1o 15 pa3
B CyTKH). [IpM IOCTyIUIEHUU OTMevasnach Gie-
HOCTb, BSJIOCTb, BBIp@KEHHBIE OTEKH Ha JIUIIE,
Horax, IepeJHel OPIOIIHOM CTeHKe, ocabieHre
ABIXaHUA NIPU ayCKy/lbTallUM B HIDKHUX OTZesax
JIETKUX, YBelINYeHne B o6beMe KMUBOTA 3a CUET
aciura. B KpoBH OTMedanock 3HAaYUTEIbHOE
CHIKeHUe obuiero 6enka (20 r/m) u ampbymu-
HOB KpoBU (7 r/m). IlpoBeseHO KOMILIEKCHOE
obcrenoBanre. Ha ¢doHe mpoBoaumoro Jiede-
Husa (B/B BBeZeHusa 20% pacTBopa ajibOyMUHa,
TapeHTepaJIbHOTO IIMTAHUA  OJIUKPEHOMeJb,
SHTEPaJIbHOTO NMUTAHUA KJIWHYTpeH, UHQY3HOH-
HOH Tepamuy, aHTUXEIUKOOaKTepHOU Teparuy,
renaToIpPOTEeKTOPhI) OTMedalach BhIpaKeHHas
TIOJIOKUTeNbHAsA JUHAMUKA, OTeKH HCYesIH.
BrInucaHa B yZ0OBI€TBOPUTEIBHOM COCTOSHUU C
JUarHO30M «CHHAPOM Manbabcopbimu (aKccy-
JaTUBHAsA BTOPUYHAA DHTEPOIATHA, TUII0AIbOY-
MUHeMUs1). AHacapka. BeIpakeHHBIM TacTPOAY-
OJICHUT, aCCOIIMMPOBAHHBIN C XeIMKOOAKTEePHOH
uHdekueii. Ctazus 060CTpeHUI».

[MocTynuia HOBTOPHO B IUIAHOBOM IOpsZKe
Il TIpOBeIeHUsA KOJIOHOCKOIIMM U IIOBTOP-
HOI ractpockonuu. Haxogunace B OTAeleHUU
Hedposorum u racrposnTeposoruu ¢ 20.05 mo
04.06.2014. Vcropusa 6ome3nu N2 27014-14C.
CocTosiHVME TpU TIOCTYIUIEHWU CpefHeN TsoKe-
cTu. JleBouka IOHMXEHHOTO IIMTaHWsA, Macca
Tesa 33 kr 200 1, aCTEHUYECKOT'0 TeTOCIOKEHUA.
He nmuxopagut. YCC 82 B muH, /1 20 B muH, A/l
95/60 MM pT.cT. KOXXHEIE MOKPOBBEI OOBIYHOM
OKpacK{, 4YHUCTble OT ChbINM, TOYEYHBIH IIOCIIe-
OIlepallMOHHEIN py6el] 1oz KOpodKoii, o6pabo-
TAQHHBIM GPWUIMAHTOBBIM 3€JIeHBIM Ha IlepeHei
OplolIHON cTeHKe (mocie yanapockomuu). OTe-
KOB HeT. 3eB poIxibli. [Tlepudepudeckue mmumoo-
y3JIBl He YBeJINYeHbI. B JIerkux AbIXaHue Be3uKy-
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JIIPHOE, IPOBOAUTCS BO BCE OTAEJBI, XPUIIOB HET.
ToHBI cepAlia TPOMKUE, PUTMUYHBIE, HETPYOBIi
cucToNMMYecKuil myM B 5 Touke. JKUBOT MATKUH,
JIOCTYTIeH IaIbIIally BO BCEX OTZAesax, be3boes-
HeHHBIH. [ledyeHb +4 cM u3-TIOA Kpas pebepHOit
[IyTH, cejle3eHKa He yBesmdeHa. CTyn opopMiIeH-
HBIA. MoyencITyckaHue He HapylueHo. MeHuHTe-
aJIbHBIX 3HAKOB M 0YaroBO¥ CUMIITOMATUKY HeT.
BenkoBble (paKUUM CHIBOPOTKM KPOBH OT
21.05.2014.

Anbbymunst 19 (N 53—66), mmobynun ol —5,7
(N 2—5), a2 —24,1 (6—11), p — 10,4 (8—14),
y—11,9 (12—20).

PentreHorpadusi OpraHOB T'pPYyZHON KJIETKH OT
21.05.2014: M3B 0,072. Ha peHTreHorpamme
OpraHOB T'PYZAHOM KJIETKU B NPSAMOU MPOEKIINU
(cTos1), TerouHsbie moJst 63 09aroBbIX U UHGWIIb-
TPaTUBHBIX U3MEHEHUH.

V3V opraHoB OpIOLIHOM IOJIOCTH, Cele3€HKH,
nouek oT 21.05.2014.

3AK/IIOYEHUE

OXO-TIpM3HAKU yBEJWYEHUS Ie4YeHH, yBende-
Husa UTIM ¢ o6eux cTopoH, AudPpy3HbIX U3MeHe-
HUH CTEHOK TOHKOH KUIIKH, yMepeHHOe KOoJImde-
CTBO CBOOOZHOM KUAKOCTH.

Kononockonusa ¢ 6uomncueii or 02.06.2014. 3a-
KJII0OYeHHe: MUKPOCKOIIMYeckas KapTHHa B CJIU-
3UCTOM 06OJIOUKE JBEHaJIATUIIEPCTHOW KHIIKHU
B OoJbIIel CTENEHU COOTBETCTBYET JIMMQaHTU-

9KTa3WU KHUIIeYHUKA. BriABIeHHbIEe MOP)OIOTH-
YyecKre M3MEeHEHHs B CIU3KCTOIM 000JI0YKe TOJI-
CTOM KMIIKU MOTYT OBITH CBsI3aHBI C OCHOBHBIM
3a00JyieBaHMEM TIallIEHTA.

OTMeuaeTcs MOJOXKUTeNbHAsA JUHAMUKA, IIPOAB-
JIAIONIAACA B CHIDKEHUY CTeIIeHU BBIPAyKEeHHOCTH
Y aKTUBHOCTH IaCTPUTA 110 CPAaBHEHUIO C JAHHHI-
MU nepBoi 6uomncuu ot 29.04.2014.

Ha ocHOBaHUU MPOBEAEHHOTO O0O6CIeZ0BaAHUA
6BLT yCTAHOBJIEH OKOHYATEIbHBIH AUArHo3.
JluarHo3 OCHOBHOM «IlepBUYHAs KUIIeYHAsA JIU-
danrmsKTazUg».

JlarsHo3 COIyTCTBYIOIIMNH «XpOHUYECKUH aKTHB-
HBIU MAHTaCcTPUT, Hp oTpuIlaTeIbHbIH, c1abo BbI-
PaKeHHBIN. XpOHUYECKUH yMepeHHO aKTHBHBIN
ZLyOZleHUT. AHOMaIUA >KeTYHOro IIy3blpsA (Imepe-
rub B Tese). BeKOBO-3HepreTUyecKas HeJoCTa-
TOYHOCTb. AHEMUS 1 CTelleHt».

Pe6eHOK B CBSI3H C BBIABJIEHHOM IATOIOTHEN ObLI
TIPOKOHCY/IBTUPOBaH JMETOJOrOM, JANarHOCTH-
poBaHa GeNKOBO-dHEpPreTUYecKass HeJOCTaTO4-
HocTb. [TokazaHO Ha3HayeHUe II0My3JIeMeHTHO-
ro 3HTepaJbHOI'O IMUTaHUA: HyTpusoH-3ABaHCT
nentrcop6b 500 Mi1/cyT, KOTOpoe pe6EHOK MOITy-
YaJl B CTal[MOHape U B ZJaJIbHEUIIIEM TTOCJIE BHITTH-
CKU U3 cTaljoHapa. JloNosMHUTeNIbHO ellle B Teue-
HUe 3 HeJ leBouKa nosydana Omes 20 Mr x 2 p/z,
u Jle-Hon 120 Mr x 3 p/a.

CocrosiHue peGeHKa TP BBHIMTUCKE YAOBIETBOPH-
TespHOe. He tuxopazaut. AkTuBHA. Koxka yucras.

Puc. lum@arzuskmasusi moHKoU KUWKU
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OTeKkoB HeT. B jierkux ApIxaHue Be3UKY/IApHOe,

xpumioB HeT. ToHBI cepzlla TPOMKUE, PUTMUY-

Hble. JKUBOT MATKUIM, 6e360/1e3HeHHbIH. [leyeHb

+4 cMm. Crys u juypes B HopMe. MeHUHTreaIbHbIX

3HAKOB HerT.

PeGeHOK BBHIIMCAH /JOMOM moA HabIo[eHe

Y4aCTKOBOIO ITlefiuaTpa ¢ peKOMeHAaUNAMU:

1. HabrrogeHue nexuaTpa, TacCTpPOIHTEPOJIOTa B
TOJIUKJIMHUKE 110 M/ XK.

2. Ineta ctos N2 5, muia oboraieHHast 6eJIKOM
(130 r/cyT): msco, mTULA, phIGa, MOJOYHbIE
NPOAYKTHL. OTPaHUYUTD XXUBOTHBIE KUPHI.

3. Mesum-dopre 1 Tx3 pasa c enoit 14 gHeid.

4. Xoduron 1 Tx3 paza 3a 20 MuH 710 ensl 14 Hef.
5. Aesur 1 apx1 pa3 yepes fieHb 1 Mec.

6. KoHTpOJIb reMOIIOO1Ha KPOBH.

7. KoHTposb 6ejka, a1b6yMIHOB KDOBH.

B 3akyfoueHHe XOTeNIOoCh IOAYEpPKHYTb CJIOXK-
HOCTb IIOCTAaHOBKHY JAHHOI'O IUArHO3a, a TAKXKe
06paTUTh BHUMaHHeE KOJIIET Ha BBIGOD Ipemna-
paToB JJIA JIeYeHUA PeAKOH IaTOoJIOrUU, KOTO-
pble OKasalu IOJOXUTENbHBIN 3ddeKT sede-
HydA. B

JnddepeHumaibHas
JTUATHOCTHKA 3K3aHTEM

y AeTeu: oT MOpP(POoI0rn4ecKoro
3JIEMEHTA — K JUATrHO3y

€PMHUH «3K3aHTeMa» OBUI IIpe-

JIOKeH I'mnmoxpaToM U O3Haya-

€T CBIIb Ha KOXe, BBICHIIIaHUE
(or rpeu. exantheo — IIBeCTH, paclBeTaTh).
OK3aHTeMBl UMEIOT OrPOMHOE 3Ha4YeHHe B Jua-
THOCTUKe KaK MH(EKIMOHHBIX, TaK U HeuHEK-
LIMOHHBIX 3a00JIeBAaHUM B JETCKOM BO3pacTe, B
psAfe ciydaeB ABJAACH OCHOBOIOJATAIONIIVMU
ZUIA TIOCTAHOBKY ZIMarHo3a. DK3aHTEMbI XOPOIIO
3aMeTHBI U NIPH psifie 3a60IeBaHUl ONpPeZEesIIOT
KJIMHUYECKYIO KAapTUHY 3a00IeBaHuA.
YacToTa K3aHTEeM IIpY Pa3JINYHbIX MHOEKIVOH-
HBIX 3a00/IeBaHUAX HeoguHaKoBa. Cpean HHbeEK-
LMOHHBIX GOJIe3Hel y eTell MOXKHO BBHIJENIUTH
paz 6osesHel, rae BBICHIIAHUA ABJAIOTCA 1ATO-
THOMOHHUYHBIMM CHUMITOMaMH, O0s3aTeJTbHBIM
KOMITOHEHTOM KJIMHWYECKOH KapTHHBI, «BU3UT-
HOI KapTO4KoOl» 60se3HU. K HUM OTHOCSTCA Tak
Has3bIBaeMble IIepBUYHBIE SK3aHTeMBI. McToprye-
CKU IIPUHATO Pa3/INyaTh IIECTh «[I€PBUYHBIX JK-
3aHTEeM»: KOPb — «IIepBasd 60JIe3Hb», CKapIaTh-
Ha — «BTOpas», KpaCHyxXa — «TPeThbs», O0IEe3Hb

duwiatroBa—/Iploka — «4yeTBepTasg» (B HAacCTO-
sllee BpeMs 4yeTBepTas Oosie3Hb He MpPU3HAET-
cs OTAENbHBIM 3abojieBaHUEeM, BBICKA3bIBAETCSA
TIPEATIONIOXKEHHE O TOM, UTO «JIeTBEPTOM» 6oes-
HBIO MOXET OBbIThb CHUHIPOM CTahMIOKOKKOBOM
000XOKEHHOM KOXM), HWHQEKIMOHHAsA 3SpuTe-
Ma — «IIATasg» U JeTckasa (MIageH4yecKas) po3eo-
na (roseola infantum), vuiv BHe3aIHasA 9K3aHTEMA
(exanthema subitum), — «iiecTtasi». JJaHHas I0-
CJIeZI0BAaTEIBbHOCTh OTPAXKAET XPOHOJIOTUIO OIU-
caHus 3aboneBaHuil. ONMCcaHUsA KOPU U CKapJa-
THUHBI AaTUpytoTca 1627 r., kpacHyxu — 1881 r.,
«geTBepTol bosne3nu» — 1900 r. VIHTepecHO, 4TO
«TIATas» U «IecTast 60Je3HU» BIIepBble ObUIH OTIU-
caHbl B Havasle XX B.: MH}EKIIMOHHAA dpUTEMa B
1905 r., getckas poseosna B 1910 r., B To BpeMs
KaK uX Bo36yauTenu (rapBoBupyc B19 u BUpych
reprieca 4eyjioBeka, BI'Y, 6 u 7 THUIOB COOTBET-
CTBEHHO) OBUTH OTKPHITHI 6071ee ueM uepe3 70 jeT
(B 1975, 1986, 1990 r. cooTBeTCcTBEHHO) [1, 2].

IIpu Apyrux MHQPEKINOHHBIX OOJIE3HAX CHINTb He-
o6si3aTesibHA, HO BcTpedyaeTcs yacto (y 50—70%
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60bHBIX). K HUM OTHOCATCA, HAIPUMED, ChII-
HOU U 6pIourHoi Tud.

Hakonen, npu psge WHGOEKIMOHHBIX 3ab0seBa-
HUH 5K3aHTeMa BCTpeYaeTcs OTHOCUTEIBHO peji-
KO (MHQEKIMOHHBI MOHOHYKJIE03, BHUPYCHBIHI
renatuT B u zp.). Ilpy MHEKINOHHOM MOHO-
HyKJIeo3e, BBI3BAaHHOM BHpPyCOM OJIIIITelHa—
Bapp (OBB) wau mutromeranosupycoM (LIMB),
9K3aHTeMa pa3BUBAETCsA B CJIydasx HCIIONb30Ba-
HUA aMOKCULIWUINHA, IlepasoCcIIOpuHOB. BaskHO
UMEeTh B BUZY, YTO B ITOC/IeAYIOIIEM JIeKapCTBEH-
Has aJUIepryd y TaKUX [AlleHTOB He pa3BUBaeT-
cs1. BMecTe ¢ TeM BHUpyCHasA U MeJUKaMeHTO3Hast
9THOJIOTUA 3K3aHTEMBI He UCKJIIOYAlOT APYT Apy-
ra. Tak, Ipy IUTOMEraJOBUPYCHON HHGEKINHU
OIMCaHa DPeaKIUA TUIIePYYBCTBUTEIBHOCTH Ha
denuTonH; mpu uHOEKIMU, BbI3BaHHON BI'Y
6 Thma, — peakIyaA TUIIEPYYBCTBUTEIBHOCTH,
BKJIIOYAIOIIAsA IUXOPAJKY U T'MIIOraMMariotyiy-
HeMHUIo, Ha KapbamaszenuH [1].

OCHOBHBIE ITPMTHITUIIBI
JUODEPEHIIVAJIBHOM
AVNATHOCTHUKU NHOEKIITMOHHbIX 11
HEVH®EKIITMOHHbBIX OK3AHTEM
BhIcEIIaHUA Ha KOXKe BCTPEYAIOTCS KaK IPHU MH-
bEKLUMOHHBIX, TaK U IPU HeMH()EKIIMOHHBIX 3a-
6oJIeBaHUAK, IOCIESHIE 00A3aTeIbHO JOKHBI
BKJIIOYAThCA B AuddepeHInanibHO-AUarHoCTH-
Yeckuii ouck. Kpome Toro, y HOBOpOXZAEHHEIX
BBICHIITAHUSA Ha KOXKE€ MOTYT HOCUTDH GU3UOJIOTU-
YecKuil XapakTep, AB/AACH TaK Ha3bIBAEMBIMU
dbusnonornyeckuMu (IMOrpaHUYHBIMU, TPaH3U-
TOPHBIMU, IEPEXOAHBIMU) COCTOSAHUAMU.
VHGEKINOHHBIT  XapakTep JK3aHTEM IIOA-
TBEPXKAAETCA PAAOM INPU3HAKOB, XapaKTEPU3Y-
ommx MHGEKUIUOHHBINM npouecc. K aTuMm mpu-
3HaKaM OTHOCATCA OOGIEMHTOKCUKAIIMOHHEIN
cuHZpoM (TIOBBIIIEHWE TeMIIEpaTyphl TeJa,
c1abocTh, roloBHasA 6OJb, CHIDKEHUE allleTH-
Ta W Zp.); HAINYME JPYTUX MaTOTHOMOHHYHBIX
JJI aHHOTO 3a60JIeBaHuA CHMITOMOB, HaIpH-
Mep, 3aTbUIOYHOrO JuMdazeHHUTa IPU KpacHy-
xe, monuMopdusMa KJINHUYECKUX CHUMIITOMOB
TIpU TICEBAOTYOEpPKYy/e3e, SHAHTEMBI — BBICHI-
[IaHUA Ha CJIM3UCTHIX 000JI0YKaX POTOBOI MOJIO-
ctu. [[puMepaMy SHAHTEMBI MOTYT OBITh MATHA
Benbckoro—®uiatoBa—Kominka Ipyu KOpH,
BE3UKYJBl IPU TepIEeTHYECKOH, SHTEPOBUPYC-

HOH MH}EKINHU, BETPAHON OCIle, OrpaHuYeHHas
rUIepeMys 3eBa IIpU CKapiaTuHe U Ap. VHbek-
LMOHHOMY 3200JIEBaHUIO CBOWCTBEHHA ITUKJINY-
HOCTb TeYeHUsd, HaJN4Ue CIydaeB 3aboseBaHUA
B OKPY>XEHUU OOJIBHOTO.

Jna guddepeHIManbHON JUAarHOCTUKY HUHOEK-
LIMOHHBIX Y QJUIEPTMYECKUX ChINIEN OIlpeseseH-
Hoe 3HavyeHHe HuMeeT 3PdeKT aHTUTHCTAMUH-
HBIX IpenapaToB M INIIOKOKOPTUKOCTEPOUJOB
IIPYU JUIEPIrUYeCKUX CHINAX U HeapPeKTUBHOCTD
J@HHBIX IIpernaparoB mpu uHbekuusax. [Ipu je-
KapCTBEHHOH U IHIEBOH aJIepruy ChIIb OObIY-
HO ITOABJIIETCSA OZHOMOMEHTHO, B TO BpEMSA KakK
Ipy MHGEKIWM IOYTH BCErZa ecTh 3TalHOCTb
BBICHITAaHUH. [locie OTMEHBI IPUYMHHOTO Me-
JUKaMeHTa WIN a/UlepreHa JieKapCTBeHHas WIN
MUIIEeBas ChIllb UCYE3aEeT.

Ilpy mnpoBezgeHVU JubdepeHINaNIbHOTO JAua-
THO3a BBICBITAHWI Ba)XHBI BO3pacT OOJIBHOTO,
JaHHble aHaMHe3a O 3a00JIeBaHUAX CpeJu OKpY-
JKaIOUIMX C yYETOM IIPOJODKUTENBHOCTH UHKY-
6GallIOHHOTO MEepUoZia BEPOATHOH WHGEKINH,
paHee IlepeHeCEHHBIX 3a60/IeBaHUAX, TIPOBEZEH-
HBIX IPOQWIAKTUYECKUX NPUBUBKAX, CKIOHHO-
CTH K aJUIEPTUH, IPUHUMAEMBIX MeAUKaMEHTax
Y TIHIIE, CBEACHUAX O MTyTEeIIeCTBUAX, KOHTaKTax
C ’KUBOTHBIMU.

JlnarHo3 sK3aHTeMBI 6a3UpyeTcsa Ha JaHHBIX OC-
MOTpa, KOTODPHIH ONTHMAaJbHO IPOBOAUTH IIPU
MaKCHMaJIbHOM eCTeCTBEHHOM ocBellleHHuu. He-
00XOAMMO y4YUTEIBaTh MOPGOJIOTHUIO U Xapak-
Tep pacIoJIOKEHUA CBIIHM, pa3Mep, KOJIUYeCTBO,
bopMy 3/1€EMEHTOB, CPOKHU IOSBJIEHUSA ChIIA OT
Hayasa OOJIe3HH, I[BET 3JIEMEHTOB, HaJIU4Yue
CTYILIEHUs ChIMU U ee pa3Mepbl. O6s3aTesbHO
OLIEHMBAIOTCA IIOKasaTeIu oOIero KIMHU4Ye-
CKOTO aHajIM3a KPOBH M AWHAMUKU 3aboseBa-
HUA, Pe3y/AbTaThl ClelUPUIeCcKOl JUarHOCTUKU
undekuii. Crnenuduyeckas CcepoyorHdecKast
JUAarHOCTHKA, OCHOBaHHAasA Ha OOHapyXeHUU
MMMYHOITIOOY/IMHOB Kiacca M, obs3aTesbHa st
KOpH. BaykHO onpeziestnTh, Npe/CTaBIAI0T COO0H
BBIIBJIEHHBIE Ha KOXK€ WU3MEHEHUS IePBUYHOE
MOBPEXAEHNE KOXKYU WY YK€ OHU IpeTepIIeT U3-
MeHEeHHUs I0J, AelCTBUeM BTOPUYHBIX GaKTOPOB
(nHexIIyA, TPaBMa WIH JIeYEHUE).

B AmarHoCTHYecKOM Ipoliecce GOsblIoe 3Have-
HUe MMeeT YeTKOe OITMcaHue MOPHOIOrUIeCKUX
3JIEMEHTOB, IOABJIAIONUXCA Ha Koxe. Mopodo-
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JIOTUYeCKHe D3JIEeMEHTHl — 3TO KJIMHUYECKHe
TIPOSIBJIEHUSA PA3JINYHBIX MATOTHMCTOJOTUYECKUX
U3MeHeHUU B SMTUJEPMUCE, TUTIOAEPME U JiepMe.
[lepBrUYHbIE MOPQOIOTrUIECKHE DJIEMEHTH BO3-
HUKAIOT Ha HETIOBPEXKAEHHOM Koxe. [lepBUYHbIe
MOpQOSOTHYECKUE 3JIEMEHTHl  OAPA3AEIAIT-
cs1 Ha GecCroIoCTHbIE W MONOoCTHBIe. K mepBeiM
OoTHOcATCA HATHO (macula), mamyna (papula),
BonAbIph (urtica), 6yropok (tuberculum), ysen
(nodus); XK TOJIOCTHBIM — ITy3bIpek (vesicula),
rHoMHUYOK (pustula), my3sips (bulla).
BTOpuuHEBIE 3JIEMEHTHI IMOPAXKEHUS KOXH 00-
pasyroTCcsa B pe3yJbTaTe 3BOJIOIUU ITePBUYHBIX
3JIEMEHTOB OO WX TOBPEXAEHUs, pacdyecoB
wiv nHGUUUPOBaHUA. K BTOPUYHBIM 3/IeMeHTaM
OTHOCATCS AENMUTMEHTAIUs U TUIepIUTrMeHTa-
uus, Jenryiika (squama), kopka (crusta), pyoers
(cicatrix), apo3us (erosia), s3Ba (ulcus). Hinke
TepevyncyieHbl BO3MO)KHBIE WHQEKIIMOHHBIE U
HenHOEKIVOHHBIE IPUYUHEI ChINIEH, XapaKTepH-
3YIOIIMXCS Pa3IAYHBIMU TIEPBUYHBIMU MOPOIIO-
TUYECKVMU djleMeHTaMU. BMmecTe ¢ TeM Heobxo-
VMO YYUTBHIBATh U3BECTHYIO YCJIOBHOCTD JAHHOM
kraccudukanuy. Tak, y OZHOTO U TOTO XKe 60yb-
HOTO pebeHKa OJHOBPEMEHHO MOTIYT OBITh pa3s-
Hble MOPQOJIOrUYeCcKUe 3IeMeHTHl, KaK, HalpH-
Mep, Ipu KOpH (MATHUCTO-TIAITy/Ie3Hast ChIIb).
Heo6xouMO Takke yYWUTHIBATh, YTO NIPU psZe
nHQEKIIMOHHBIX 3a60JeBaHUil OZHOM 3THOJIO-
TUU CHIIIb MOXXET HOCUTH PA3IHUYHBIA XapaKTep
(HanpuMep, IIpHU MEHUHTOKOKIIEMHUU, BEeTPAHOMN
oCIle, SHTEpPOBUPYCHOM dK3aHTeMe U Jp.). Xapak-
Tep CHIIIU B psZie CJIy4aeB IO3BOJISIET KOCBEHHO
npeznonaraTb O0aKTepUaJbHYIO WIH BUPYCHYIO
aTuosnoruio uHbekuu. s dK3aHTEM IIPU 00-
mux G6aKTepUaIbHBIX WHPEKIUAX XapaKTepHbI
JpUTEMaTO3Hble, MEJKOTOUYEeYHble WIU TeMOp-
parvyecKye 3J1eMeHTHI, B TO BpeMs Kak JJI1 BU-
PYCHBIX — TATHUCTO-TIATIy/I€3HbIE U/WIN BE3U-
KyJIe3Hble 3jieMeHThl. OTIIMYUTh dK3aHTEMY IIPU
GakTepuaabHON MHOEKIUN IIOMOTAeT TKECTb
COCTOSTHMS GOJIPHOTO, HAJIMYWE WHTOKCHUKAIIUU
(«TOKCHYHBII» WK «00JIbHOM» BUZ pebeHKa, pas-
BUTHE IIOKA NIPU OTCYTCTBUU KaTapalbHBIX SBJIe-
HUI, XapaKTepPHBIX /IS BUPYCHBIX NHQEKIIHIT).

IIaTHUCTaqa 53K3aHTeMa
[IATHO — 3TO U3MeHEHNEe OKPACKU KOXU 6e3 n3-
MEHEeHUA penbecba U KoHcucteHUuU. ITo nusery

U TPOUCXOXKAEHUIO IIATHA TOAPA3JEJAI0TCI Ha
KpacHble (39K3aHTeMbI), Oenble (BUTHINUTO), KO-
puuHeBble (1BeTa Kode ¢ MOJIOKOM, HalpuMep,
pu Ty6EpO3HOM CKJIEPO3€), CHHe-4epHble (Ha-
npuMep, «MOHT'OJIbCKOE TISITHO»), WUCKYCCTBEH-
Hble (TaTyax) [1].

B 3aBHCHMMOCTH OT reHe3a MATHA Pa3JesIaIoTCs Ha
cocyaucTele (BOCIIAJIUTENbHEBIE) U reMOopparnde-
ckue (mypmypa). CocyaucThle MATHA BO3HUKAIOT
B pe3yJIbTaTe CTOMKOr'0 WIN BPEMEHHOTO PaCIIU-
PEeHUsI COCYIOB KOXKU U IIPEJCTABIAIOT OO0 ueT-
KO OYEpUYEeHHYIO TUIIEPEMUIO KOXKU, He BO3BHIIIA-
FOIIYIOCSA, He 3alaialollyio HaJl YPOBHEM KOXU U
He OTIMYAOUIYIOCA 10 IUIOTHOCTU OT 3Z0POBBIX
YYIaCTKOB KOXKM, HCYE3aIoU[yI0 IIpU HaJaB/IU-
BaHMHU. PasBUTHE BOCHAIUTEILHON SK3aHTEMBI
MOJKET OBITh BEI3BAHO pa3MHOXXeHHeM MHEKIIN-
OHHOT'O areHTa B KOXXe, ero epeHOCOM IIa3MOM
Wid UHQUIVPOBAHHBIMM Te€MOITO3TUYECKUMU
kiIeTkamMu (1eiikonuramMu, JUMQOLUTaMU) B
KOXKHBIE COCYZBI, PEaKIUsIMH TUIEePYYBCTBU-
TesbHOCTH I, III 11 IV TumoB mo kiaccuduranu P.
Gell u R. Coombs [3]. IMMyHONIATOJIOTMYECKUI
MeXaHU3M Pa3BUTHUA WHOEKIMOHHBIX dK3aHTEM
00BSCHSET, TIOYEMY B psfie CIydyaeB AaHHBIX WH-
dexinii et ¢ MOMEHTA TOSBJIEHUSA CHIMU HE
3apa3sHbI B CBA3U C TEM, YTO ITPOU3OIILIIO B3aUMO-
JelficTBYEe aHTUI'e€Ha C aHTUTEJIOM JIMOO CO CIIel-
duyeckuM TUMPOLIUTOM.

B 3aBHUCHMMOCTH OT pa3MepoB IATHUCTAs ChINb
TOAPA3JEJSIIOT Ha PO3EO0JIE3HYI0, METKOTOYed-
HyI0, MEJKOIIATHUCTYIO, KPYIHOISATHUCTYIO,
spuTeMaTo3HyIo [4].

ITaTHHUCTHasa 5K3aHTeMa: po3eoJia

TTATHBIIIKO Pa3MePOM OT TOYKH IO 5 MM B iaMe-
Tpe 6J1eIHO-PO30BOr0 WIX KPACHOTO IIBETa Ha3bl-
BaIOT p03€0JI0ii. Po3eosie3Has ChIIlb HAGMIOAaeTCA
TIpY BHe3aITHOH 5K3aHTeMe, BhI3BaHHOU BI'I 6 u
7 TUIOB WIN PeAKO S3HTePOBUPYCaMH, OGPIOLNTHOM
u ceinHOM Tude, mapatudax A u B, sentocnupo-
3€, BTOpUYHOM cuIIHICe, a TAKXKe ITOCTIe YKYyCOB
HaceKOMbIX. [10 06pa3HOMY BBIpQ)KEHUIO BBIZA-
rojeroca pycckoro tepanesta M.II. Konuanos-
CKOT'O, «OZ[Ha 3Be3/a ellle He 3Be3fHOe Hebo, HO
OJHa po3eoJia 3acTaB/AeT IIOAYMaTh O OPIOIIHOM
tude» [5]. JuddepeHiyanbHas AUarHOCTUKA
JAHHOM CBIITY, Pa3BUBLIENCA B pe3y/bTaTe YKYCOB
HaCEKOMBIX, MOXKeT OBITh ciIokHa. Heobxogumo
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YUYUTBIBATh CE€30H I'oZa U JIOKAJIM3alUuIo 3JIEMEH-
TOB Ha OTKPBITBIX OT OZEXK/JbI yIaCTKaX KOXU.

ITaTHHUCTAA DK3aHTEMA: MeJIKOTO4YeYHad ChIllb
MHoOXeCcTBEHHBIE PO3€0Jbl pasMepoM [0 2 MM
00pasyloT MEJKOTOYEYHYIO CbIllb, IIPU 3TOM
KaXKBIM 37IeMeHT HeCKOJIbKO BO3BHIIIAeTCs Haf,
YPOBHEM KOXH, 4YTO OOYCJIOBIMBAaeT 0COOYIO
«BGapXaTUCTOCTh» KOXU B 06JaCTH ChIU. VIHO-
rZa IIpU PasBUTHUU TAKOU CHINK KOXY CpaBHHUBA-
10T C HaXXJa4yHoU Oymaroii [6]. MenkoToyedHas
CBIIIb OTMeYaeTcs IpU CKapJaTHHeE, INCEeBJOTY-
GepKyJsie3e ¥ KUILIEYHOM HMEPCUHMO3€e (CHIIb IO
THUITY «[I€PYATOK» U «HOCKOB»), & TaKXKe IPY CTa-
bUIOKOKKOBOM HMHOEKIUHY, BKJIIOYas CHHAPOM
CTapIIOKOKKOBOTO TOKCHYecKoro Imoka [7].
B ArarHocTHKe CKapJIaTHUHBI IOMOTAIOT BBISABIIE-
Hue cuMmnToMoB OwiatoBa (6reAHBIN HOCOTYO-
HBIN TpeyroibHUK) U ITacTua (cryujeHue ChIy B
CKJIaZKax). VI3 HeMH)EKINOHHBIX 3a60IeBaHNN
MEeJIKOTOYEeYHOH! CBINTbIO COIIPOBOXKJAIOTCA TOK-
CUZEPMHUA U IeKapCTBeHHas ajwieprus. ComacHo
COBPEeMEHHBIM JIaHHBIM, CHIIIb II0 TUILY «IIepya-
TOK» U «HOCKOB», KDOMe HepCUHHO030B, BCTpeya-
eTcs npy MHGEKUUAX, BHI3BAaHHBIX IIapBOBUDY-
com B19, BI'Y 6 u 7 TUIIOB, HTUTOMETaJIOBUPYCOM
U IIPU KOPH; MOPOJIOruiecKre 3IEMEHTHI ChITTH
IIPH 3TOM BKJIIOYAIOT IAIYJIbI, SPUTEMY, IIeTe-
XWU, BO3MOKHBI Be3UKYJIbI [1].

IIaTHucTasa
CHINb

MHoOrouHC/IeHHbIe IIATHA BEJIWYUHOU OT 5 [0
10 MM 006pa3yioT MEJKOIATHUCTYIO ChIMb, IIAT-
Ha pasMmepoM oT 10 70 20 MM — KpPYNHOIIATHU-
CTYIO CBIllb. MEJKOIATHUCTASA ChIlb BO3HUKAET
TP KpacHyXe, SHTEPOBUPYCHOH (6OCTOHCKOI)
SK3aHTEMe, a TaKKe IMPU BHE3AIHOM DSK3aHTe-
Me. BHesamHas 5k3aHTeMa (ZeTckasd po3eola,
«miectasg 6ose3Hb») XapakTepusyeTrcsa ¢ebpu-
suteToM (0OBIYHO Ha MPOTHKEHUM 3—4 AHEir)
W BHE3alHBIM IOSIBJIEHWEM MEJIKOISTHHUCTON
KpacHyXOIMmoZoOHOH CHIMK IIOC/Ie HOpMaju3a-
UMM TeMIepaTypel Tesa. Bone3Hb HadyWHAeTCs
BHE3aITHO C IMOBBIIIEHUS TEMIIEPATyphl Tela A0
39—40°C, compoBoOXzJamoUmEerocsi 6eCroKou-
CTBOM, HapyllleHHeM CHa, CHIDKEHUEM allleTUTa.
BO3MOXKHBI yBeJTUYEHYE 3ayLTHBIX, IIEHHBIX JIUM-
¢boysos, Kamienb, guapesa. Ha 4-it zeHb TeMiepa-

J3K3aHTeMa: MEJIKOIMATHUCTAaA

Typa KPUTUYECKU CHIKAETCs, OZHOBPEMEHHO C
3THUM WIN Yepe3 HEeCKOJIbKO YacoB Ha TYJIOBUIIE
¥ pasrubaTeNbHBIX TOBEPXHOCTAX KOHEYHOCTEH
nosiBsieTcsl 6J1eIHO-pO30BasA MATHUCTAsA, IATHU-
CTO-TIamyJie3Hasi WIN TarmyJie3Hasi ChIllb, KOTOpast
Ha QoHe yKe CTOHKO HOpMaJIbHOU TeMIlepaTyphl
TeJa AepyKuTcsa 3—4 AHA U Ucue3aeT, He OCTaBJIAA
nurMeHTanyu. Ha suiie v 1aloHAX ChINTb IPaKTH-
YeCKU HUKOT/]a He BO3HUKAET. [[pUMepHO y oJI0-
BUHBI IeTell ¢ BHE3AITHOM SK3aHTEMOM OIHChIBa-
[OT TIAMy/Ie3HyI0 dHaHTeMy U obGpasoBaHue adT
Ha CJIU3KCTOMN 000JI0YKe MATKOro HEOA U SI3bIYKE
(marsa Haraamer) [8]. /luarHo3 B mepBBIE TPU
[HA 60JIe3HU 3aTPyAHEH, UCKIIOYAIOT MHOEKIIIIO
MOYeBOU cucTeMbl. HepeKo feTsIM B CBSI3U C He-
BO3MOXXHOCTBIO WCKJIIOUEHUA OaKTepuaabHOU
nH}EKINH U BO3pacTOM Ha3HA4YalOT aHTUOUOTU-
KU, OIIMOOYHO pacIieHUBast ChIITb KaK aJUleprude-
CKy10. BHE3aIHyI0 5K3aHTeMY HEPEAKO IYTaroT C
KpacHyXOU, He YIUTHIBAs ITOSIBJIEHUE ChIITY ITOCTIE
Jmxopazsky. Bose3Hb fake UMeeT Jpyroe Ha3Ba-
HUe: «JIOXKHaA KpacHyXa», WIH IICEBJOKPAaCHYyXa.
WNuorzaa nndekuus, BoizBanHasg BI'Y 6 Tuna, mpo-
TekaeT 6e3 crinu. C JaHHOU NHbEKIMEH CBA3bIBA-
10T 0 1/3 $eOprIbHEIX CyZ0pOT ¥ MIaJIeHIIEB U
7o 15% ciry4gaeB uxopagky 6€3 BUAVMOrO odara.

IIaTHUCTasA »>K3aHTeMa:
(kopernogo6Hasn) ChIlb
KpynHonATHHUCTadA ChIIb TUNWYHA JAJA KOPH,
MO3TOMY €€ WHOTZA Ha3blBalOT KOPENoAOoGHOMA.
CrIllb IpU KOpU OOWIbHAs, CKJIOHHAA K CJIMA-
HHUIO, UHOTZIJa C IeMOpparudyecKUM KOMIIOHEH-
TOM. XapaKTepHa 3TallHOCTb CHIIU: CBINIb IIOSB-
Jnsercs Ha 3—b5-1 JleHb KaTapaJbHOTO IepUoja
3abosieBaHMA CHavyasia Ha Koxe suna (1-1i eHb),
3areM TyjoBUINA (2-U JeHb) W KOHEYHOCTEH
(3-#1 meHb), XOTA Y TPYAHBIX JeTell Iepuoasl 60-
JIe3HU YKOPOYeHHI. B x07ie 6OJIe3HU MTPOUCXOAUT
SBOJIIOLYS 3JIEMEHTOB ChIIIM, HeOOJIbIIIHE MATHA
(zuameTrpom 3—5 MM) GBICTPO YBETUIUBAIOTCS
10 10—15 MM, oTaenbHbBIE IMsATHa (0COOEHHO Ha
JvIle U BEPXHUX OTJejaxX TYJIOBUINA) CIUBAIOT-
cA B CIUVIOLIIHYIO 3PUTEMaTO3HYI0 IIOBEPXHOCTD;
CBHIIIb HAYMHAET yracaTh C 3-rO JHS BBICBHIITAHUS
B [IOpAJKE ee MOABAeHUA Ha KOXKHBIX ITIOKPOBax.
Kpome KopH, JaHHBIA BApUAHT ChIITH OTMEYAETCS
npu 6osne3Hu KaBacaku, MHOEKINOHHOMN 3puTe-
Me, BBI3bIBaeMoi napBoBupycoM B19 (B Hauase u

KpyInHOIIATHUCTaA
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B KOHIIe 3a001eBaHusA), MHPEKIIMOHHOM MOHOHY-
KJIeo3e, TPUXUHe/UIe3e, MHOTOMOPGHOM dKCCyaa-
TUBHOM 3pUTeMe, caMOH JacTOH IIPUYMHOM KOTO-
POI1 B HacToOsAIIEe BPEMS CUUTAIOT BUPYC IIPOCTOTO
repreca [1]. MuHoromop¢Hasi 3KcCyAaTUBHAs 3PU-
TeMa TaKke MOXKeT OBITh CBA3aHa C JIeKapCTBEH-
HOU ajuieprueii, CUCTEMHBIMHU 3ab0JIeBaHUAMHU,
C MHKOIUIa3MEeHHOM, SHTEPOBUPYCHON UHOEKIIN-
eif, OITOSICHIBAIOLIMM TeprecoM, HHQPEKIUAMH,
BBI3BAaHHBIMM THMCTOIUIA3MOM, aZeHOBHUPYCOM,
OBB, nuTOMerajoBHUPYyCOM, BHUpPYCaMM TIelaTh-
Ta, mapBoBupycoM B19, BUY, ximamuzgodmioi
MHEBMOHUHM, CaJTbMOHE/UION, MUKOOGaKTEepUAMU
Tybepkysesa, AepMmarodun [9]. MHOromopdHas
SKCCyZAaTUBHAsA dPUTEMA XapaKTEPU3YETCSI CHUM-
METPUYHBIMU BBICHIITAHUAMY Ha pa3rubaTebHbIX
TIOBEPXHOCTAX KOHEYHOCTEH, KOTOphIE IIOCTe-
TIEHHO 3aXBaTHIBAIOT MPOKCHMAIbHBIE YYaCTKHU.
Kpymible TATHUCTO-TIAMY/IE3HbIE OJIAIIKY YBEIH-
YUBAIOTCA B pa3Mepe, [IPU 3TOM CTAaHOBATCA pas-
JIMYUMBI TPY 30HBI — GYPBIN LIEHTP OKPYXKEH PO-
30BOI1 OTEYHOI 30HOM, a OHA KPAaCHBIM KOJIBLIOM.
B oTmume OT KpanuBHUILIBI, SJIEMEHTHI JeprKaTCs
HeZenmo U Goslee, YTO TPU pa3HOM UX JABHOCTHU
co3JaeT KapTUHY MHOTOMOP(QHOCTH.

Bonesup KaBacaku — OJVH M3 caMBbIX pacIpo-
CTPaHEHHBIX CHUCTEMHBIX BaCKYJIUTOB B JETCKOM
BO3pacTe, KOTOPBIH ABJSIETCA B TOC/IEAHUE JeCs-
TWIETHS BeAylled NPUYMHON MPHUOOGPETEeHHBIX
3aboneBaHuil cepana y geteii. K guarHocTtuue-
CKUM KpuTepusiMm 6osie3nn KaBacaku OTHOCATCS
cenytomye: 1) mopaxeHre CIM3UCTOM 060I09KHU
ry6 u nosioctu pra (cyxue, KpacHble, TOTPECKaB-
mmecs: ry6bl, TUIIEPEMUS POTOIVIOTKH, «MaH-
HOBBIU f3BIK»); 2) U3MEHEHUs KOHEeYHOCTel —
SpuTeMa JaJloHeH U MOZAOIIB, INIOTHOCTh U OTEK
KUCTEH M CTOII, LIeNylleHWe KOXXU TasblleB Ha
2—3 Hez 3abosieBaHUs; 3) U3MEHEHUA COCYZOB
mia3 (rumnepeMusi KOHBIOHKTHUBEL); 4) IIeiHas
nuMbaZieHONaTUA, YBeIUIeHe XOTsA OBl OZHOTO
meiHoro mumMaTrdeckoro ysia o 1,5 cm u 60-
see; 5) monmuMop¢Hast CHIb Ha KOXKe, HAalIOMUHA-
fo1I[ast CBIMb IIPU CKapJaTUHe WU MOTUMOPHOI
apuTreMe; 6) MOBBIIIEHNE TEMIIEPATYPHI Tea 0
bebpunbHbIX Udp Gosee 5 gHel. i 3ammoMU-
HaHMSI OCHOBHBIX CUMIITOMOB 60s1e3HM KaBacaku
MOXeT OBITh TI0JIE3HO MHEMOHUYECKOE MTPaBUIO
B COOTBETCTBUMU C MEPEYUCIEHHBIMU KPUTEPHs-
MU OT TePBBIX OYKB CHMIITOMOB Ha aHIJIMHCKOM

sI3BIKE U aKIIeHTUPYIOIllee BHUMaHMe Ha TTopake-
Huu cepana: «My HEART» (aHIyI. — Moe cepziie):
M (mucous) — causucteie oboaouku; H (hand)
— pyky; E (eye) — ma3; A (adenopathy) — age-
HomaTus; R (rash) — cemb; T (temperature) —
TeMnepaTypa. i1 ycTaHOB/IeHUs AuarHo3a 6o-
sne3nn KaBacakul JOJDKHBI IPUCYTCTBOBATh 5 U3
6 xpuTepueB, 003aTeIbHO BKIIOYAs IUXOPAAKY
WIN YeThIpe OCHOBHBIX CHMIITOMAa 06s3aTeIhbHO
B COYETAaHUU C KOPOHApPHBIMM aHEBPHU3MaMHU.
MeHblllee KOJIMYECTBO KPUTEPUEB IPU HaIU-
YUY MPU3HAKOB MOPAXKEHUs cepAlia kiaccudu-
LUPYIOT KaK HEeMOJMHbIN (aTUINYHBIA) CUHAPOM
KaBacaku. Bcem maiyeHTam C ImoZ03peHUEM Ha
6ose3np KaBacaky WIM [AWarHOCTHPOBAHHOM
JaHHOU G6OJIe3HBI0 HEOOXOZWMO IIpOBeZeHUE
axoKapauorpabuu A BbISBIEHUs aHEBPU3M
KOPOHApHBIX apTepUii.

K 3abosieBaHUAM, PEAKO COMPOBOXKAAIOIAMCS
MeJIKO-, KPYIHOIIATHUCTON 3K3aHTEMOM, OTHO-
CATCA MEHWHTOKOKKOBasi WHbeKuus (paHHUe
cTaguyu MEHUHTOKOIIEMUM), OPHUTO3, IPUO6pe-
TEHHBIA TOKCOIUIa3MO3, JIEITOCIHUPO3, CUHAPOM
bxanortu—Kpoctu (B mpoapome 3aboseBa-
HUs), asieHoBUpycHasi, BUY-undexuus. Peakoit
TIPUYMHON 3a60I€BaHUA C KOPEMOAOOHBIMU BbI-
CHITTAHUSAMU SBJISIETCS OAHOCTOPOHHSS JIATEPOTO-
pakanbHasa sk3aHTeMa (OJITD, cMHOHUM: acuM-
MeTpu4Hasi mnepudieKcypagbHasi SK3aHTeMa).
BERICKa3bIBAIOTCA MPEAIIONOXKEHNUS O BO3MOXXHOM
npuarHHON cBa3u OJITD ¢ uHOEKIUAMHU, BBI-
3BaHHBIMHM BHpyCaMU{ Iaparpumna, aZeHOBUpY-
camu 2 1 3TUIOB, NapBoBupycoM B19 1 BI'Y 6 u
7 TUNOB. B mociesHue rofgbl MOABWINCH yKa3a-
HUA Ha BO3MOXKHYIO B3auMocBa3b OJITD ¢ undu-
uupoBanuem ObB [10].

OZHOCTOPOHHSAS JIaTEPOTOpPAKa/JbHAs 3SK3aHTe-
Ma, o MHeHwuto [1.I. Xerepa (2013), oTHocuTCa
K TaK Has3blBaeMbIM IapanHPEeKIHOHHBIM K-
3aHTeMaM, [IPU KOTOPHIX BO3HUKAIOIIAST KOXKHAs
peakiusa MHOIZa C MHOTOMECSYHBEIM TedeHUEeM
He SABJIAETCS CIIeIUPUIHON AJIA OIpeeTeHHOTO
Bo30yauTens. [lapanHpeKIMOHHbIE SK3aHTEMBI,
BEPOATHO, IPEAIONaraloT HaJIU4YUe elle TOYHO
He oOoIpe/leJIeHHOW WHAWBUAYAJIBbHOU IIpeapac-
nosokeHHocTH OosbHOro. K mapanHdekun-
OHHBIM 3JK3aHTEMaM OTHOCAT KOJIbII€BU/HbBIE
apuTeMbl (LeHTPOOGEXHYIO U JEeTCKOrO BO3pac-
Ta), JUXEHOUAHBIN Iapancopua3 (CBA3BIBAIOT C
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uHourpoBanuem OBB, IUTOMErajIoBUPyCOM,
CTPENTOKOKKOM), PO30BBIH suiiaii (CBA3BIBAIOT C
uadekruedt BI'Y 6 u 7 Tunos) [1].

K gaHHOU rpymme Takke MOXHO OTHECTH CHH-
apom JbxaHortu—KpocTu (geTckuii marryses-
HBIM aKkpo/iepMaTuT), pa3BUBAIOMINNIOCA B OTBET
Ha MHOTOYMCJIeHHble WHGEKINOHHBIE areHTHI.
Kpome usBecTHoro BUpyca remnatura B, pasBu-
THe JaHHOTO CHHZpPOMa BO3MOXXHO Ipu HHU-
nuposaHuu OBB, aleHOBUPYCOM, pOTaBUPYCOM,
Bupycamu remnatuta A m C, pecnMpaTOpPHBIMU
Bupycamu, BI'Y 6 Tuna u ap. OnpezesneHsl IATh
00s3aTe/NbHBIX JUArHOCTUYECKUX KPUTEpHEB
cuggpoma /xaHortu—KpocTtu: 1) MOHOMOp-
bHbIe, TUIOCKHE, PO30Bble WIM KOPUYHEBBIE Ia-
Ty/Bl WIN NaMyJI0BEe3UKYNbl; 2) TPU U3 YeThIpex
BO3MOJKHBIX JIOKUIN3ALUWH — INeKH, ATOAUIIBI,
pasrubaTenpHble ITOBEPXHOCTH DPYK WIM HOT;
3) cuMMeTpUYHOe paclipeienieHue; 4) MPOAOJ-
JKUTeIbHOCTh =10 aHell; 5) KpuTepUu HCKIIIO-
YeHUs — paclpoCTpaHeHHOoe MTOPakeHue KOXH,
menymeHre [9]. TakuM o6pa3oM, CHHAPOM
Ibxanortu—KpocTu, kak u OJITD, mo mopdo-
JIOTUYeCKHMM IpHU3HAaKaM MOXXHO OTHECTH K
MamyJI0CKBAMO3HBIM 3a60/IeBaHUAM, COIIPOBO-
JKIAIOIMMMCA YCWIeHHOH mposnudeparnueid amu-
JlepMuca ¥ mesnymenuem [1].
INonuaTHonorndeckyto IpupoAy UMeeT U BHesar-
Has 3K3aHTeMa. Ilo JaHHBIM pa3HBIX aBTOPOM,
75—90% ciydaeB 3ab0yeBaHUA Pa3BUBAETCA B
pe3ynbTaTe nHGEeKUMH, Bhi3BaHHOM BI'Y 6 Tuma,
10—25% — B pe3ynbTaTe nHGUIMPOoBaHusa BI'Y
7 TWIIA, PeAKOM IPUYINHOM 3a60IeBaHUA ABJIAIOT-
cq sHTepoBUpYycH, HanpuMep ECHO-16 [1, 2, 8].
C peaktuBauuei BI'Y 6 Tuna, O6B u uuromera-
JoBUpyca cBasplBaloT Takke DRESS-cunzpom
(drug reaction with eosinophilia and systemic
symptoms — JjeKapCcTB€HHas peaklHs C D03U-
HoOWINell ¥ CHCTEMHBIMM CUMIITOMaMH; CU-
HOHUM: JIeKapCTBeHHO-UHAYLIMPOBAaHHBIN CHH-
IpPOM THUIEepYyBCTBUTENbHOCTH — drug induced
hypersensitivity syndrome, DIHS). K mnpemnapa-
TaM, KOTOpBIe MOTYT BHI3BIBATh Pa3BUTHE 3TOTO
CUHZpPOMA, OTHOCATCA (GEHUTOMH (C 4YacTOTOH
1:1000—1:10 000), kapbamazemnun (1:3000),
deHnobapbutan. Kpome JaHHBIX IIpernapaTos,
pasButhe DRESS-cuHzpOMa BO3MOXHO IIpHU
WCIONIB30BAHUM abakaBUpa, aJUIOIyPHHOIA,
JlaliCcOHa, KO-TPHMMOKCA30ja, JIAMOTPH/PKUHA,

MeKCWIeTHHa, MWHOIIUKJIWHA, HeBUPAIHUHa,
cynbdacanasuHa, CTPOHIVSA paHeaTa, JOKCHUILIH-
KJIMHA, e TPHUAKCOHa, LieJileKoKcnba, 3TaMbyTo-
na. K TUNWYHBIM KJIVHUYECKUM IIPOSIBJIEHUSIM
5TOr0 CHUHJpPOMA OTHOCATCA JIMXOpajKa, CJa-
60CTb, ChIINb, TUMdaZeHOIaTUA U OTEK B 06I1aCTH
nuMdaTUYECKUX y3/I0B, renatut (C 4acTOTOH 0
50%), remaTosioruueckue HapylleHus (JIehko-
UUTO3 ¢ 303uHOGMIMEl). KpoMe meyeHu, MOTYT
TOpaXXaThCs Apyrre BHYTPEHHUE OPTaHbl — I10Y-
KU, JIeTKWe, TOJICTas KUWIIKA, IOKeIyZOodHas
»kesie3a. Ko)xkHBIe TOpaKeHUs pas3jInyHbI IO CTe-
TeHU TSHKECTU U MPOSBISIOTCA MOIUMOPGHBIMU
BBICBIITAHUSAMY, B PEAKUX CIydasaX pa3BUTHEM
cuHgpoMa Jlattesia. Pa3BuTHe 3TOro CMHZpOMa
O06BIYHO IIPOUCXOAUT B IIEPUOJ, OT 3 HEZ 10 3 MeC
OT HayaJjia mprema IpernapaToB.

[IpeaoXKeHBl CefyIoUe ANarHOCTUYECKUe
kpuTtepun DRESS-cuHzgpoMa: 1) mATHHUCTO-TIAITY-
Jie3HbIE BBICHIITAHUA, IOABJIAIOMIKECS Yepe3 3 HeZ
u 6oJiee TTOC/Ie HavasIa iIedYeH s OTpeeIeHHBIMU
JIEKApCTBEHHBIMH CPEJCTBAMU; 2) COXpaHeHUe
KJIMHUYECKUX CUMIITOMOB IIOCJIe OTMEHHI IpHU-
YUHHO-3HAYMMOI'O JIEKAPCTBEHHOTO CpPEJCTBA;
3) nuxopagka (Temieparypa Teja 6GOJIBHOTO
Boime 38°C); 4) HapymeHre OYHKINUU ITEYeHU
(ToBBIIIIEHME YPOBHSA aJaHMHaMUHOTpaHcdepa-
36l > 100 Ef/s) wiu BoOBeYeHUe APyTUX opra-
HOB U CHCTeM; 5) HaJIM4Ke XOTsI ObI OZHOTO U3 I1e-
PeUYUCIEHHBIX U3MEHEHHBIX T'eMaTOJOTHYECKUX
MoKasaresei: jeiikonuros 6oee 11x10°/71; atu-
TUYHBIE TUMQOLUTHI CBHIIE 5%; 303nMHOMIIIHSA
6osee 1,5x10°/1; 6) tumdazeHonaTHsA; 7) peak-
tuBanua BI'Y 6 Tuna, onpezensgemadn Ha 2—3 HeJ,
OT Hayajla CUMIITOMOB IT0 JZaHHBLIM JaGopaTop-
HBIX UCCIEJOBAHUN — CEPOJOTUYECKUX WIH IO-
JIMMepa3HoOU IemHoU peaknuu. Hamnawe Bcex
7 KpUTepUEB MOATBEPKAAET AUATHO3 TUIIMYHOTO
DIHS; nanuuue 5 IpU3HAKOB paCLieHUBAETCA KaK
KPUTEPUH I YCTAaHOBJIEHUA aTUIIUYHOTO Tede-
Husa 3aboseBanus [11].

IIaTHUCTaA 5K3aHTEeMa: dpUTeMa

OGIIHpHbIE YYACTKU THUIIEPEMUPOBAHHON KOXKU
HOCAT Ha3BaHUe 3puTeMbl (erythema). OHu obpa-
3YIOTCS B pe3y/ibTaTe CIUSHUSA KPYITHOIATHUCTOM
CBIIIM, TIO3TOMY IISITHA pa3MepoM Gosee 20 MM,
UMeIOIIe TEHJEHIINI0 K CIUAHUIO, PacCMaTpU-
BalOTCA Kak spuTeMa. /laHHble IIepBUYHBIE MOp-
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dosoruveckyie 3M1eMeHThl TUMTAYHBL A1 UHEK-
LMOHHOM 3puTeMBl (B pasrape 3aboseBaHus),
JlaM-60oppennosa,  POXKUCTOTO  BOCHAJIEHUA,
SPU3ENWIONZa, AepMaTOUTUH, KOXKHOM HOPMBI
CUOUPCKOM S3BbI, TEPMUYECKUX, YIBTpaduose-
TOBBIX OXKOT'OB, CHUCTEMHOIN KpacHOU BOJTYaHKU
(«6abouka» Ha JIHLE), JepMaTOMUo3uTa (Iepruop-
OGuTasbHAsA JIWIOBAs 3pUTEMa). DpUTEMaTO3Hast
«JIMHEWHAasI» ChIIb B BU/Ie IMHUM JJIMHOM OT 1 710 -4
CM TUITUYHA JJIs1 CHCTEMHOT'O BAPUAHTa IOBEHWIb-
HOTO WJMOIATUYECKOTO apTPUTAa, WIN aJUIepro-
CENTUYECKOT0 CUHApoMa (IIpeXkHee Ha3BaHUE —
cybcenicuc Bucciepa—®ankonu). ChIllb  IpU
JaHHOM 3a00JIeBaHUM HECTOWKas, YCHIMBAETCS
VI TIOSIBJISIETCST HAa BBICOTE JINXOPAJKU, B YTPEH-
HUe 4Yachl, OOBIYHO JIOKAJIM3YeTCsI Ha BHYTPEHHEH
MOBEPXHOCTH Oeziep, OGOKOBBIX IMOBEPXHOCTSX
TPYZHOH KJIETKH, HE COIIPOBOXKIAETCS 3YA0M.
NudekiMoHHass 3puUTeMa IOJIy4Ya CBOE Ha-
3BaHUE B CBA3U C OJHOMMEHHOU Mopdosoruei
ceimu. Ko)kHble CUMITTOMBI 3a60JieBaHUsT BBIpa-
JKAIOTCA B BUJE SIPKO-KPaCHOM CHIMU Ha ILIeKaX,
TIpY 3TOM BOKPYT pTa Koka 6JefHast, 4TO co3za-
€T KapTUHY CJIeZIOB OT MOIIEYUH. YAUBUTEIBHO,
HO y 3a60JIeBIUINX B3POCJIbIX KOXKA IIEK He U3Me-
HseTcs. Yepe3 HECKOIBKO JHElN Ha TYJIOBUILE U
KOHEYHOCTSIX IMOSBJSETCA BTOPUYHAsA 3pUTEMa-
TO3Hasl MATHUCTO-TAIy/Ie3Hast ChIllb, KOTOpAas 3a-
TeM IpeTepiieBaeT obpaTHOe pa3BUTHE, 06pasyst
«KPYXKEBHOI», CeTYaThIli PUCYHOK. DTU BTOPUY-
HbI€ BBICBITAHUA BapbUPYIOT MO BHIPAXKEHHOCTH
U TPOAODKUTETBHOCTH. Y HEKOTOPBIX OGOJIBHBIX
TPaH3UTOPHAA, PELUAUBUPYIOIIAS ChIlb MOXET
HabmogaTbea Hegenamu (mo 100 gueit u 6oee).
TaKyIo CHIIIb TPYAHO BBHIABIATH y AeTell HETPOU/-
HOU pachl, AJIs1 KOTOPBIX CBOEBPEMEHHAs JUarHo-
CTHKa MOXKET MMEeTb 0coboe 3HauyeHue, 0CoOeH-
HO €CJIM OHU CTPAJAlOT CEPIOBUAHOKIETOYHOMN
aHemyell (BO3MOXXHO pasBHUTHE aIUIaCTHUYecKo-
ro KpHu3a). YCTaHOBJIEHHUIO AMArHO3a ITOMOTAIOT
JKaIoObI Ha 3y/ B TOZAOIIBax. 3y, 0OCOGEHHO Ha
TOZOIIBAaX, MOXKET OBITh CaMBbIM BBIpAXKEHHBIM
CHMIITOMOM 3a00JIeBaHUsA, XOTS HESCHO, 4YeM
OOBACHUTDH TaKylo CBs3b. VMeromuiica y 60Jb-
HBIX 3y CTYKUT PUYMHOM HEITPaBWIBHOIO Ha-
THO3a aJUIEPrUX ¥ HEKOTOPBIX GOJIBbHBIX.

Y HOBOPOXZEHHBIX M TPYAHBIX JeTel MPUIUHBI
SpHUTEMBI, KOTOpas IPU paclpocTpaHeHUu 6oiee
4yeM Ha 90% IU1o1aiu KO>KHBIX IOKPOBOB IOy 4H-

Jia Ha3BaHUE «3PUTPOAEPMUsI», MHOTOOOPa3HHI U
BKJIIOYAIOT MHOEKIMY (BPOXKAEHHBIN KaHIWUZ03
KOXXH, CUHZAPOM CTabUIOKOKKOBOM OOOMIKEHOM
KO, CHHIPOM TOKCHYECKOTO IIOKa), PeaKIIUI0
«TPaHCIUIAHTAT MPOTUB XO3fMHA» (IIPOsSBJIEHUE
TIEpBUYHOIO0 MMMYyHOZebUIINTa, peaKo ObIBaeT
TPy BCKapMJIMBaHUU JOHOPCKUM TPYAHBIM MO-
JIOKOM), WXTHO3, aTOMUYECKUH U ceOGOpelHbIH
aepMatut. OTINYUTETbHBIMU YepTaMu ceGopeii-
HOTO JIepMaTHuTa SBJAIOTCA paHHASA (0OBIYHO 0
4-#1 HeZien X)KU3HN) MaHUbeCTalUs C TOPaKEHU-
€M MHTepPTPUTHMHO3HBIX 00J1acTel 1 BOJIOCUCTON
YaCTH TOJIOBHI Y /leTe-HeaTOMUKOB, HaXOASAIHX-
¢ Ha TPYAHOM BCKapMIMBaHUU. 3yz Auaa cebo-
peiiHOrO lepMaTHTa, B OTJIMYHE OT aTOIMMYECKO-
ro, He xapakTepeH [1].

Taxke Y HOBOPOXXZAEHHBIX SPUTEMOU IIPOSIBIIAET-
cs1 pacIIpoCTpaHEHHOE TPAaH3UTOPHOE COCTOSTHHE
CO CTOPOHBI KOXKHBIX IOKPOBOB — IIPOCTAas pUTe-
Ma. B ominuve OT HEOHATAIBHON 3PUTPOAEPMUM
TpOCTast SpUTEMA IPOSABJISIETCA PEaKTUBHBIM I10-
KpacHeHUEM KOXKU U BO3HUKAET IIOCIIEe YAaJEeHUs
TIepBOPOAHON CMa3KU U ITepBO¥ BaHHBIL. DpHUTeMa
YCWJIMBAETCSA Ha BTOPHIE CYTKH U ITOCTEIIEHHO UC-
ye3aeT K KOHILy IEPBOI HeZelMN XKU3HU. Y HeZo-
HOIIIEHHBIX JleTel 1 HOBOPOXKJEHHBIX OT MaTepei
C caxapHbBIM JrabeToM apuTeMa 6ojiee BhIpaXkKeH-
Had U lep>KUTCA fonblie — 0 2—3 Hex [13].

T'emopparudeckad ChIIlb

TeMopparvnyeckuie IsTHa 0Opa3ylOTCs B pe3yilb-
TaTe BBIXOZA SPUTPOLUTOB U3 COCYZOB B TKaHb
koku. K aTof rpymme IATEH OTHOCATCA IIeTe-
XUM — TOYeYHble KPOBOU3IUAHUA 0 1—2 MM B
JyaMeTpe, ITypIlypa — MHOXXECTBEHHbIe reMop-
paruy oKpyrioi GopMsl pasMepoM OT 2 [0 5 MM,
SKXVMMO3bl — KPOBOU3JIMAHUA HENPaBIbHOU
dopmbl pazmepom 6osee 5 MM. KapauHanibHBIM
OTIMYMEM COCYJUCTBIX (BOCIIQJIUTENBHBIX) U
reMOpparu4ecKyux IATEH fABJAETCA HMCYe3HOBe-
HHMe TepBHIX IIpU HaJaBIMBaHUU. IleTexuaib-
HOH CBINBIO CONPOBOXKJAIOTCA OaKTepuaslbHbIE
(MEHMHTOKOKILIEMUsI, a TaKXe CeIICHC, BBI3BaH-
Helli Haemophillus influaenzae, Stahpylococcus
aureus, Streptococcus pneumoniae, Listeria
monocytogenes, Neisseria gonorrhoeae), BUpyC-
Hble (3HTEpOBUpYCHBIe, DmiuTeHa—bapp, Iu-
TOMerasJoBUpycHasa HHPEKINY, aTUIINYHAA KOpPb,
reMopparuyeckue JIMXOpPaZK{), IapasuTapHble




TpyaHblil AarHo3 B ieAUaTpuu

(mansapusa) UHOEKITNH, PUKKETCUO3BI (IIATHHUCTAS
srxopazka CKaJUCTBIX T'OP, CBITHOU TU).
[NeTexuanbHbIE CHIIM MOTYT OBITH PE3yJIBTATOM
NIPAMOM WHBAa3WM MUKPOOPraHM3MOB B COCYZBI
KOXXM, YTO OTME€YaeTCs INPU CENTUYECKUX SM-
6osax, WIN IMOBPEXAEHUA SHAOTENUA COCYZOB
VMMYyHHBIMU KOMIUIEKCaMH. ['eMopparudeckas
CBIIIb — OZHO U3 IPOABJEHUN CHHAPOMA JVC-
CEMUHUPOBAHHOI'O BHYTPHUCOCYAKUCTOTO CBeEp-
THIBAHUA KPOBU IIPU CENTUYECKUX MHGQEKIIUAX.
BobHBIX ZieTell ¢ IMXOpagKoH U IeTeXuanabHOU
CBIIIBIO BBU/Y BHICOKOHM BEPOATHOCTU CUCTEMHBIX
GakTepuaiabHBIX HWHGEKIMI ciegyeT ob6cieso-
BaTh B IIEPBYIO O4Yepesib.

V3 HeuH}EKIMOHHBIX MPUYMUH IeTeXHalbHas
CBIIIb THUIIMYHA JJI1 TeMOPParu4ecKoro BacKyJIu-
Ta, SKXUMO3BI JIT TPOMOOIUTOIIEHUH, TPOMOO-
LUTOIATHH.

Y HOBOPOXXJEHHBIX I'€MOPPAarryecKylo ChIllb He-
obxoarMo uddepeHIPOBaTh C TeeaHTUIKTa-
3UAMU. TeleaHTrMIKTa3uK SABJSIIOTCA PyAUMEH-
TapHBIMHA OCTaTKaMW{ SMOPHOHAJIBHBIX COCYZOB,
HabmozpaoTes y 50% HOBOpPOXZEHHBIX. OHU
WMEIOT BUZ IIATEH WIM II0JI0C C HEpOBHBIMU T'pa-
HUI]aMH 6JIeJHO-PO30BOTrO IIBETa WIM KpacHOBa-
TO-CHHIOIIHOTO IBETA, IIPEZACTAB/IAIOIINX CO0O0H
JIOKQJIBHO paclIVpeHHbIe MEJKUE COCYAbl KOXH Y
HOBODPOXZIEHHBIX. VIc4ye3aroT [1py HaZJaB/IMBaHUY B
OT/IMYMeE OT FeMaHInoM. V3mobieHHas JIoKaI3a-
111 — BepXHHE BEKY, I'PAaHMIIA BOJIOCUCTOH YacTH
TOJIOBBI U 33/IHEl TIOBEPXHOCTY Illeu. JledeHus Te-
JIEQHTMDKTA3UH He TPeOYIOT, IPOXOAAT B OOJBIINH-
CTBe CJIy4aeB caMOCTOATENBHO K 2 rogam [13].

IManyne3Has sk3aHTeMa

[Tanmysa (y3en0k) — orpaHUYeHHBIM, BO3BBIIIAIO-
1uiica HaZl ypOBHEM KOXKU TBeP/BIH 6ecronioct-
HOU NepBUYHBIH MOP)OIOTUYECKU JIeMEeHT 10
1,5 cM B iruameTpe C IUIOTHOM WK KyTI0JI006pas-
HOH MoBepxHOCThIO. [Tarmysa noasiseTca BCIea-
CTBUE CKOIUIEHUS BOCHAIUTENBHOTO WHOWIb-
TpaTa B BEPXHUX CJIOAX A€PMBI WIN Pa3pacTaHUA
anuziepMuca.

ITpyu MHQEKIIMOHHBIX 6OIe3HAX Iamyne3Has K-
3aHTeMa fBJIAeTCA JIUIIb KPaTKOBpEMEeHHOU cTa-
Juell pasBUTHUA 2JIeMEHTOB ChIU. [1o cyiecTsy,
HeT MHOEKIUOHHBEIX OoJyie3Hel, NPU KOTOPHIX
6bUta OBl TOJBKO IAITyJIe3Hasd CHIIb B TEYEHHE
BCero Iepuoja BBICHIIAHUHN. [Tamysbl ABIAIOTCA

I KOMIIOHEHTOM B MOJUMOPGHOI ChINU, WU
cTazviedl pasBUTHA 2JeMeHTOB. VIMEHHO Takoe
MEeCTO OHU 3aHHMAIT NpU GproumHOM Tude U
napatudax, KOpH, BETPSAHOHM oOcIie, KJeIleBbIX
PUKKeTCHO3aX, YecoTKe. ITamysnbl TUIIMYHBIL JJI1
napavHQEKIMOHHBIX 9K3aHTeM (cuHApoM /[Ixa-
HoTTu—Kpoctu, OJITD u ap.), a TaKKe KOHTAKT-
HOT'O JIepMaTHUTa.

Topaszo yaime mamysne3Has 3K3aHTeMa OTMeda-
€TCsA NPU KOXKHBIX 3a60IeBaHUAX, OTHOCAIIUXCSA
K TpyIllle IaIy/le3HbIX JepMaro3oB. K HUM oOT-
HocATcA OOJIe3HH, XapaKTepUsylolyecs B 3aBU-
CHUMOCTH OT IVIyOWHBI IIOPaYKeHUsI KOXKU MU ED-
MaJIBHBIMM TTamy’namu (Icopuas, Iaparcopuas,
KPacHBIH 0TpybeBUAHBIH iniall, 6OpPOgaBKH, KO-
Taruo3HBIH MOJUTIOCK, 6oe3Hb Jlapwe, win ¢o-
JIUKYJAPHBIA TUIlepKepaTo3), SIHUJepMo-Zep-
MaJIBHBIMY HamysnaMy (aTONMWYeCKUH epMaTuT,
KpacHBIY IUTOCKUH JUIIak), iepMaIbHbIMU TaITy-
namu (GoTMKYIAPHBIN MyLIMHO3, 60e3Hb PoK-
ca—®dopzaaiica) [4].

[Mamyne3HbI IIEPUOpPAIBHBIN JepMaTUT BCTpe-
yaeTcsa y AeTel, MOMydalolNX WHraTIALMOHHbIE
IIFOKOKOPTHKOCTEPOU/BL Yepe3 clielicep WIN He-
Oysaiizep yepe3 MackKy, IpU HapylleHUU TUTHe-
HbL. Pezsikoit mpuumHoi auddysHoro namyne3Horo
VI IeCKBaMaTHBHOTI'O IepMaTHTA C BEIpAXKEHHOM
niepropodaluaabHON JIOKaIu3auue y gereil B
Bo3pacTe 3—4 Mec ABJIsIeTC MyKOBHCIIZAO3 [1].
IToutn y 50% HOBOPOXAEHHBIX BCTPEYaAIOTCA
menkue (1—2 mMm) GesmoBaThle mamy/ibl B o6Jia-
ctu n16a, IMeK, KpbUIbeB HOCA — MIUIMYMBI. BEI-
CBITTAHUA SABJAIOTCA TPAH3UTOPHBIMU U IIPOXO-
JAT B TeyeHUe HEeCKOJIbKUX Hezenb. MIInmyMsl
TIpEeJCTaBIAIT cOO0M MesNKHe 3TMHUAepMabHbIe
KHUCTHI. C TaKOH K€ YaCTOTOH Y HOBOPOXKAEHHBIX
JeTell BBIABJAETCA U CUIIePIUIasys CalTbHBIX JKe-
JIe3, TIPOABIEHUA U JIOKUIN3AlUA CXOXU C MU-
JINyMaMH, TOJIBKO NaIy/Ibl 60jiee BEIPAYKEHBI U C
6es10BaTO-KeJNTOBATHIM OTTEHKOM, Oe3 IIpu3Ha-
KOB BOCHaJeHuA. I'UIepIuia3us caabHBIX JKeje3
BbI3BaHAa CTUMYJIANMeEH (o/INKYIOB MaTepHH-
CKUMHU aHZpOTeHaMH, OIpeZesAoUMMHU KOJIU-
YeCTBO U pa3Mep CAJIbHBIX JKejle3 yKe B IIEPBOM
TpuMecTpe 6epemenHocTH. OHa yale Haboza-
eTca U (Zosblle) coxpaHAeTca y AeTel Ha Ipya-
HOM BCKapMJIMBAaHUU U3-3a IIPOZOJDKAIOIIecs
aHAPOTeHHOM cTuMy/aAnuu. Kak mpaBmio, oHa
paspemaercs yepe3 4—o6 mec [1].
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YpTukapHas sK3aHTeMa

Bosgeipp — 6€ecCIIOIOCTHOM 37IEMEHT, BO3HHUKA-
I B pe3yJbTaTe OTeKa COCOYKOBOTO CJIOS
JlepMBl. DTO TBepZbIN, OTEUHBIH, 3yAAMIUN 3Je-
MEHT, KOTOPBIA CyIIeCTBYeT HECKOJBKO YacOB U
ucyesaeT becciieIHO. YPTUKAPHBIE 3JIEMEHTHI SIB-
JISIIOTCSI OCHOBHBIM TIPOSIBJIEHUEM KpPaIlUBHUIIBI,
KOTOpast MOXeT ObIThb ocTpas (IPOAOKUTENb-
HOCTBIO MeHee 6 HeZll) U XpoHHMYecKas (6osee
6 Hez). Llenbllt pAz KaK OCTPBIX, TaK U XpOHUYE-
CKUX MHQEKIIUN MOXKET COMPOBOXKAATHCSA YPTHU-
KapHbIMU 3jieMeHTaMHu. K MuKpoopraHusmawm,
CIIOCOOHBIM BHI3BIBATh KPAIUBHUILY, OTHOCITCS
BUpycHl (3bB, Bupyc remnarura B, sHTepoBUpyCHI,
PUHOBUPYCHI, BUPYC IPOCTOTO replieca, BUPYC
varicella-zoster), 6axtepuu (Helicobacter pylori),
npocreivie (Entamoeba histolytica, Lamblia
intestinalis, TPUXOMOHAa/JbI), TE€IbMUHTHl (TOK-
CcOKapa, S3XWHOKOKK, ¢aciuosa, TpUXUHEeIa,
CTPOHTWION03, GUIIPUU, LIUCTOCOMBI), TPUOBI
(Candida, Trichophyton). Kpome nH}EKIIMOHHBIX
baKToOpOB, MOTEHIUMATBPHBIMU 3THOJOTUYECKU-
MU GaKTOpaMU KPAaIUBHUIIEI ABJISIOTCS ITHIIeE-
BBIE MPOAYKTHI, 06ABKU, KOHCEPBAHTHI, JIeKap-
CTBEHHBIE IIpelapaThbl, XMMHUYECKHUe BeEIeCTBa,
aspoaUiepTeHbl, BbI3bIBAIOIIYE AJUIEPTUYECKYIO
KpamuBHUILY, a Takke GU3NYECKHE, MTCUXOTEH-
Hble (aKTOPHI, YKyChl HACEKOMBIX, T'eHeTHYe-
ckue AedeKThl. YTOYHEeHHe 3TUOJOTUU KpPalluB-
HUIBI — CJIOKHAsg AuarHocTudeckas 3ajadva,
OHO HeoOXOAMMO TIPU XPOHUYECKOU KparnuBHU-
ne. BpICKa3bIBalo IpEAIIONIOXKEHHE, YTO JIUIIb
10—15% ciy4aeB KpalnWBHUIIBI CBA3AHBI C aJl-
Jneprudeckumu pakropamu [1].

Byropok

Byropok — orpaHudyeHHOe, IUIOTHOE, BBICTYIIA-
folllee HaJ| MOBEPXHOCTBHIO KOXKH 6GECIIONOCTHOE
obpasoBaHue AuaMeTpoM oT 1—2 10 5—10 MM.
Byropku o6pasyioTcs B pe3y/ibTaTe CKOIUIEHUS
B JepMe CIenupUIecKOr0 BOCIATUTENBHOTO
uHPWIBTPaTa, KOTOPHIHM, B OTIMYHE OT MAIYJIbI,
OTYET/IMBO OTIpeJesIeTCs IPH MasbIaluu. Byro-
POK — 3TO MOPOQIOTUYECKUI SKBUBAJIEHT pe-
AKX TUINEPYYBCTBUTECJIBHOCTHU 3aMEAJIEHHOI'O
THUIIA, TO3TOMY OH XapaKTepeH s WHOEKIU,
COTIPOBOXKAIOLINXCS ZAHHBIM HEHOMEHOM: KOX-
HOTO JIEHIIMaH1O03a, JIETPhl, KOXKHOTO TyOepKy-
JIe3a, TPETUIHOTO U MO3HETO BPOXKAEHHOTO CH-

¢durca, rprOKOBBIX TIOPAYKEHUM KOXHU. Byropku
(y3enKy) SABIAIOTCA OZHUM M3 «BOJBIINX» KPU-
TepueB pPeBMATUYECKON JINXOPAAKU, BCTpeYaro-
yxca o4eHb peako [12].

Y3en

Y3e1 — IUIOTHOe, BBICTyIAmIlee HaJ YPOBHEM
KOXXMl WIN HaXOZAIIeecs B ee TOJIIIe 06pa3oBaHue.
Jocruraet B pasamepe 10 MM u 6osnee. O6pasyeT-
cs1 TIPU CKOIUIEHWY KJIETOYHOTO WHQWIBTpAaTa B
TIOJKOYKHOM KJIeT4aTKe W COOCTBEHHO JAepMe. B
TIpoliecce BOJIIOIUY MOXKET U3bA3BIATHCA U PyO-
ueBaTbcsA. KpyImHble CHHe-KpacHBIe Y3Jbl, 60jes-
HEHHBIE [TPY OIIYITEIBAaHUH, JIOKJTHU3YIOLINECS, KaK
MpaBWIO, Ha IMEPEeJHUX MOBEPXHOCTAX TOJIEHEH,
Ha3BIBAIOTCSI Y3JI0BAaTOM 3pUTEMOM. YajoBaras
3pUTEMA COMPOBOXK/AAETCS BOCIIAJIEHUEM ITOAKOXK-
HO-KHUPOBOU KJIETYATKU B CENTax MEXKIY JOJIbKa-
MU (CEeNTaNbHBIM MTAaHHUKYIUT). DTO Hecrenudu-
YecKUil CHMIITTOM 3abosieBaHMil pa3HOOOpasHOM
UHQEKIIMOHHON Y HeMH(EKIIMOHHON 3THOJIOTHH,
KOTOPBIN MHOIZIA TAaK)XKe OTHOCAT K I'pyTIle ry6o-
KHUX aJUTEPTUYECKUX BaCKYJIUTOB KOXXH.
Pa3BUTHEM y37I0BATON SPUTEMEL MOTYT COIIPOBO-
JKJaTbcs 3a00JIeBaHUsA, BHI3bIBAEMBIE [3-T€MOJIH-
TUYECKUM CTPENTOKOKKOM TPYyNIbl A, Ty6epKy-
Jie3, NePCUHUO03bI, XJIaAMUJN03, KOKIIUANOMUKO3,
THUCTOIUIa3MO3, KOpb, GEeINHO3, TeIbMUHTO3Bl U
TIPOTO30iHBIE UHPEKIUH.

HevHdeKIIMOHHbIE IPUYUHBI Y3/I0BATOH 3pUTeE-
MBI BKJIFOYAIOT CapKOWZO3, HecrmeludpuiecKuit
SI3BEHHBIM KOJIUT, JTUMQOrpaHyieMaros, JeHKo-
36, cUHZApOM BexueTa, nnpreM cy/ibpaHWIaMUAOB,
6pPOMU/IOB, OPAJIBbHBIX KOHTPAIENTUBOB. Y3/I0Ba-
TYI0 3puTeMY Heobxoanmo aAnddepeHIpoBaTh C
XOJIOZOBBIM HMAaHHUKYJINUTOM, KOTOPBIM BO3HUKA-
eT TIpU MEePEOXJIAKAEHUN B pe3y/ibraTe pacriaza
HACBIIEHHBIX KUPHBIX KUCJIOT, HAaIpUMep IpU
BEPXOBOU €37le, M XapaKTepU3yeTcs pa3BUTHEM
y3JI0B B O6JIaCTH SATOAWL] M HA BHYTPEHHUX IIO-
BEPXHOCTAX Oeziep («MaHHUKYIUT BCAZHUKOB»).
B ominuure OT y3710BaTOM 3pUTEMBI Y3JIbI IPU aH-
HOM 3abosieBaHuu 6e3601e3HeHHEBI [1].

Be3ukynesHad U IycTy/le3HasA 3K3aHTeMa

[Ty3bIpek NpeAcTaBiAeT cOOOH IOJIOCTHOH mep-
BUYHBIM MOpdonoruyeckuii anemeHt zo 0,5 cMm
B vaMeTpe, coZepKallyi IPO3pavyHylo WA re-
MOpparu4eckyro >XUAKOCTb, BO3HHUKAIOUUNA B
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pe3ysbTaTe OTC/IONKH anugepmuca. OGBIYHO Be-
3UKYJIa ABJISETCS JUIIb OAHOU U3 CTaAUi B PAAY
CMEHAIOIINX APYT Apyra 3JIeMeHTOB 5K3aHTEeMBI:
MIATHO — IIamysia — Be3WKyJla — KopKa. Be3uky-
Jle3Has1 ChIIb HabJoAaeTcs MpU 3ab0IeBaHUAX,
006yCIOBJIEHHBIX BUPYCOM IIPOCTOTO TrepIieca,
BKJIIOYasa reprnerudopmHyto sk3emy Kamomry,
BUpYycoM varicella-zoster (BeTpsiHas ocma ¥ OIO-
SICBIBAIOIINI JIUIAK), SHTEpOBUpYycaMu (BUpPYC-
Has My3bIpYyaTKa MOJIOCTU PTa U KOHEYHOCTEH).
BupycHas mysbIpyaTka IIOJIOCTH PTa U KOHEYHO-
CTeH, WIN CUHAPOM «KUCTb—CTOIIa—POT», ITOJTY-
YUBIIMY CBOe Ha3BaHUe II0 JIOKAIM3AIUU MOP-
bosToruecKnx 31eMEHTOB BE3UKYJIE3HOU CHIINH,
BBI3BIBAETCS PA3HBIMH CEPOTUIIAMU SHTEPOBUPY-
coB: Bupycamu Kokcaku A5, 7,9, 10, 16,B2,5u
sHTepoBupycoM 71 Tuna u zp. [1]. Kpome Toro,
JaHHBle MOpPQOJIOTUYECKUEe 3JIEMEHTh TUINY-
HBl A1 Be3HKY/IOIyCTy/le3a HOBOPOXXJEHHBIX,
MOTYT OBITH IposBIeHUeM cradriogepmuu. 13
HenH()EKIMOHHBIX 60JIe3HEel BEe3UKYIe3HbIE dJIe-
MEHTHI HaOIIOZAIoTCA MPU Pas3judHBIX popMax
JAVICTUZIPO3a, IOTHUIlE, HEKOTOPBIX BUAX SK3€M.
B ciydae cKOIUIEHUA B My3bIpbKE GOJIBLIIOTO KO-
JIM4ecTBa JIEMKOIIMTOB OH NpeBpanjaeTcs B THOM-
HUYOK — IIy3bIpEK C THOWHBIM COZAEPXKMMBIM.
T'HOMHUYKYM XapaKTEPHBI A1 KOXXHBIX MHOEK-
uuii (umnerturo, pypyHKynes), yrpeii, MOTYT OT-
MeuaThbCs IPU BETPSHOM Oclie B pe3ysbTaTe 6ak-
TepUaJbHOTO NHPUIIMPOBAHMUS.

BesukynaM{ U IIyCTyJlaMH Y HOBOPOXZAEHHBIX
TIPOSIBJISIETCS TaK Ha3bIBaeMasi TOKCHYecKasi 9pU-
TeMa, KOTopas OTHOCUTCA K rpyrie GU3NOIOTU-
YeCKUX COCTOSTHUI CO CTOPOHBI KOXKHBIX ITOKPO-
BOB. JlaHHOe COCTOSIHME, COIIPOBOXKZAIOIleecs
nosuMopHON MATHUCTO-IAMYJIO-BE3UKYIIO-IIy-
CTYJIE3HOM CHINbIO, BO3HUKAeT OOBIYHO Ha BTO-
pble CyTKY XXKU3HU. TOKCUYECKast SpUTEMA MOXKET
MpoTeKaTh BOJHOOOPA3HO U CaMOCTOSITENBHO
beccielHO paspemaThesi A0 2-HeAeIbHOTO BO3-
pacra. Tokcudeckas s3puTeMa PerucTpupyercs y
60% 3pesbIXx HOBOPOXKJEHHBIX, a Y HEJOHOILIEH-
HBIX JleTel, HaobopOT, BCcTpevaeTcs peako [1].
[lo ApyruM AaHHBIM, 3a60jieBaHVE BO3HUKAET Y
10—20% nHOBOpOXAeHHBIX [13]. B aTmosOrMu
3a60JieBaHUsA BBIZEAIOT U30BITOYHYIO PEAKIIUIO
KOXXKHOM MMMYHHOU CHCTEeMBI Ha MEPBYIO KOJIO-
HUM3AIUI0 KO)XXHOM ITOBEPXHOCTU HEeNlaTOT€HHBI-
MM MHKPOOpPraHM3MaMH. BBICHITaHUSA pacmo-

JIaraloTcs daule I'pynmnaMy Ha pa3rubaTesbHBIX
IIOBEPXHOCTAX KOHEYHOCTEH BOKDYI' CYCTaBOB,
Ha ATOAMILIAX, IPYAH, PEKE KUBOTE U Jule. VIHo-
rJa BBICBIIAHUA OOWIbHBIE U IOKDPHIBAIOT BCE
tesio [13]. [Ipu auddepeHnranbHON AUATHOCTH-
Ke OT OITAaCHOM HeOHaTaJIbHOHN DPUTPOAEPMHUU B
TepByI0 ovepezb obpalarT BHUMaHHE Ha 00-
Iee COCTOsAHME pebeHKa, KOTOpoe He CTpasaerT,
COZlep’)KUMOe BE3UKYJI CTEPIIBHO, B Ma3Kax 00-
HapY>XUBAIOTCA MHOTOYHC/IEHHbIE 303MHODWIb-
HbIE I'PaHYJIOLUTEL.

JuddepeHanbHBI  AMarHo3 HeHMHQEKINOH-
HBIX BE3UKYJIOMYCTY/IE3HBIX KOXKHBIX U3MEHEHUI
Yy HOBOPOXKZIEHHBIX C TEMHBIM IIBETOM KOXXU He-
06X0IIMO TIPOBOAUTH TAaK)XXe C TPAH3UTOPHBIM
IIyCTY/IE3HBIM MEJIAHO30M U JETCKUM aKpPOILyCTy-
sne3oM [1]. K yacThIM TPaH3UTOPHBIM COCTOSHH-
AM y AieTell OTHOCATCA U aKHe HOBOPOXK/JEHHBIX
(HeoHaTaJBHBIN IIYCTYJIE3 TOJIOBBI), IPU KOTO-
POM B TeueHHe IIepBON HeZeH KU3HU BBIABIA-
IOTCS MaJIeHbKHE KPaCHBIE IyCTYJIbI Ha JIUIE, TO-
CJIe 3TOTO IIPOXOAAT CAMOCTOATENbHO [13].

Bysine3Had sk3aHTeMa

[Ty3blpb — 37€MeHT, MOPQOIOTHYECKH HOA06-
HBIH IIy3bIPbKY, HO 3HAYUTENBHO IPEBHIIIAOIINHI
ero B pasMmepe (oT 3 zo 50 mm). Cozepskumoe
IIy3BIpei MOXKET OBITh CEPO3HBIM, KPOBAHUCTHIM,
THONHBIM. Bysute3Hble lepMaTo3bl y HOBOPOXKAEH-
HBIX BKJIIOYAIOT WMHGQEKIMOHHBIE 3a060JeBaHUA
(TIy3bIpYaTKy, Wi neMbUrons HOBOPOXJAEHHBIX,
cTaQMUIOKOKKOBOI 3THOJIOTHH, 3KC(HOUINATHB-
HBIM AepMaruT Putrepa, cuMINTUYECKYIO ITy-
3BIPYATKY, CTPEIITOKOKKOBOE Oy/l/Ie3HOe UMITeTH-
T'0) U TeHOZepMaTO3b! (BPOXKAEHHBIN OyJUIEe3HbIH
SIUZIEPMOJIN3, UXTUO3UGOPMHAA S3PUTPOJEPMUSL
Bpoxka). Kpome Toro, my3slpy HaGII0AAIOTCS TIPU
6ysute3HBIX GOpMax poXKH, CTaQIIOCTPENTOAED-
MU, BETPSAHOHN OCIIBI, CUOUPCKOM S3BbI, TsDKe-
JIBIX ayuleprogepmarosax (OysiesHbsle (GOpPMEI
MHOroMOpGHO# 3KCCYAaTUBHON 3PUTEMBI, CHH-
ZpoM CruBeHca—/>)koHCOHA, cuHZApoM Jlaifena),
reprieTdOpMHOM ZiepmaTuTe JIFOpHUHTa, acCCOLU-
WPOBAHHOM C I[eJIMaKUeH.

TiuraTesbHOE BBIABIEHUE U eTalbHOE ONMCaHKe
MOpP}OIOTHYECcKUX 3JIEMEHTOB — KJII0Y K CBOEB-
PeMeHHOM MMpaBWIbHOM AUarHOCTHKe MHQEKIIH-
OHHBIX U HEMHQEKIIMOHHBIX DK3aHTEeM Y ZeTei
(Tabs.). ®
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Mopddosiorudeckuii

3JIEMEHT

Poseona

MenkoTo4yeuHas ChIllb

MenkonATHUCTAsA
CHIITb

KpynHonaTHucras
CBIIIb

dpurema

T'emopparuyeckue
MATHA

(metexuw, mypmypa,
SKXHUMO3bI)

MOP$OIOTUIECKHX DJIeMEHTOB (Ha4aso)

DTHOJIOTHUA

WHudekruy, Bei3BanHble BI'Y 6 u 7 TUIIOB.
DHTEepOBUPYCHas UHGEKIIUS.

BpromrHoit Tud, napatudsr A u B.
ChrIHOM TH.

JlenTocniupos.

BTopuuHbIii cudumc.

YKyChI HaCEKOMBIX

CkapsaTuHa.

[NceBAOTYOEPKY/IE3 U KUIIEYHBIN HEPCUHHIO3.

bonesnr KaBacaku.

CradunokokkoBas uHGeKUYs (CUMHAPOM CTaGIIOKOKKOBOT'O TOKCUYECKOTO IIIOKA).
Takcugepmus.

JlekapcTBeHHasA a/IepPrus

Kpacuyxa.
BHesamnHas sk3aHTeMa (AeTcKas po3eosa).
DHTepOBUPYCHAs SK3aHTEMA.
Bonesns KaBacaku.
MeHUHTOKOKKOBasA MHOEKIIHSA.
OpHUTO3.
ITproOpeTeHHBIH TOKCOIUIa3MO3.
Jlenrocriupos.
CunzpoM /xaHoTTH—KpocTH (B IpogpoMe 3a60eBaHusA).
AzneHoBupycHasa HHEKIIHA.
BUY-unbekums
Kops.
Bonesns KaBacakmu.
IMapBoBupycHasa B19 nHdekmu.
VH)EKIIMOHHBIM MOHOHYKJIEO3.
TpuxuHeies.
MHoromopdHas sKcCysaTUBHASA IpUTEMA.
OZHOCTOPOHHA JIaTepoTOpaKaibHadA dK3aHTeMa

WHdexmonHasA spuTeMa (mapBoBupycHasa B19 nndexuus).
Jlatim-60ppenuo3.

Poxa.

KoskHast popMa CUOMPCKOIA SI3BHI.

TepMudeckuie U yabTpaprOIETOBBIE OXKOT'H.

CucreMHas KpacHas BOT4YaHKa.

JepMaToMHO3UT.

AronuecKkuii AepMaTuT.

CebopelHEbIi lepMaTHUT.

Y HOBOPOX/IEHHBIX: PUTPOJAEPMUA HOBOPOXKEHHBIX, IIPOCTasA 3pUTeMa, TOKCH4e-
cKas spuTeMa

BakTrepuanpHble HHGEKINN (MEHUHTOKOKIIEMHUS], CEIICUC, BEI3BAHHBIH
Haemophillus influaenzae, Stahpylococcus aureus, Streptococcus pneumoniae,
Listeria monocytogenes, Neisseria gonorrhoeae).

BupycHble HHQEKINH (3HTEpOBUPYCHBIE, DMMINTeliHa—bapp, IUTOMEeraIoBH-
pycHas, nmapBoBupycHas B19 nundekuuu, aTUnuyHas Kopb, reMopparunieckue
JIUXOPAAKU).

Maapus.

PUKKeTCHO3H! (IATHUCTAs TUXOpasKa CKaJUCThIX TOP, CBITHOM TU().
JIBC-cuHApOM.

TeMopparu4eckuii BacKyJIuT.

TpoM6OIUTOIIEHUH, TPOMOOIUTOIATHH.

VHEKIMOHHBIN 9HIOKApANUT
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JuddepennmanbHas AUArHOCTHUKA STUOJIOTHUH SK3aHTEM Y ZileTeiil Ha OCHOBe IePBUYHBIX
MOpdoIOrNIecKuX 31EMEHTOB (OKOHYAHME)

Mopdomorundeckui OTHOJIOTHA
dJIeMEeHT

[Mamyna BprourHoit Tud u napatudsl.
Kops.
BeTpsaHnasn ocna.
KirelieBble pUKKETCUO3HI.
YecoTka.
Cunzpowm /IxxaHortu—KpocTu.
OZHOCTOPOHHSAA JJaTepPOTOpaKaIbHaA SK3aHTEMA.
KoHTaKTHBIH IepMaTHT.
MunuyM, akHe HOBOPOK/J€HHBIX.
KoHTarrno3usii MOJUTIOCK.
[TepropaabHBIN epMATUT

Bomngeipp KpanusHuna.
YKyChl HACEKOMBIX
Byropoxk Ko>xHBIN JIeHImMaHno3s.
Jlempa.

KoxxHblit TyGepKyies.
[To3gHUH BPOXKAEHHBIN CUPIUIHC.
PeBMaTHUecKas TUXOpagKa

Y3en Y3noBartas spuTemMa

[Ty3bipex VHdeK11s, BEI3BaHHAA BUPYCOM IIPOCTOr'O repreca, BKIoYas reprneTuGOpMHYO
sk3emy Kanomm.
Nudexuus, BeI3BaHHAA BUpycoM varicella-zoster (BeTpsiHASA OCIIa U OTIOSICHIBAIONTHAMN
JIVIIA).
DHTepoBUpycHasA MHGeKIUA (BUPYCHAs My3bIpYaTKa IOJOCTH PTa U KOHEYHOCTeH).
Y HOBOPOXK/IEHHBIX: BE3UKYJIOYCTYIIe3, cTaQWIofepMust, JU3THAPO3, MOTHHUIIA.
DK3eMa.
HmneTruro.
AxHe

ITy3bIpb BysnesHsle 1epMaTO3bl HOBOPOXK/IEHHBIX.
CradmiocTpenTogepMun.
Cubupckas A3Ba.
TsKeNble aieprogepMartossl (0y/ure3Hbie GopMbl MHOTOMOPGHOM 3KCCYAaTUBHOM
apuTeMsl, cuHzApoM CTuBeHca—/XKOHCOHA, CUHApOM Jlaiierna).
Bysuiesnast popma poxku.
BerpsaHnas ocna.
T'epnieTrOpMHBIN AepMaTUT JfopyuHTa
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PanHue peTuHa/JIbHbIE
N3MEHEHHUs y peOeHKa
¢ cuHapomoMm bJjoxa—

Cyabunoeprepa

peAu Hacle[CTBEHHBIX Oose3Hel

Y CUHZAPOMOB Y JieTell CyllecTBeH-

HOE MeCTO 3aHMMAIOT COCTOSHMUA,
COTIPOBOXAAOIINecs BbIPa>KEeHHBIMM NATOJOTU-
YeCKUMU U3MeHEeHUAMU CO CTOPOHBI KOXXU U Ipy-
TUX OPraHoB U cucTteM. Hepezako Takue 601bHbBIE
rozamMu HabIIOAAIOTCA y A€pPMAaTOJIOrOB, Ile UM
OKasblBaeTcsd IOMOINb, COOTBETCTBYIOIIAA Xa-
paKTepy U3MeHeHUs KOXXHBIX IIOKPOBOB, OZHAKO
TIpH 5TOM, KaK IIpaBUJIO, HeOOLleHUBAeTCs IaTo-
JIOTHYA APYTUX CUCTeM opraHusma [1].
CunzpoMm broxa—Cynbubeprepa win HeZepxKa-
HHe IUTMeHTa — FeHoA,epMaTo3 — HacaeACTBeH-
HOe IopakeHHe KOXH C TIeHepaJn30BAaHHOU
9KTO- ¥ Me3oZepMasbHON Auciuiasueil. HasBa-
Hue 60e3HN — Hezep)KaHWe IIUTMeHTa — CBA-
3aHO C TeM, YTO Ha3asabHbIE KJIETKU dIUAEpMUca
He CIIOCOOHBI YZIePXKUBATh IUTMEHT (MeJIaHUH),
B pe3y/ibTaTe 4Yero OH CKaIUIMBaeTCcsd B MeJaHO-
dopax sepMbl 1 MEXKJIETOYHBIX IPOCTPAHCTBAX.
CungpomMm omnucaH Buepsble A. Garrod B 1906 T.
Bosee noapobHO onmcany U CHCTEMAaTH3UPOBA-
JI KJIMHUYeckue HabioneHus B. Bloch B 1926 .
u M. Sulzberger B 1927 1. [2, 3].
[NonynAnroHHAaA 4acToTa MAaTOJOIMU OLIEHUBA-
ercsa Kak 1:91 000 u, Mo 0606IIEeHHBIM JaHHBIM
JIUTEpaTyphl, omucaHo 6osee 650 ciaydyaeB CUH-
Apoma [4]. B HacTosmlee BpeMA yCTaHOBJEHO,
YTO reH cuHzApoMa Bioxa—Cynbubeprepa Joka-
JIM30BaH Ha xpomocoMe Xq27-q28, ogHaKo He
WCKJIIOYaeTcs posib MyTaluu B cerMeHTe Xpll u
Xq21 pna gpyrux GeHOTHUIIOB JAHHOTO CHHAPOMa
[5—7,10]. Tun HaciezoBaHUA paclleHUBAETCsS
Kak CILeIUIeHHBIN ¢ X-XPOMOCOMOH C JIeTaTbHBIM
a¢dpdexToM reHa A1 UHANBUIOB MYKCKOT'O TI0JIA.
Ina cunzapoma bioxa—Cynbiibeprepa O4eHb
XapaKTepHO coYeTaHHe KOXXKHBIX M BHEKOXXHBIX

aHoMmasui. XapakTepHblE BOCHIATUTENbHBIE U3-
MeHeHUsI KOXKM BO3HUKAIOT YK€ B MO3JHEM Ile-
puozie BHYTPUYTPOOHOTO pa3BUTHsA; HA IIEPBOM
TOZy KU3HU HA TYJIOBUINE U KOHEYHOCTSAX BBHI-
SBJISETCA 3PUTEMAaTO3Has, IMy3bIpHAas, IUIOTHAs
CHHIOLTHO-KpaCcHas Mamyyie3Has ChIb, TMeoIast
TeHZEHIIUIO pacosaraTbes JuHeiHo [8]. B xiu-
HUYECKOM TedyeHUM 3a00jeBaHUA BBIAEIAIOT
4 crapuu: GyJ/UTe3HYIO, WIN BE3UKYyJIE3HYHO (BOc-
MaJNUTeIbHYI0), TUMEePTPOPUIECKYIO, MUTMEHT-
HYIO U aTpOpUUECKYIO.

KoxHble M3MeHeHUs MOSIBJAIOTC Y AeTell mpu
POXKZI€HUU WIH B IEPBHIE HeZe/U XKU3HU pebeHKa
U XapaKTepu3yloTcs Gpa3HOCTHIO NATOJIOTUIECKO-
ro mpouecca. B Havase 3a6oseBaHUA IOpaxe-
HUS KOXKU IPOSIBJIAIOTCS 3PUTEMATO3HO-BE3UKY-
JIE3HOM CHINBbIO, JOKAJU30BAaHHOWM JIMHEMHO Ha
crubaTesbHOM TOBEPXHOCTH KOHEYHOCTEH U
GOKOBBIX TOBEPXHOCTAX TynoBuma (1-1 dasza
mpouecca). B HauasbHOU cTaguy 3a6oieBaHuA B
neprudepUIecKoil KPOBU MOXKET 0OHAPYKUBATh-
cs1 BbIpakeHHas 303uHOobwmsA (go 40—50%).
CrycTsd HECKOJIbKO MecAleB (Jaule yepe3 4—5)
Be3UKYyJIe3HBIE 3JIEMEHTH CMEHSIOTCA 60pojaB-
4yaToO¥ chimbio (2-1 ¢asza), KoTopas MOABIAETCSI
Ha IajbliaX, ThUIe KUCTEH U CTOI; Ha MOAOIIBAX
¥ TaJIOHAX pa3BuBaeTcs AuddysHbIil Tuepkepa-
TO3. BopozaByaThie 37I€MEHTHI COXPAHSAIOTCA He-
CKOJIBKO JIET, 3aTEM YMEHBIIAIOTCSA U OCTABJISIOT
rocJyie ce6s1 yMepPEHHYI0 aTPO(UIO KOXKY U JETIUT-
MeHTanu. B TpeThell cTaguu BOZHUKAIOT MHO-
JKeCTBEHHBIE OYaru TUIEPIIUTMEHTAlNM KOXU.
‘-Iau_[e BCEero nMMrMmeHTanvdad Ha4yuHaeT rcye3aThb B
5—6-1eTHEM BO3pacTe, HO MOXET COXPAHATHCS
U Y B3pOCJIBIX. ['MIleprurMmeHTanysa Win cepoBa-
TO-KODUYHEBBIE IATHA B BUAE KOHYCOBHIHBIX
TIOJIOCOK WJIU JIEHT JIOKAJIU3YIOTCA Ha GOKOBBIX
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TIOBEPXHOCTAX TYJIOBHUINA U IIPOKCUMAJIbHBIX OT-
Jenax KOHeYHOCTeH. PUCYHOK KOXXHBIX Hapylile-
HUH MOXXeT HOCHUTb caMble NpUIyZJINBble odep-
TaHUA. XOTA B LIEJIOM 3TH U3MEHEHU: JJOBOJIBHO
CTOMKHe, MO)XXeT HAaCTyIUTb CIIOHTAaHHBIH pe-
rpecc 6e3 OCTaTOYHBIX ABIeHwMH [1].

BHeKo)XHBIe N3MeHeHH IIpU cuHApoMe bioxa—
Cynbubeprepa obHapyxkuBawTca y 50% 60ib-
HbIX. Cpeaint HUX Yate Bcero (y 65%) BBIABIAIOT-
cA aHOMasnu 3yOoB B Buze AedUINTa JAEHTHUHA
WIN OTCYTCTBHUSA psza 3yO0B, AUACTEMbI, MUKPO-
CTOMHUH, THWJIO0OPA3HBIX HIDKHUX pe3loB. [Toutn
y 1/3 6ompHBIX (Y 31%) BBIABISAETCSA MOPAKEHUE
ITHC — mukpouedanusi, cmacTUIecKye mapanm-
YU, CyZOPOXKHBIM CUHAPOM, aTaKCHA, a TAKXKe YM-
CTBeHHadA oTcTanocTh (y 16%).

VY 35—47% 6GONbHBIX B TATOJIOTUYECKUH MTPOIECC
BOBJIEYEHBI OpraHbl 3peHuA. CpeJy IIa3HBIX aHO-
MaJIMii OTMedeHbI nponudepaTUBHas BUTpPeEOpe-
THHOIIATHsA, OTCIOMKA CeTYaTKH, MUKPOQTaIbM,
KaTapakTa, KocoIvia3ue, HucTarMm, atpodus 3pu-
TeJIbHOT'O HepBa, 'MIIOIUIa3uA pafykkH [9, 10, 12].
CoBpeMeHHble METOABl HCCIe[OBaHUsA, TaKHe
KaK OCMOTp Ha PeTHHAJIbHOHN IIeJuaTPUIECKOHN
Kamepe, ¢uoopecuieHTHas auruorpadpus [11,
13], BBIABIAIOT HaIW4YWe y MAIMEHTOB C CHH-
apomoM Bioxa—Cysbrbeprepa peTHHATbHBIX
HEOBACKY/IAPU3aLUN U 30H UIIEMHUU CeTYaTKH, B
nociegyiomeM GopMupyoIuX BUTpenponude-
paTUBHbIe U3MEHEHNU, 3aKaHYMUBaIOIINecs TpaK-
LMOHHOM OTC/IONMKOM ceTyaTKu [9].
CBOeBpeMEHHOE IIPOBEZeHHE JIa3epKoaryaaun
WIN KPUOKOATYJALWU CeTYaTKU B npernposnude-
PaTUBHOH CTafuy MO3BOJAET CTAOWIN3HNPOBATh
COCTOSIHHE PeTHHAIBHBIX COCYZOB [9, 14].

B 3apybexHOil suTeparype ocoboe BHUMaHHE
yZenseTcsi paHHEMY CKPUHUHTY pPeTHHaJIbHBIX
usMeHeHUH npu cuHgpoMme bioxa—Cynbubep-
repa, OZIHaKO B ZIOCTYITHOM JINTepaType OIHCaHbI
crydau obceZloBaHUA eTel TOJBKO B BO3pacTe
3—6 mec [12, 13].

MsI coobImaeM o ciy4ae BHIABICHUA U JIEYEHUH
paHHUX MpenpoaudepaTUBHBIX PETUHAIbHBIX
U3MeHEeHUH y HOBOPOXK/IEHHOTO peGeHKa C CHH-
apomom Bioxa—Cysbiibeprepa.

KJIMHUYECKUM [TPUMEP
PeGeHoK (ZeBOYKA) MMOCTYIIMIA HAa 6 CYyTKH XKU3-
HU C JUArHO30M: «TUIIOKCUYECKU-UIIEMUYECKOE

nopaxeHue [THC sierkoii creneHy (CHHAPOM BO3-
6yxzgenus). T'eHogepmaro3. CunzapoMm bBioxa—
Cynbubeprepa. Cunzgpom I'unnens—JIuHzAAY>.
Martepu mpu poxzgeHuu pebeHka 6pu10 26 Jer,
B TedeHHEe HECKOJbKHUX JIET CTpajaja XpOHU-
YeCKMM  TOH3W/UIUTOM, BEreTOCOCYAUCTOM
OUCTOHMEH, cnaboit mumomueit; otiy 41 rog,
TIOJIUIIBI CJIU3UCTOU HOoca, ciabas MUONUA, MU-
ONMMYECKUN acTUTMaTU3M, TUIepPTOHUYecKas
60J1e3Hb, aJTIEPTUA Ha IMIEPCTh XKUBOTHHIX. [Ipo-
deccruoHanbHBIX U OBITOBBIX BPEJHOCTEN HeET.
Ananu3 reHeaJOrMYecKUX JaHHBIX IIOKasal,
YTO Cpefu POACTBEHHHUKOB IO JIMHUU MaTepu
UMerch O6OJbHBIE C TUIEPTOHUYECKON 6ose3-
HBIO, V JeAylIKu pebGeHKa B Bo3pacTe 17 JyeT
6bLIa BBIABJIEHA OTC/IOMKA ceT4aTKU (TOKCO-
IUTa3MEeHHOU 3TUOJIOTHUU ?), MPOBOAWIACH Jia-
3epKoaryIanusa ceTyaTKH, y IpaZeAylliKu pe-
GeHKa TaK)Ke BBIAB/ISIACH OTCIONMKA CETYATKU
(cBa3aHHasA ¢ npodeccruoHanbHOM (?) BpeAHO-
CTBIO — BO/[0JIa3).

JleBouka oT BTOpOil 6epeMeHHOCTH (IIepBas 3a-
KOHYMIACh PU3NOJOTUIECKUMU POJAMH, Malb-
YUK 3 roza, 340pOB), IpoTeKaBlIel ¢ ABTeHUAMU
Tokcuko3a B I Tpumectpe, OPBU BO II Tpume-
cTpe, B Ma3Kax — CIIOpBI TpU6OB. Pozbl BTOPHIE,
3ano3zasble (Ha 41 Hez), 6€3BOJHBIN IIPOMEXKY-
TOoK 6 yacoB 20 MUH. OKOJIOILUIOZHBIE BOJBI CBET-
Jible, olleHKa 1o Anrap 8/9 6autoB. Macca Tena
npu poxgenuu 3430 r, gyiuHa Tesna — 52 cm. Ha
2-e CyTKU TIOC/Ie POXKAeHUs y pebeHKa Ha Koxe
BBIABWINCH BE3UKY/Ie3HbIE 3JIEMEHTHl, KOTOphIe
OBUTH paciieHeHbl KaK TOKCHYecKas IpuTeMa, Be-
3UKyJoIycTysnes. Iloce KOHCYIbTalluu epMaTo-
Jiora GbUT YCTAaHOBJIEH MArHO3: «reHOJepPMaTo3,
cungpom broxa—Cynbibeprepa (cm. puc. 1, 2).
IIpy1 OCMOTpE OKY/IHCTA Ha 5-€ CyTKU KU3HU Ha
IVIa3HOM JiHe IIPaBoro IVIa3a BBIABIEHHI U3MeHe-
HUS COCYZIOB CeTYaTKH, paclieHeHHbIe KaK CUH-
ApoMm Tl'unnenp—J/Iunzay. C 3TUM AMarHo3oM
pebeHOK OBUT ITEpeBe/iEH B OT/EIeHNe HEOHATO-
JIOTYU, HEBPOJIOTUY U MUKPOXUPYPIUY IVIasa AJd
Zeteli rpygHoro Bospacra MAT'KB. Ilpu ocMoTpe
Ha peTUHaJIbHOH NlefuaTprUyecKoii kaMepe B BO3-
pacTe 6 CYTOK >XM3HM Ha CpeAHel nepubepuu
JIa3HOI'0 JHA IIpaBOrO IVia3a BBIABIEHBI MHO-
royrcjieHHble HOBOOOpa3oBaHHBIE apTepHOBe-
HO3HbI€ U BEHOBEHO3HbIE LIYHTHI, pacliipeHue
LIEHTPaTbHBIX BEH B 2 HWKHUX KBaZIpaHTaX, 00-

IRy
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uMpHble Henepdy3upyeMble y4acTKu mepude-
pUYECKOH CeTYaTKU BO BCEX OTAeNax IIa3HOTO
AaHa (cM. puc. 3, 4). [Ipu AuHaAMUYeCcKOM HabJIro-
JleHnH B Bo3pacTe 11 cyTOK »KU3HU OTMedYeHa OT-
punaTteJbHadA AWHaAMHKUKa C paCOlIMpeHWEM Maru-
CTpaJIbHBIX BEH B BEpPXHUX OT/e/IaX [JIa3HOTO JHA
(cm. puc. 5, 6), B cBsi3u ¢ YeM peGeHKY ObLIa Mpo-
BeZleHa KpyroBas JIa3epKOAryJAlUsa aBacKyIsap-
HBIX YIaCTKOB Ha nepudepun ceT4aTKU o KIac-
CcHUYecKol MeToAuike ¢ paccrosaHueM B 1—1.5
AvaMeTpa KoaryasaTa Mexay Koaryastamu. [Ipu
JVHAMUYECKOM HaOJIOZeHUN OTMedanach BbI-
pPaXeHHasda IIOJIOXKUTE/NbHadA AWHaAMHKa B BH/AE
COKpallleHUsI KOJIMYeCcTBa MEJKUX IIyHTHUPOBaH-
HBIX cocyZioB (puc. 7, 8). OgHako yepe3 1 Mecsry
TOCJIe Ollepallii OTMEYEHO IIOBTOPHOE yXyZIIIe-
HHE B COCTOSHUU COCYZOB CETYATKU C TIOsIBJIE-
HHEM CBEXXKUX HEOBACKY/IAPU3AlNi LIeHTpalbHee
30HBI KOaryjdalyuy, COIIPOBOXXJAABIINXCA TaKXe

Puc. 1.

Puc. 3. IIlecmble cymxu #cu3HU

pacuimpeHueM COCyZOB pazyxku (puc. 9, 10).
[IpoBezseHNe [JOTOTHUTENHHOM CIUBHOU Ja3zep-
Koarysuu nepudeprun CeTYaTKU IO3BOJIIIO
VAYYIIUTb COCTOSTHUE PEeTHHAJIBHBIX COCYZOB Ha
JJIUTENbHBIA IIepUuoZ BpeMeHU. [Ipu mociezayro-
1eM OCMOTpe B Bo3pacTe 6 Mec y pebGeHKa OT-
MevaeTcs CTOMKas cTabwinsauus 3abosieBaHusg
C TOJHBIM OTCYTCTBUEM HOBOOOpPa30BAaHHBIX
COCYZIOB Ha ceTyaTKe W B pafAy>KHON 060JI0uKe
(puc. 11, 12).

OmnucaHHBIN cnyyail yOeJUTEeNbHO JOKa3bIBaeT
HeOOXOANMOCTh paHHETr0 0QTaTbMOJIOTHIECKOTO
CKpPUHUHTa JleTeil ¢ cuHApoMoM Bioxa—Cyiib-
ubeprepa. PaHHAS M MaKCUMaJIbHO IIOJHAsA Jia-
3€pKoary/iiiuAad HWIIEeMHU3WUPOBAaHHBIX YYaCTKOB
CeTYaTKU MO3BOJISIET HAZOITO CTaOMWIN3NPOBATh
COCTOAHUE PETUHAJBbHBIX COCYJOB U I/I36e)KaTI)
WHBAJINU3AIMY 110 3pEHUIO y JeTel ¢ TeHoAep-
maro3amMu. l

Puc. 2.

Puc. 4. IIlecmble cymxu #u3HU
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Puc. 5. OdunHadyamste cymiu jcusHu Puc. 6. OduHHadyamuwle Cymku #u3HU

Puc. 7. Yepe3 7 OHell nocie onepayuu Puc. 8. Yepes 7 OHell noczie onepayuu

Puc. 9. Yepes 1 mec nocsie onepayuu Puc. 10. Yepes 1 mec nocsie onepayuu
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Puc. 11. [Ilecmoii mec HcusHU Puc. 12. Illecmoti mec icu3Hu
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Knnnnyeckue U reHeTH4ecKue
0COOEHHOCTH JieTeil
¢ cuapomom I1laray

uHgpoMm I[laTay — XpomocoMHOe

3abojieBaHNe, KOTOPOE XapaKTepHU-

3yeTcd HaJIUYUeM JOIOJHUTEb-
HOI xpomocoMbl 13. BcTpedaeTcsi c 4acTOTOM
1:7000—1:4000. MmetoTca ABa ITUTOreHETHYe-
CKUX BapHaHTa: IpocTas TPUCOMUSA U pobepTco-
HOBCKas TpaHWIOKaUuA. 25% clydaeB CUHApOMA
INaTay — cjeicTBUe TPaHCIOKAIMM C BOBJIeYe-
HHEM XpOMOCOM 13 mapkl, B TOM 4YHCJIe B TpeX U3
YeThIpex cIydaeB Myrauuu de novo. B ueTBepTH
CJIyyaeB TPaHC/IOKALKA C BOBJIeYeHHEM XPOMOCOM
13 mapel UMeeT Hac/IeZICTBEHHBIN XapaKTep C BO3-
BpaToM pucka 14%. Mexzy 4acToTol BO3HUKHO-
BeHUA cuHZApoMa [laTay 1 Bo3pacToM MaTepH IIpo-
CJIeXKUBaeTCA 3aBUCUMOCTb. COOTHOIIIEHNE T107I0B
6/m3ko K 1:1.
KnuHuyeckye KapTUHBI IIPOCTBIX TPHCOMHBIX
$opM U TPaHCIOKAIMOHHBIX HE Pa3IHMYaloTcs U
XapaKTepu3yIoTcs MUKpoledatrei, TPUTOHOIle-
danueii, HapylIeHUAMY Pa3BUTUA Pa3IUYHbIX OT-
zenos LTHC, cturmamu auicambproreHesa (HU3KHH
CKOIIIEHHBIH JI06, Y3K1e IIa3Hble LIe/d, 3anaBiiast
TIepeHOCHIIa, IIUPOKOe OCHOBAaHME Hoca, Aedop-
MHPOBaHHBIE VIIHBIE PAaKOBHUHBI, MHUKPOTHATHS,
¢dexcopHOe TONOXKEHME KUCTEH, KOPOTKad Iies),
pacIleMHOM BepxHeli I'y6sI 1 Heba, MUKpobTaIb-
MUeH, KoIo60MOMH, MOMMAAKTIWINEN, MOPOKaMU
Pa3BUTHA CEPALIA, IIOJIOBBIX OPTaHOB, AHOMAIHAMU
TIOYeK.
Y4UTBIBasA, YTO BEAYIIMMU IPOSIBIEHUAMHU Ha HoHe
XapakTepHOro GeHOTHIa U TOPOKOB Pa3BUTUSA Ya-
CTO SIBJIAIOTCSA bIXaTe/IbHAsA, CepedHO-COCYAUCTAs
HeJJ0OCTaTOYHOCTb, Pa3jIM4Hble HEeBpOJOrHYecKue
HapymeHusa (CMHAPOM YyTHETEeHUs, CyZOPOXKHBIHM
CUHZIPOM U T.J.), TO NIepBBIMU C TAaKMMU IallleH-
TaM{ CTAJKUBAIOTCA IefUaTphl U HeBposory. He-
COMHEHHO, PelIaonM GpaKTOpOM B IUArHOCTHUKE
ABJIAETCA UCCIeIoBaHMe KapUoTHIIa. 3a I'oJ B OTJe-
JIEHUU JJIS1 IeTEN-CUPOT U AeTel, OCcTaBIIuXCs 6e3
TIOTIeYeHUsT POAUTeNIEl, HabII0AAIOCh BOE JeTei

¢ cunzpoMoM IlaTay. [T03BOJIbTE IPOMLIIOCTPUPO-
BaThb OVH KJIMHUYECKUH CITydai.

JeBouka /., 1 Mec., BOCIUTaHHUIIA JoMa pebeHKa
HabJII071aeTCsA B HaIlleM OTJeIeHUH.

VI3 aHaMHe3a: OT JKEHIUHBI 24 JieT, oT 1-i1 Gepe-
MEHHOCTH, IIPOTeKaBIIel ¢ 060CTpEeHHEeM XPOHU-
YeCKOro LJUCTUTA B IIEPBOM TPUMECTPE, BO BTOPOM
TpuMecTpe — OPBU], nosbienue AJl, oTeku, Ko-
TOpBIE COXPAHsIVCh U Ha NMPOTSHKEHUU TPETHETO
TpuMecTtpa. Ha 20-1 Hezesle recTaliiyl IIpy IIpoBe-
JeHnu Y3V AuarHOCTUPOBaHBI IOPOKU pa3sBUTHUA
wioza. Pozpl B cpoK, OBICTpHIE. Bec py poxxgeHnn
22701, poct 45 cM. OueHka 1o mkaie Anrap 4—6
6autoB. IIpy pOXZEHWU COCTOSHKE TKeloe 3a
cuet JIH, cunapoma yraetenust LIHC, acdurcuu B
poaax. OTMeuanch TOHUKO-KJIOHHYECKHe CyA0po-
ru. Haxoaunach B peaHUMAaIlMOHHOM OTZeJIeHUU
Ha VIBJL.

IIpu ocmorpe. Pasmepsl JUlleBOrO depemna Ipe-
061a1a10T HaJ, MO3TOBBIMH, HU3KHUH CKOIIEHHBIH
J106. I1a3nble memy y3kue. AHodransM. [Iupokas
IepeHOCHUIIa. YIIIHble PAKOBUHBI 1leOpPMUPOBaHbI.
CKBO3Has paclle/nvHa BepxHeli ryorl He6a. KopoT-
kad 1mes. Hocurens Tpaxeoctomsl. Koxka 6reznHas,
MpaMOPHOCTb, IIAaCTO3HOCTh KHUCTeH. IToaKoX-
HO-KMPOBOI1 CJIOM pasBUT HEAOCTATOYHO, TYprop
VZOBJIETBOPUTEbHBIH.

B jerkux JApIxaHue >KeCTKOe, BBICTYIIMBAIOTCA
TIpoBOZHEBIE XpUNIBL. TOHBI cep/lla pUTMUYHEIE, Ha
BEpXyIIKe — HerpyOblii CUCTONMNYIecKui mym. XKu-
BOT MATKUM, 6e360/ie3HeHHbIi. [10JI0BbIe OpraHbl
chopmupoBansl TpaBHIBHO. PU3HOTIOTHYECKHEe
OIpaBJ/IeHN: He HapyLIEeHBI.

B HeBposormdeckoM cTaTyce: CO3HaHHUE fAC-
Hoe. MeHUMHreaJbHON CHUMIITOMaTuku HeT. Ila-
POKCHM3MOB HeT. IDlnad MazoMOoAylIHpOBaHHBIM.
[71asa He OTKpbiBaeT. Koudwurypaius dYepena
MukponedanbHasd, NPU HNEpKycCUM — 3BYK C
KOPOOOYHBIM OTTEHKOM. BOJIBIION pOAHMYOK

141



HacieacTBeHHbIe 3a00/1€eBaHUA

142

3 x 3 cM, He BeIOyXaeT, He 3amazaeT. Masiblii poaHuU-
40k 0,5 x 0,5 cM, KOCTH y KpaeB POJHUYKOB U IIIBOB
nofaTvBhL. BiedaponTos ¢ AByx cTopoH. [1a3Hble
AOIOKU B OpOUTAxX OTCYTCTBYIOT. Jlerkas acuMMe-
Tpus uua. Peakys Ha 3BYK ecTb. PeGeHOK camo-
CTOATEJIHO He COCeT, IoNepxuBaeTcs. [JIOTOUHBIHI
¥ HeGHBII pedJieKchl NOBBIIEHH!. [Ion0XeHue To-
JIOBBI C IOBOPOTOM Harpaso. [TosioxxeHune A3bIKa 10
cpezHelt TMHUU. MBIIIeYHBIA TOHYC C TeHAEHINeH
K (JIeKCOPHOMY THIIEPTOHYCY, cUMMeTprudeH. Cy-
XOXKWIbHbIe pedieKChl BBICOKHE C pacIIupeHueM
pedrreKcoreHHbIX 30H.

YuuTeIBaA JaHHBIE aHAMHe3a, JAaHHBIE OCMOTPA,
HeJIb3A OBUIO MCKJIIOYUTh F'eHeTHdecKoe 3aboseBa-
Huye. [IpeBapyTeIbHO GBUT BBICTABJIEH CHUHAPOM
[Taray.

B xozie IpOBeIEHHOTO KOMIUIEKCHOTO 00CIe0Ba-
HUA, BKJIFOYaBIIIero B ceba HelipocoHorpaduIo, yib-
TPpa3ByKOBOE HCC/IeIOBAHNE BHYyTPEHHUX OPraHoB,
KOMITbIOTepHYI0 ToMorpaduto, D3I, IKI, OxoKT,
OCMOTDBI CITEIMAIICTOB, GbUTH AMarHOCTUPOBAaHbI

nposaHiedanysa, cuHApoM JleHau—YoKepa, CHM-
TITOMAaTUYecKas SIWIETICUs, ICeBA00YIbOapHBI
cunzpoM, BIIC: ZIMIIII, aHodTaibM, BPOXKAEHHBIM
3aBOPOT BEK, CpeJUHHAas CKBO3HAs pacllelnHa
BepxHell ryObl U Heba, TMEeT0IKTA3Us C AByX CTO-
poH. [leBouKka 6GbUIa OCMOTpPEHA T'eHeTHUKOM. [Ipu
HUCCICJOBAaHUM KapHOTHUIIA BbIABJIECHA TPHUCOMUA
1o XxpoMocoMe 13, TpaHCTOKaIMoHHaA GopMa, 9To
TIOATBEPAWIO IIpeIBapUTEIbHBIN JHaTHO3.
VcnpaBUTh XpOMOCOMHBIE HApyLIEHUs HEBO3-
MoykHO. CoBMecTHasi paboTa TPYIITbl Pa3TNYHbIX
CHENMATNCTOB 3aKJIFOYaeTCs B IOCTOSTHHOM KOH-
TpOJIE 32 COCTOSTHHEM 37I0POBbs GONIBHOTO. Jleue6-
Has MOMOIIb JETAM ¢ cuHApoMoM [latay Hecmel-
uduyeckas: oreparyy MO IMOBOAY BPOXKAEHHBIX
TIOPOKOB (IO >KM3HEHHBIM IOKa3aHUAM), OOLIey-
KpeIUIAIOLIAs Tepanus, TIIATeNIbHbIN YX0Z, Tpodu-
JIAaKTUKa UHOEKIINOHHBIX 3200J1eBaHUH.

B cBa3u ¢ TsKenbIMU BPOXIECHHBIMU ITOPOKaMM
OOJIBIINHCTBO JeTeit (95%) morubaroT A0 1 roga
2ku3HU. i

BropuuHasa peHajibHas
apTepyajibHas rMnepTeH3usa
y pe0eHKa C CHHAPOMOM
Dnepca—/lanaoca

unzgpoM dnepca—/lamnoca (CUH.:

HEeCOBEPIIIEHHBbIH JIECMOT€eHe3,
cunzpom YepHory6oBa, aiac-
TUYecKas GUOPOAMCIUIAZUA) — TreTeporeHHas

TpyItma HacJIeACTBEHHBIX, B OCHOBHOM ayTOCOM-

HO-ZOMHWHAHTHBIX 336OJIeBaHI/Iﬁ COeJUHUTE/b-
HOM TKaHU. OTIMYUTENbHBIMY IPU3HAKAMMU JJaH-
HOTrO CUHZpOMAa ABJIAKTCA FI/IHepMO6I/UII)HOCTI)
CyCTaBOB, 4Ype3MepHas PpacTHKUMOCTh KOXKH,
IUTOXO€e 3aKUBJIEHNE PaH ¢ 06pa30BaHUEM aTpo-
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buveckux (KeJOUAHBIX) PyOIOB, IOBBINIEHHAS
JIOMKOCTb KPOBEHOCHBIX COCYZOB. B ocHOBe Bcex
STUX aHOMAaJIUU JIEXKUT yYMEHbIIEHUE KOJMde-
cTBa GUOPWUIAPHOTO KoJulareHa. JlaHHbBIE O Ya-
cToTe cHMHApoMa Jnepca—/laHioca BapbUPYIOT
oT 1:5000 zo 1:560 000, mpu 3TOM HEKOTOphIe
aBTOPHI JOMYCKAIOT, YTO STOT CHHAPOM SIBJISIET-
cs1 caMbIM pPacIpOCTPaHEHHBIM Cpefy Hacjesn-
CTBEHHBIX 3a00JIeBaHUI COeAMHUTETHbHON TKaHU
[1, 2].

V3BeCTHO, YTO pa3IMYHble BAPUAHTHI AUCIUIA3UH
coeauHuTenbHou TKaHu (JCT) yacTo coueTaroT-
s ¢ maTojioruet nmoyvex [3, 4]. IIpubausuTeIbHO
Y K@XJOT0 TPEThero NaleHTa C MPOABIEHUAMU
JCT HabmozaloTcsi CUMITOMBI, XapaKTepHBIE
JUTs TIOpa)KeHUsA MOYEBBIETUTETbHON CHCTEMBI:
YacToe MOYEHCIyCKaHWe, YyBCTBO HEIIOJHOTO
OTIIOPOXKHEHUSI MOYEBOIO IIy3bIps, HUKTYpUS,
3Hype3, CUMIITOMBI AricMeTabonudeckoit Hedpo-
TaTuy, a Npu yrIyoJeHHOM OOC/IeZOBaHUU BbI-
SIBJITIOTCSA TIOJTUKUCTO3, IUBEPTUKYJIE3 MOYEBOTO
my3bIpsi, HePOITO3, ATONUS YalIeYHO-TOXaHOY-
HOU CHCTeMBI, YABOEHHE TIOYKHU /WU MOYEBBI-
BOZSIINX ITyTel, OpTOCTaTHYeCcKasi IPOTEUHYPHUS
[4]. To garubM B.T. ApceHTreBa (2012), vy ze-
teii ¢ JICT BbIcoka yacToTa Hedponrosa (6,3%),
muenoskTazuil (5%), yaBoenus mouek (5%) u
Apyrux aHomanuii [5]. ¥ GosnbuimHcTBa AeTelt
C BPOX/JEHHBIMU MTOPOKAMU Pa3BUTHA OPraHOB
Mo4eBOH cucreMbl Ha ¢oHe JICT ycraHoBIeHa
cpefHeTsKenasn/Tshxenas creneHb Tsoxectu JICT,
coyeTaroniascs ¢ pedirokc-HedpomnaTuei 1 apre-
puangbHOU runepreHsueit (93,3%) u ruapored-
poruyeckoil TpaHcdopmanueit mouxku (74,3%).
YcTaHOBIEHO [JOCTOBEpHOE HeGIaronpusiTHOe
BIUAHUE CpeJHETSKeNIOoN/Tshkenol Hexudde-
pennupoBantoii JICT Ha pasButre HedpOCKie-
po3a, HapylleHVe HapliUaabHbIX (GYHKIUH IO-
YeK, T'HIEepPIPOAYKIMIO PeHWHA, aJbJoCTepOHa
¥ IIUTOKWHOB, YacTOTY PELUANBOB BTOPUYHOTO
nuesoHebpUTa U apTEPUATbHON TUIEPTEH3UU
TIpU BPOXKZEHHBIX MOPOKAaX Pa3BUTHUS OPTaHOB
MOYeBOIi cucTeMsl [6]. MI3BeCTHO, YTO aIbJOCTe-
POH HEIOCpPeACTBEHHO O0OyC/IaBIMBAaeT aKTUBA-
U0 MeANATOPOB PEeMOJETHPOBAHUS MTOYEUHOMN
TKaHW, B YaCTHOCTH, MHTHOHUTOpa aKTHUBaTOpa
mwia3MuHOreHa I Tuma u TpaHchOPMUPYIOIIEro
daxrTopa pocra 3, OIHOBPEMEHHO CHIDKAas IPO-
JYKIIHIO OKCH/Ia a30Ta, YTO ITPOBOLIMPYET Hapac-

Taupe umeMuo u Gubpo3 MovyeyHoN TKaHU
[7]. Tlpu cunzpome Onepca—/laHioca Takxe
BCTpEeYaeTCs: JUCTATbHBIN ITOYeYHBIA KaHaJblle-
BBIN anuzo3 [8]. Bmecre ¢ TeM, o MHeHuUIo T.M.
Kagypuno#t (2000), mopakeHUs MOYEBBIENH-
TEeJbHON CHUCTEMBI, KaK U JPYTMX BHYTPEHHUX
OPraHOB, BKJIIOYAsA MOPAXKEHUs CepAEYHO-COCY-
AUCTOM cucteMbl (mIposabUpoBaHUE CTBOPOK
KJIAIlaHOB, AWIATALMA A0OPTHl U JIETOYHOH apre-
pun), HecrrenUPUUHBI I CUHApPOMa Jiepca—
Jlarjoca ¥ Majio 4YeM OT/INYal0TCA OT U3MEeHEeHUH
IIpU APYTUX KoJlareHomnaTtuax [1].

IpuBoauM HabmofeHHe pebeHKa C ayToCoM-
HO-AOMHMHAHTHBEIM CHHAPOMOM Diepca—/laHioca
¥l peHOTeHHOM apTepuaibHOI runepTeH3ueii.

PeGeHok U., 15 jyieT, IOCTYNWIA B KapAuUOpPEB-
MmaTosiorudeckoe oTaeneHue MJT'KB c¢  xa-
nobaMyu Ha TOJOBHble 60iaM Ha (oOHE IOBHI-
IIEHHOT0 apTepuasbHOro AasneHusa (Al) zo
150—160/100 MM PT. CT., C IIepPUOANYECKHU
BO3HUKAIOUIUMU Kpu3aMu nosbilieHua AJl 1o
220/140 MM pT. CT., Ha 6OMU B TOSCHHUYHOM
obsacTy YW HapylleHus pUTMa MOYEHCITyCKa-
HUA. V3 aHaMHe3a M3BECTHO, YTO PeOEHOK OT
1-i1 6epeMeHHOCTH, IPOTEKABILIEN C TOKCUKO30M
B 1-M TpumecTpe. Poapl camocTOATeNIbHBIE, CO
ctumysnanyeii Ha 41 Hegene. [Ipu poxxJeHUU Bec
3200 1, pocT 52 cM. PanHee ¢pu3uieckoe U IMCH-
XOMOTOpHOeE pa3BUTHe 110 Bo3pacTy. [lepeHeceH-
Hble 3aboseBaHuA: BeTpsAHasa ocna. CeMeHHBbIH
aHaMHe3 OTATOLIEH: MaTh W MIaAlIue OpaTbs
(8 1 12 neT) — cTpajaOT CUHAPOMOM Dyiepca—
Jannoca. C 2005 roza y A€BOYKU OTMeYasKCh
snu3ojuYecKad JU3ypus, MaKporeMarypus, I0-
BBIIIEHHE TeMIlepaTyphl Teaa Ao 38—39 °C. B
asrycte 2006 r. HaxoZWIach Ha CTAllIOHAPHOM
JIEYEHUHU C AUATHO30M: «BTOPUYHBIN ITHeIoHed-
put». HedponTos u nprioxaHouHast 06CTPYKLHS
cnpaBa, Au3aMOproreHe3 mouek. OKcamypus.
T'uneppedeKTOPHBIN MOYEBO ITy3bIpb. C 3TOro
BpeMeHU OTMedaeTcs HelIpephIBHO PeLUIUBUDY-
olllee TeyeHHe XPOHUYECKOTo nueioHedpHUTa,
MTOSIBIJINCD 2KaJI00bI Ha TOJIOBHEBIE GOJIH, TOJIOBO-
KpyXeHuA. ExxerofHo feBodYKa roCIUTAIU3UPO-
BaJIach B CBA3U C MHUeJIOHeDPUTOM, IPOBOAWIACH
aHTuGaKTepualbHasA Tepanus, WHCTWUIAIUN
MOYEBOTO ITy3bIpsA, ¢usnuorepamnus. B cBasm c
YacTBIMU OOOCTpeHUsAMU NuesoHeppUTa B HO-
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sA6pe 2008 r. BBHINOJHEHA JallapoOCKOUYecKast
Hedporekcya cripaBa, B [IOCIeyIoleM OTMeYe-
Ha JByXJIETHSAA peMuccus nuenoHedbpura. C mast
2010 r. perucTpUpyrTCA SMMU30Abl ITOBBIIIEHUA
Al 1o 150/100 MM PT. CT., COIIPOBOXJAAIOIIMIEe-
€Al TOJIOBOKPYXEHUAMHU U TOJIOBHBIMU OOJIAMH.
JleBouka Iosy4yaja T'HIOTEH3UBHYIO Tepaluio
(xaroTeH, apudoH-peTaps), COCyJUCTYI0 U HO-
OTPOITHYIO CeZJaTUBHYIO Tepaluio (IJMHHAPU3WH,
¢bennbyt) 6e3 BripaxkeHHoro 3ddexra. Ilo gaH-
HBIM yporpaduu, Y3U modek, MOBTOPHO JAua-
THOCTHPOBaH HedPOITO3 CIIpaBa, B CBA3U C YeM
B Mae 2011 r. 6pUTa BhINOTHEHA peHedponeKcust
110 JIOIATKHUHY, C TOCIeAYIOIUM IIPOAO/LKEHHEM
TUIIOTEH3UBHOU Tepanuu, Ha $OHe KOTOPOIi co-
XpaHAICA KPU30BBI BapUaHT TeYeHUA apTepu-
anpHOM runeprensuu (AZ] 180/100 mm prT. cT.). B
ssHBape 2012 roga 6bUT UCKIIIOUEH dHAOKPUHHBIHN
reHe3 apTepHUaJbHON TUIIEPTeH3UH.

B cBA3M ¢ UINTENBHO  COXpaHAIOIIEH-
csl BBICOKOM apTepuaysbHOH TUIlepTeH3Hel
(ALl 180/120 MM prT. cT.) Ha PpOHE TUIOTEH3UB-
HOI Tepanuu AeBouyka 19.08.12 r. 6bUta rocmu-
TaJU3UpOBaHA B KapAHOPEBMAaTOJOIHYECKOoe
otaenenre M/ITKDB B TsKeJIOM COCTOSTHUU. B OT-
JeJIeHNY JUarHOCTUPOBAHO 00OCTpeHHe Xpo-
HUYECKOro nueroHedpUTa, LHUCTUTA, IIPOSIBUB-
meecst OOMISIMU B ITOACHUYHOM 061acTH, 60Jblie
C/IeBa, MOJIOXKUTENbHBIM CUMIITOMOM ITOKOJIAYH-
BaHUA ¢ 0beux CTOpPOH, cybdebpumuTeToM, U3-
MeHEHUAMHU B aHAJIN3aX MOYM B BHJe IIPOTEHH-
ypUH, JEUKOIUTYPUH, SPUTPOLUTYPHUH (aHAIU3
mouu 1o HeuwnnopeHko: jeik. —7250 B 1 mu,
aput — 250 000 B 1 mi). JleBouKe OBLIO IIpOBe-
ZieHo o6cieloBaHue.

AHanmu3 Moy Ha OGaKTepUypUI0O — OTpHULa-
TeJIbHBIN.

BuoxuMuyeckuii aHanau3 KpoBU — 6e3 maTo-
JIOTHIH.

OKI': UCC 94—81 B MuH. CHuHycOBas apUTMHUIL.
JuchyHKIIMA CHUHYCOBOTO y3ia. BepTHKanibHOE
TIoJIOXKeHHe dJIeKTPUIeCKOH OCH cepAlia.

OxoKI': MUTpaNbHBI KJIallaH — TeMOAWHA-
MHYeCKHM He3HAUMMBIM IIpojalic CTBOPOK, pe-
TYprUTaliy HeT; TPUKYCIHUAAJbHBINA KJIallaH:
CTBODKHU, TeMOJMHAMHKa He U3MEHEHBI, CTPyd
peryprutauuy NpoTsKeHHOCTBIO 0 CBOJA IIpe-
cepAusa — 2 CTeleHU; JeBbIH XKelyZodeK — Ko-
HEYHBIN CHUCTOJMYECKUH pa3Mep 24 MM, KOHed-

HBIU AMACTOINYECKU pasmep 42 MM, ppaxius
BbIOpOca 74%. CTBODKM OCTaJbHBIX KJIAIlaHOB
TOHKME, TOZABIDKHEBIE. [Teperoposky MHTAKTHBI.
IMepuxkapsa 6e3 ocobeHHOcTel. KoHeuHbIH gua-
CTOJIMYECKUN pa3Mep JIEBOTO JKelyAodka 6iu-
30K K HIXKHeH rpaHHIle HOPMBI. 3aK/lodeHue:
reMoZMHaAMHUYeCKN He3HAYUMBIN IIPOJIaIC CTBO-
POK MUTpaJIbHOTO KJallaHa, TPUKyCIHJAaTbHas
perypruranus 2 creneHu. [losocTu cepana He
pacIIvpeHEl, CTeHKH He YTOJIIIeHBl, IIeperopoa-
KU MHTAKTHBI, KPyITHBIE COCYyZbl He M3MeHEHB],
dyHKIMOHAMBHEIE TTapAMETPHI CepAlia B HOpMe.
[no6anbHasA U JIOKaJIbHAA CUCTONUYECKUe QYHK-
LMK JIEBOTO XKeJyZodKa y/ZOBJIeTBOPUTEIbHEIE.
Jlero4yHo¥ TUIePTeH3UU HeT.

CyrouHoe MoHuUTOpupoBaHue AJl (CMAJD). Ile-
PEHOCHUMOCTh MOHUTOPUPOBAHUSA yZOBIETBOPU-
TenbHasA. /lHeM He cniana. HouHOI COH IIpephIBU-
cteiit. Kano6 Het. ITo ganusiM CMA/I, BBIABIEHA
apTepuaabHasA TUIEPTEH3Us BCe CYyTKU (MHAEKC
Bpemenu VB CAJl aeHb/Houb 69/92%; VIB AL
JeHb/Houb 94/100%). CyTouHblii mpodmnb AJ]
HapylleH — HeJOoCTaTOYHasA CTelleHb HOYHOT'O
cHmxkeHusa AJl (cyrounsiéi unzexc CAZ/JAJ
4/8%). MaxkcumanbHBI noabeM A]l 3aperu-
cTtpupoBaH B 22:30 g0 156/90 MM pT. CT. Ipu
YCC 63 ya/MuH, He COTIPOBOXKAAIICA Kamobamu,
He CBA3aH € HarpyskaMu (110 ZHEBHUKY cllajia).
[lepuoayyecKy B TeUeHHE CyTOK OTMedasa rojo-
BOKpY»KeHHe, 60JIb U TOKAJIBIBAHUE B cepzlle.
Y3/ nodex U MOYEBOrO IIy3bIpA: JieBasd IOYKa
107x33x40 MM, npasas 110x46x45 MM (HopMma
101—104 mM). TosmiyvHa TMapeHXWMBI: CIpaBa
15—17 mm, cineBa 17—18 mwm. IToaBMXKHOCTH
npaBoi moyku 1,5 cM, jseBoit 1 ¢M, 9TO coCcTaB-
et MeHee 1% oT pocrta pebeHka. B mpocBere
MOYEBOT'O ITy3bIPs OMpeJenieTcs 60JIbIIoe KOIU-
YeCTBO DXOT€HHOU B3BECH.

YpPeTpoIHCTOCKONHA: KapTUHA HeBBIPAXXEHHOTO
KaTapaabHO-TPaHy/IAPHOrO LIUCTUTA.
CraTuyeckas Hedpocuuuturpadus (puc.): Je-
Bas IOYKA HAa 0OBIYHOM MecCTe, yMeHbIIIeHa B pas-
Mepax, AedopmupoBaHa. KOHTypel HepOBHBIE.
PacmpezenieHre IpernapaTa HepaBHOMeEpHOe.
[lpaBasg mo4yka Ha OOBIYHOM MeECTe, IPaBWIb-
Hol dopmbl. KOHTYpHI poBHEIe. Pacnipesenenue
npernapaTta HepaBHOMEepHOe, ¢ HeOOJIbIINM CHU-
JKEHHUEM B IIPOEKLIUM cOOMpaTeNbHOM CHCTEMBI.
3axIroueHye: IPU3HAKN CKIEPOTUYECKUX U3Me-




TpyaHblil AarHo3 B ieAUaTpuu

145

panpHOro kiamnaHa I crenenu. JucdyHKims cu-
HYyCOBOI'O y37a. Bropn4Has Tsxesnasd peHaJlbHasA
apTepuajsbHasg TUNEPTeH3UsA Ha QoHe AByCTO-
POHHEro 04aroBoro He(poCKJIepo3a CO CHIDKe-
HHeM ob6beMa QYHKIHOHUPYIOIEH MapeHXUMbI
cieBa.

Ha ¢one npoBeseHHOM Tepanuu (aHTUOUOTUKH,
YPOCEIITUKY, aHTaroOHUCTHI aJbJOCTEPOHA, 6J10-
KaTOpBl KaJlbLIMEBBIX KaHAJIOB, GJIOKAaTOpHI pe-
LIEIITOPOB aHTMOTeH3MHa II) cocTosgHME JeBOYKU
VIYYIIMIOCh, OTMEYaeTcs CTabwin3anus apTe-
PHAJIBHOTO aBjIeHNA, HOPMalIU30Balach TeMIIe-
paTypa TeJia, HeloJIHas 1abopaTopHas pEMUCCHS
I10 pe3yJbTaTaM aHaJIN30B MOYU. JleBOYKa BBINU-

Puc. Cmamuueckas Hegppocyunmuzpadus nayueHma

HEHUI JIEBOH MOYKH, 0oblee KOIUIecTBO QYyHK-
LIMOHUPYIOIel TapeHXUMBbl YMEPEHHO CHIKEHO.
TakuMm o6pasom, mo gauHHbIM DKI, IxoKI, pe-
synbrataM CMA/l 1 ypoHedpOIOruIecKoro 06-
cJleZloBaHMs, ObUI yTOUHEH XapaKTep U3MEeHEeHUH
CO CTOPOHBI Cep/Ie4HO-COCYAUCTOMN CUCTEMBI, fB-
JIAIOIIMXCS TTO3JHUMHU NPOSIBIEHUAMHU CHHAPOMa
dnepca—/laHnoca: HeZlOCTAaTOYHOCTb TPUKYCIIU-

caHa JoMO¥i o HabtozieHe Hedpostora.

JanHoe HabmiozeHUe cuHApoMa Jmepca—/laH-
Jioca y AeBOYKU IOAPOCTKOBOI'O BO3pacTa WIIIO-
CTPUPYET BHIpAXKEHHbIE U3MEHEHUS CO CTOPOHBI
CepAeYHO-COCYAUCTON CUCTEMBI U HeobpaTuMoe
TopakeHue no4yeK (BTOPUIHO CMOPIIEHHAS I10Y-
Ka), OCJIOXXHEHHOe BTOPUYHOM apTepuUasbHOU
rurnepreH3ueil. HecMoTpss Ha peJKOCTh HATOJIO-
TUH, MOMUMOPGU3M KINHUYECKUX IPOSBIEHUH,
JlaHHAas HO30JIOTUA aKTyaslbHa JJig Bpadell MHO-

JanpHoro kiamasHa II cremenu. Ilposamc MUT- T'HX crienuanbHocTeil. B
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MykoBuCIIMI03

y aeBouku 11 get

yxoBucuuzo3 (MB, KMCTO3HBIN

$ubpo3 TMOMKeTyNOYHOH Ke-

JIe3bl) ABIAETCA MOHOTEHHO
Hac/eZ[yeMbIM TsKeJbIM 3a00jieBaHHEM, Xapak-
TepU3yIOUIMMCA TI'€HeTU4YeCKOH TreTeporeHHO-
CTBIO ¥l KIMHUYECKUM nosimMopdusmom. JlaHHoe
3aboseBaHre OOYC/IOBJIEHO MYyTallUAMH TreHa
MYKOBUCIIUJO3HOTO TPaHCMEMOPAHHOIO pery-
naropa npoBoguMocTty (MBTP), BbI3bIBalOIIMMU
HapyluleHUsI TPAHCIOPTa MOHOB XJIOpA, HATpHUs
¥ 6uKapOOHATOB B AMUTETHUAIBHBIX KIETKaX JK-
30KPUHHBIX KeJie3. [IpenMyInecTBEHHO Iopaka-
IOTCSl PeCIMPATOPHBIN U JKeTy0YHO-KUIIeYHBIH
TPaKT, B 3aBUCHMOCTH OT Yero BBIJEJISIOTCS Jie-
royHas, KUIlIeyHas WIN cMellaHHas ¢opma 3a-
GomeBaHusa. OCHOBHBIMU IIaTOI€HETHYECKHUMMU
MeXaHU3MaMU IOpaXKeHUA JAbIXaTeNbHbIX IyTeil
npu MB ABAIOTCA: 3aTpyAHEHNE dBAKyallU BA3-
KOT'O CeKpeTa, XpOHHYecKas UHQEKIUA C OTHO-
CUTENBHO Y3KUM HabopoM naToreHos (S. aureus,
HedepMeHTHPYIOLIVe TPaMOTPHULIATeNbHEIE 6aK-
Tepuu, ocobeHHO P. aureginosa) u GypHBIN BOC-
aJuTeNbHBIM OTBeT opranusMa [1, 2]. Yacrtora
MyKOBHcCLHZ03a B PD, Mo JaHHBIM HeOHaTaJIb-
HOT'O CKpMHUHTA, BBEIEHHOTO B Hallleli cTpaHe B
2006 roay, coctasisieT 1:10 498 ¢ komebaHUAMU
B pasHBIX perrvoHax oT 1:8000 zo 1:12 000 [3].
[Tocsie mepBOro omnucaHus 3a00J€eBaHUS €ero
JIOJITOe BpeMs OTHOCWJIM K pa3psazsy daTaibHBIX,
TIOCKOJIBKY CpeZHAS IPOJOJIKUTENBHOCTD JKHU3-
HU He IIpeBbIlIajna 5 jeT. B TeueHue nociesHUx
JIeT BBDKUBAaeMOCTb 60MbHBIX MB B JByX II€HT-
pax MB B MockBe CyllleCTBEHHO BBIpOC/a U Z0-
cruria 39,5 roza; mpu 3TOM CpeAHUM BO3PacT
narueHToB cocTtasiseT 13,3+10,1 roaa [4]. Co-
BpPEMEeHHEIE JOCTYKEHUA B BeIeHUU IallueHTOB
¢ MB cBA3aHbl ¢ HEOHATAJIbHBIM CKPUHUHIOM U
paHHe! AWarHOCTHKOW, paHHUM Ha3HAdYeHUEM
MYKOJUTUYECKOH, IIPOTUBOBOCHAIUTENbHON U
aHTUbaKTepUaTbHOU Tepanuu, KUHE3UTePaInu;
BHEZIDEHHEM JKECTKUX PEXXUMOB UHOEKITMOHHO-
'O KOHTPOJIA KaK BHYTPU, TaK U BHe LIeHTPoB MB;

IIMPOKUM HCIIOJIb30BaHWEM BHYTPUBEHHOU aH-
TUOUOTUKOTEpANMY Mal[ieHTaM B JAOMAaIlHUX
yenoBuax [1, 5].

IIpeacTtaBiseMm HabaroAeHNe AeBo4yku 11 jer co
cMmemianHoi ¢opmoii MB, mosydaroiei gomari-
HIOI0 aHTHGHUOTHUKOTEPAINNIO, IOCTYIHUBIIEH B
MATKB pgna peuMIUIaHTaMM BHYTPUBEHHOTO
nopra.

Jeouka IIl., 11 mer, mocrynuia B MJI'KB
04.11.13 r. c HanpaBJIAIIUM JUAarHO30M: «MYKO-
BUCLIWZO3, CMelIaHHasA ¢opMa, THKENIoe Tede-
Hye. XpOHUYECKUH OOCTPYKTHBHBIM T'HOMHBIN
6poHXUT, obocTpeHHe. JlpIxaTeqbHas HeEAOCTa-
TOYHOCTB | cT. XpoHHuYeckas NaHKpeaTUdecKas
HeJOCTaTOYHOCTh. XPOHUYECKUH racTpoayoze-
Hut, Helicobacter pylori (4+) — accouumpoBaH-
HBIN, ob6ocTpenue. bwinapHas AuCHYHKIUS.
BriceB u3 MOKpoTHI P. aueruginosa (10°KOE/mt),
E. coli (10°KOE /M), xpoHudecKasi cTadUIOKOK-
koBas nHobekIsA. COCTOSHUE MOCIe MTOCTAaHOBKYU
noprt-cucteMsl oT 20.09.2013 .

V13 aHaMHe3a U3BECTHO, YTO pebGeHOoK oT 1-ii be-
PeMeHHOCTH, IIpOTeKaBllel C yrpo3oi Ipephl-
BanuA Bo II Tpumectpe, anemuu Bo II, III Tpu-
MecTpax. Poxwl 1l-e, ¢usnonoruyeckue, Ha
40-11 HeZlesle TecTally, Macca Tejla IIpU poxKze-
Huu 3400 r. OreHka 1o mkaje Anrap 7—9 6a-
JIOB.

B Bo3pacTe 3-x Mec. leBOYKa IepeHecIa [ByXCTO-
POHHIOIO HIDKHE/0IeBYI0 ITHEBMOHUIO, B BO3pac-
Te 6 MeC. — OCTPBIi OOCTPYKTHUBHBIN ODOHXUT, a
B 9 Mec. — IIOBTOPHO HMXHE/0JIEBYIO IIPABOCTO-
POHHIOIO THeBMOHUIO. He o6ciiefoBanacs, iedu-
snack ambynatopHo. B Bospacte 1 roga 2 mec. y
ZIEBOYKH COXPAHSLINChH XKAJI00bI Ha Kalleab C BbI-
JleJleHreM BS3KOM THOMHON MOKPOTEHI, OJBIIIKY
pu GU3NYECKO HarpysKe, AJTUTEIbHBIN cyOde-
6pwinTeT. B 5TOM e Bo3pacTe MOSBIINCH XKaJIO-
OBl Ha U3MEHEHUE XapaKTepa CTyla, 60U B JKU-
BOTe; IIpu 0b6cIe[0BaHNY ObUT AUAarHOCTUPOBAH
XPOHUYECKUH TaHKpeaTuT.
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B Bospacte 1 roza 4 mec. pebeHKy MpoBefe-
Ha moroBasg mpoba (mo T'mb6comHy—Kyky) —
76,4 MMoJb /7 (TTOIOXKUTENbHAA) . [eHeTUYeCKUM
aHayIM3 NMOATBEPAWI AuarHo3 MB, ObLU1a BHIABIIE-
Ha myTanus F508del B reTepo3UroTHoM coCTOSA-
Huu. C 3TOro Bo3pacra pebeHOK HabmoAaeTca B
peruoHaabHOM IieHTpe MB, noryyaeTr 6a3ucHyr0
Tepanuio MYKOBHUCIHA03a (aHTHOAKTEpHaIb-
HbIe, IPOTUBOIPUOKOBBIE, MYKOJUTHYECKUE —
JopHaza anbda, MyIbMO3UM, GepMeHTHBIE
Tpernaparsl, renaTolpOTEKTOPHI). B ceHTAOpe
2013 rozga pebeHKy ObUI YCTAHOBJIEH BEHO3HBIHM
TIOPT B HOAKJIIOUMYHYIO BeHY AJIA NPOBeJeHHUs
aHTHOaKTepUaIbHOU Tepalyy B aMOy/IaTOPHBIX
YCJIOBUAX.

IIpu nocrymiennu B M/I'KB cocrosHue pac-
LIEHUBAJIOCh KaK TsDKeJoe 3a CYeT JIMXOPaJKH,
obocTpeHuA 6poHX0IeroyHoro mnpoiecca. OTMe-
YaIuch KaloObl Ha yCUIEHHE Kalulfd, YBeJnde-
HHe oObeMa BbIZIENA€MON MOKPOTBHI, JIUXOPAaJAKY
B TeyeHHe rnocaeguux 10 gHelt, 601U B KUBOTE.
IIpu ocMoOTpe AeBOYKa aCTeHUYECKOTO Tel0CIOo-
JKeHUs, Macca Tesna 24,5 kr, poct 136 cm. OrieHKa
busnuecKkoro pasBUTHA: Ha YpPOBHe 25 IepleH-
TWIA 110 POCTY, Ha YPOBHE 8 NepLeHTWIA 10 Mac-
ce Tesia, Macca,/pocToBoe cooTHomeHue 63,14%.
Jedopmanua dasaHr majblieB 10 TUIY «6apa-
GaHHBIX ITAJIOYEK» W HOI'TEeH II0 THILY «JacOBBIX
CTEKOJI», yMePEeHHas OABIIIKA CMEIIaHHOTO TUIIA,
Y[l — 30 B muH. Temneparypa Tena — 37,5 °C.
AyCKy/IBTaTUBHO JBIXaHUE DAaBHOMEPHO 0CJIab-

Puc. Penmezenoepamma peberka I1I.

JIeHHOEe Be3UKYJIAPHOe, IIPOBOAUTCA BO BCE OT-
Jlesibl, BBICIYIIMBAIOTCA paccesgHHble BJaKHbIe
cpefHe- U MeJIKOITy3bIpYaThle XpUIBI. IledyeHb
+1,5 cm u3-mmof kpasi pebepHOI IyTH.

3a BpeMsa HaXOXKJEHUs B CTalOHape pebGeHOK
ObLT 06C/IE[OBAH.

B o61em aHanu3e KpoBU — 6e€3 OTKJIOHEHUH OT
HOPMEL.

B 6UOXMMHYECKOM aHauu3e
MedaeTcd MNoBbllleHHMe ypoBHA CPB 1o
0,134 r/n (mopma 0,000—0,003). B a=na-
JM3e KpOBM Ha o0OIUe WMMYHOIJIOOYIH-
HBl: IgA — 228 (HOpMa 25—148 wr/mn),
IgG — 1522 (nopma 441—1190 mr/zan), IgM —
208 (mopma — 39—190 mr/amn).

Ilo faHHBIM peHTreHorpa¢uu OpPraHoB I'PYAHOMU
kaeTku oT 06.11.13 r. (puc.): cupaBa BeHO3HBIN
KareTep, JUCTaTbHBIN KOHeI] KOTOPOI'0 HaXOAUT-
cs B MPOEKUUM NMPAaBOUW MOAKJIIOYNYHON BEHBI.
B nerkux AuddysHO, IpenMyIIeCTBEHHO B IIPU-
KOPHEBBIX OTZeJIax OIpeJeATcsa oborameHue,
Jebopmariys, BBIpaXXEHHas SYEUCTOCTh U TH-
JKUCTOCTh JIETOYHOTO PHUCYHKa (KapTHHaA ITHEB-
Modpubpo3a), MHOTOYUCTIEHHbIE TOHKOCTEHHEIE
MOJIOCTHBIE 06pa3oBaHusA pasMepamu Ao 1,0 cm
B AuaMeTpe. B HIDKHUX OTZesax JIeBOIrO JIeTKO-
T'o OIpeJe/IAIOTCA yJYacTK HeroMOTeHHOM oda-
roBO¥l MHWIbTpAIUU JIETOYHOM TkaHU. KopHu
JIETKUX pacUIMpPeHbl, 6eCcCTPYKTypHBL. TakuM 06-
pasowm, y IeBOYKH 6bLIa JUAarHOCTHUPOBAaHA ITHEB-
MOHMUSA.

[IpoBefeHO eyeHre: aHTUOAKTEpUAIbHAA Tepa-
s (MeporieHeM B/B 1 T X 3 p/4, aMUKaIMH B/B
400 mrx 1 p/za, MeTpoHNZA301B/B250Mrx2p/a,
KOJIMMHIMH 2 M X 2 P/J1), IPOTUBOTPUOKOBas Te-
pamus (dykonasosn 100 mr x 1 p/4 dyepes ZieHb),
MyKosnuTH4deckas (mynbmosum 2,5 mi x 1 p/g,
ALIIT 200 M x 2 p/#4), 6poHxonuTrdecKas (MHra-
Jsinnu 6epogyaina 15 kan x 3 p/x), bepMeHTHBIMU
npenapaTtamu (kpeoH 10 000 EJl — zo 25 kamcyn
B CYTK{), I'ellaTONPOTEKTOPHAasA Tepanus (ypco-
can 500 mrx1p/zn).

15.11.13 r. mpoBeZeHa onepanua: UMIUIaHTaLUA
BEHO3HOI'O [IOpTa B IIpaBoe IpejcepAue, yaae-
Hre HeYHKIIMOHUPYIOLIETO BEHO3HOT'O ITOPTa.
Ha KOHTpOJBbHOI peHTreHorpaMMe OpraHoB
rpyzHoit mosnocty ot 18.11.13 r. ormeuaercs
TIOJIOXKUTENbHASA JUHAMUKA: 04YaroBO-UHQWIb-
TpaTUBHbIe U3MEHEeHNA 3HAYUTETbHO YMEHbIIN-

KpPOBH  OT-
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smck. CTPYKTypa KOpPHEM BOCCTaHABIMBAETCH,
ywioTHsAeTcsA. OCTalOTC eAUHUYHBIE OYaroBhIE
N3MEHEHHUA B HWXHUX [JOJIIX U B HPOGKHI/II/I
SI3BIYKOBBIX CETMEHTOB Ha (OHE TMKUCTOCTU U
KUCTOBUZHOM AedopManuu JIETOYHOTO PUCYH-
ka. CuHycel cBoGogHEL. TeHb cpepocTeHus 6e3
ocobeHHOcTel. JJUCTaJbHBIM KOHEI] BEHO3HOI'O
KaTeTepa IpoeLupyeTcs Ha ypPOBHE 33JHUX OT-
pe3koB 8 u 9 pebpa cripaBa.

JlanHOe HabIIOZeHVe WUIIOCTPUPYET TeUeHUe
cMmeraHHoi GopMel MB y IeBOYKH, He IPOXOAB-
el HeoHaTa/lIbHBIN CKPHUHUHT, C IIOCTaHOBKOM
JuartHosa B Bo3pacTe 1 rog 4 Mec., IOATBEPX-

nenHoit myranueit F508del. Mytarusa F508del,
ABJAIONIAACA caMOU 4YacToll y mpezcTaBuTesei
6esIoii pacel, OTHOCUTCA KO II kIaccy MyTanuii B
3aBUCHMOCTH OT MOJIEKYJIIDHOTO JedekTa beka
MBTP (610K ITpoLiecCHHTa 6eIKa) U K «TSHKETBIM»
10 TSDKECTH GEHOTUITNYIECKOTO MPOsBIeHu [6].
BmecTe ¢ Tem HabiiOfeHME B PErMOHATbHOM
ueHTpe MB u azexkBaTHas 6a3uCHas Tepamnus
3abosieBaHusl, HECMOTPS Ha MepeHeceHHoe 060-
CTpeHUEe U NTHEBMOHUIO, TIO3BOJIWIN PACLEHUTh
COCTOsTHUE TIAlIMEeHTKU KaK YZOBIETBOPUTETHHOE
o mwkase [IIBaxMaHa—Bpachunbza A1 oleHKU
6ospHBIX MB (cymma 6ayutoB 63) [1]. B
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IlopazkeHust OpraHoB JAbIXaHUS
npyv cuHapome Kpy3oHa

ungpom Kpysona (depemnHo-iv-
LIeBOM [M30CTO3) — ayTOCOM-
HO-TOMHMHAHTHOEe 3a00JieBaHHeE,
OTHOCsAIIeecsT K CUHAPOMAIbHBIM $popMaM Kpa-
HUOCHHOCTO30B; XapaKTepU3yeTcsi Ipexze-
BPEMEHHBIM 3aKPBITUEM YepeIHbIX ITBOB, FHUIIO-
miasvell BepxXHEW YeTioCTM W TMPOTHATU3MOM
HIDKHEH, BBIPQKEHHBIM IIPONTO30M M CTpabus-
MoM [1]. DnmoHMMHOe Ha3BaHUe CUHJApOMa IIpo-

HUCXOAUT OT GaMmwinu GpaHIly3CKOro HeBpoJora
OxTaBa Kpy3oHa, BepBble OIMCABLIErO Hapy-
LIeHye Pa3BUTHUA Yeperna U JIUIja y MaTepu C Jo-
yepbio B 1912 . [2].

CungpoMm Kpy3oHa OTHOCUTCA K MHOIOYHUCJIEH-
HOI rpymiie 3a601eBaHMi, CBA3aHHEBIX C PELIENITO-
pamu daxTopos pocta pubpobiaacros (fibroblast
growth factor receptor, FGFR). B ocHOBe 6oyee
90% ciaydaeB G6ONE3HU JEXXaT MyTaluyd TeHa
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FGFR2, xaptupoBaHHoro Ha 10 xpomocoMme B
cerMeHTe q25—q26. [JlaHHBIN I'€eH COCTOUT U3
20 5k30HOB. MyTanuu, BeI3bIBalOle pa3BUTHE
cungpoMa Kpy3oHa, B OCHOBHOM pacIoyiaraloTcs
B 9k30Hax 7 1 9. Bcero B reHe FGFR2 BbIIBIIEHO
35 pa3juyYHbIX MyTalWii, IPUBOAAIINX K 3abote-
BaHMIO. OKOJIO YeTBEepPTH C/IydyaeB BO3HUKAIOT B
ceMbe BIepBbIe, T.e. IPeAII0NI0XKUTENIbHO BhI3Ba-
HBI HOBBIMU MyTauuamu. Cunapom KpysoHa co-
cTaBsAeT IpUMepHO 4,8% ciay4aeB ¢ YepeIlHbIM
CHHOCTO30M, BBIBJISIEMBIX IPU POXJEHUU; Ya-
crora 3abosneBaHusa — 16,5:1 000 000 HOBOpO-
JKIeHHBIX [2, 3].

KivHudeckad KapTHHA BKJIIOYAET CleAyrolue
aHOMAaJIMU: NCKKeHUA B CTPOeHUH deperna (Kpa-
HHOCHHOCTO03) ¥ CTPOEHUH JINIIA; KOPOTKYIO Bepx-
HIOIO I'y0y; TUIIOIUIACTUYHYIO BEPXHIOIO YeTIOCTh
U BBICTYTIAIOUIYIO HIDKHIOIO 4estocTb. Hoc Hamo-
MMHaeT KJIIOB IToIyras (BaBjIeHHas TepeHOCHUIIa,
TIpUBOZAIIAA UHOTA K 3aKYIIOPKe BO BHYTPEHHEM
CTPOEHUH HOca). XapaKTepHbI K30 TaibM U HU3-
Koe pacrosoxeHue yuieii [4]. Kuctu u cTonsl He
W3MeHEHBI, B OTIMYME OT IMAMEHTOB C CUHAPO-
Mmamu Anepa, [Ideiidpdepa, MioHke — ApyTUX
CUHZIPOMAaIbHBIX GOPM KPaHUOCUHOCTO30B, CBf-
3aHHBIX ¢ maTtosorueii FGFR1-3 [2]. MHTe/UIeKT
He 3aTpPOHYT. ¥ 30% GOJBHBIX pa3BUBAETCA IIPO-
rpeccupyoasn rugpornedanus, y 55% — KOHAYK-
TUBHAA TYTrOyXOCTb, Y 13% — aTpesus Hapy>KHOTO
CJIyXOBOTO IIpOXoZia. AHOMaINY MIeHOro OTJena
no3BoHOYHUKA (cusiHue CII—III) BeTpevaetcs y
30% manuenToB. OTek AUCKa 3pUTEIBHOrO HepBa
SIBJISIETCS CJIe/ICTBHUEM TIOBBIIIEHUS BHYTpUYEPETT-
Horo gaBneHus (BY/), gacrora arpodum 3pu-
TeJIbHOTO HepBa cocTtaisaeT 20% [1].

[ToMuMoO Ipex/JeBpeMeHHOI'0 3aKpBITHUA Yepell-
HBIX IIBOB, HApyUIEHWSA COOTHOIIEHUs dYacTei
yepena ¥ IPU3HAKOB JIULEBOTO AUCMOpdU3Ma,
K PeJKUM MPOSIBJIEHUSAM Y MAIleHTOB C CUHIPO-
MoM KpysoHa oTHOCAT IopakeHue CUCTeMBI Op-
raHoB fgpixanus. OHO BKIIOYaeT B cebs paciienu-
Hy Heba, paclerieHre HeGHOTO S3bIYKa, CTEHO3
KJIallaHa JIETOYHOH apTepuH, TpaxeoOpoHXoMa-
JIAIWIO0, TIATOJIOTHIO XpAlled Tpaxeu [2, 5—7].
OG6CTPYKIIMA BEPXHUX ABIXaTeNbHbBIX ITyTeH 4acTo
BBIHYKJaeT JeTel AbIIaTh 4epe3 poT, HO PeaKo
[IOCTUTAeT TaKOW CTeleHH, YTOOBI BBI3BATH [JbI-
XaTeJIbHYIO0 HeJJoCTaTOYHOCTh [2]. BMmecTe ¢ Tem
XpOHUYECKass OOCTPYKIMSA BEPXHUX [bIXaTeNlb-

HBIX IIyTel B pe3y/ibTaTe MUKPOIHATHUU I IIOJ-
IJIOTOYHOI'O CTEHO3a y MAlMeHTOB C CHHAPOMOM
Kpy3oHa MoxeT IpUBeCcT! K pa3BUTHIO TsKeION
aJIbBEOJIAPHON TUITOBEHTWIALIMY BC/IEZACTBHE 00-
CTPYKTUBHOI'O alTHOd BO CHe U, KaK CJIeZCTBUe,
BTOPUYHOM JIETOYHOH I'MIIEPTEH3UH U IIpaBOXKe-
JIyZIOYKOBOM rumnepTpoduu (XpOHUYECKOMY Jie-
royHoMmy cepzaiy) [8, 9].

IIpeacTaBiseM HaG/IIO/leHUE TAIUEHTa C CUHAPO-
MOM prBOHa U IIOpaXE€HUAMH OPraHOB JbIXaHUA.
Manbusk A., 6 jget, Haba0gaeTcsa ¢ 4-MeCIIHOIo
Bo3pacra. /I3 aHaMHe3a U3BECTHO, YTO peGEeHOK
OT 2-i1 6epeMeHHOCTH, IPOTeKABIIEN C YIPO30i
npepeiBaHuA B 1 Tpumectpe. Bo BTOpoOi moso-
BUHe 6€peMeHHOCTH OTMeYaJuch aHEMUsI, MHO-
roBOJYe, paHHee CTapeHue IUIaleHThl. Poabl
2-e, dusnonorudeckue, Ha 40 HeZiesle recTaluy,
Macca tena npu poxzeHuu 4300 r. OneHka 1no
mkane Anrap 8—9 6awutos. Jlo roga poc U pas-
BUBAaJICA 110 Bo3pacTy. Xoaut ¢ 1 roza 2 mec. Co-
CTOSJI Ha JUCIIAHCEPHOM YdeTe y HeBpoJora C
JAVarHO30M: TMIEPTEH3UOHHO-THAPOLebaTbHBIN
CUHZPOM. Y MaTepu U CcTaplieil cecTphl Takke
cunzgpom Kpysona.

C Bo3pacra 4 Mec. y pe6eHKa OTMEYaIOTCA IIO-
BTOpHBIE 3IH304BI BHPYCHOro Kpyma (ocTporo
CTEeHO3UPYIOIIero JapuHroTpaxeura). B reuenune
2007 roga — 3 anu307a, 2 U3 KOTOPBIX TOTPe6o-
Bajy CTAllOHApHOI'O Jie4eHUs, TOCIUTAIN3U-
poBasicsi B MAITKB, 8 OPUT. Kpome Toro, pebe-
HOK IIepeHeC /[JBYXCTOPOHHIOIO HIDKHEIOJIEBYIO
ITHEBMOHUIO B Bo3pacTe 9 mec., IOBTOPHO B 1 rof,
10 mec., moTpe6OBABIIYIO FOCTUTATN3ALINH.

B Bo3pacre 1 roga 10 mec. y peGeHKa ycTaHOBIIe-
Ha TeMIIoBasd 3aZepKKa peueBoro pasBUTHA, JU-
arHocTupoBaHa odrambmonatus (9k30dTanbM
4-1i cTemeHMW, MHUOIMA BBICOKOM CTeleHU, 3a-
CTOMHBIA AVCK 3PUTEILHOTO HEPBAa, YaCTUYHAsA
arpodusa 3pUTeNbHOrO HepBa). Pe6eHOK KOH-
CYJIBTUPOBAH I'eHETUKOM, yCTAHOBJIEH JUAarHo3:
«cuHzApoM Kpy3oHa, HacieacTBeHHas GpopMas.

B Bospacte 1 roga 11 mec. pebGeHOK BIep-
BblEe IIepeHeC OCTPBI OOCTPYKTUBHBIN OpPOH-
XUT. B aHamMHe3e ajieprus Ha JIeKapCTBEH-
Hble cpeactBa  (cympacTuH,  6GHOIAPOKC,
nunpodIoKcanyH), aUIEPTUYecKUil  PUHMUT.
C y4eToM COIIyTCTBYIOIIETro aUIeprudeckoro
PUHUTA, PEelUJWBUPYIOLIEro CUHAPOMA Kpyla
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pebeHok O6buT OOCiTezoBaH. VIMMyHOJOTHYE-
CKOe W aJuIeprojorudeckoe ob6CaefOBaHUA OT
20.11.2008 r.: IgE obuuit — 58,9 ME (Hopma
0—60,0), IgA — 0,97 r/n (wopma 0,3—1,5),
IgM — 0,89 r/n (mopma 0,8—1,6), IgG —
7,851 /1 (Hopma 8,8—15,4), IgE-ciennduyeckre
aHTHUTeJIA K aJUIepreHaM BHIIIEe IOPOTOBOTO YPOB-
HA (HU3KUI/cpefHUN YpPOBEHB): K IBLIbILIEBBIM
(mpUTBIIA pAaHHUX W TO3JZHUX TPaB, /€PEBBHEB)
¥ OBITOBBIM (KJIEIIM JoMallHel mbUiu Dermat.
pteronyssinus, JOMAIlHsASA IUIECEHb, IIEPCTh CO-
6aku) awlepreHaM. BpUI TOCTaB/leH JAWarHo3
«OpoHXMabHas acTMa», Ha3HadyeHa 6asucHas
Tepanus 6yzeconuzoM (IIyJbMUKOPTOM).

B Bo3pacTe 2 roga 10 mec. B CBSI3U C HAIMYUEM
K06 Ha 3aJI0KEHHOCTh HOCA, 3aTpyAHEHUE HO-
COBOTO ZIbIXaHUA ¥ pebeHKa mpoBeieHa KOMIIBIO-
TepHas Tomorpadus (KT) HOCOIOTKU, KOTOpast
BBIABWJIA CHUHYCUT, TUIEPTPOOHUIO CIU3UCTOM
0060JI0YKY HOCOBBIX PAKOBUH, [BYXCTODOHHEE
WCKPUBJIEHHE HOCOBOU NIEPErOPOAKHU, TUIIEPTPO-
¢buro asfeHouAOB 3 CTEMEHU.

B Bo3pacre 2 roga 11 mec. (26.10.2010 r.) mpoBe-
nena KT opraHoB IpyZIHOM KJIETKU: MeXAy S /S,
MPaBOr'0 JIETKOTO OIpEZAENAeTCA YTOJIIeHue
MeXKCErMEHTAapHOH IIEBPHL. JIETOYHBIM PUCYHOK
YCWJIEH, MPEUMYIIECTBEHHO 3a CYeT COCYAMCTO-
ro KOMIIOHeHTa. Tpaxesd — 6e3 0COGEHHOCTEH.
Bponxu 1—3 nopsazaka npoxoAauMsl. CerMeHTap-
Hble OPOHXY pacUIMpeHsL, 1ehOPMUPOBAHEI C 06-
pa3oBaHUEM eIUHUIHBIX OPOHX0IKTAa30B.

I[lo pgaHHBEIM CcOUHTUTpadUU  JIETKUX  OT
26.10.2010 1. oTMedaeTcsA He3HAUYUTETbHOE II0-
BBIlIeHUE NTepdy3nu B BEPXHEN U cpefHel 30He
JIEBOTO JIETKOT'O, & TAKXKE B BEPXHEU 30HE IMPaBo-
ro serkoro. KpoMe Toro, otmMe4aeTcsi CHIDKEHUE
nepdy3uu B HIDKHEL 30HE TIPaBOTO JIETKOTO.

11 WMCKITIOYeHUs NEPBUYHOTO UMMYyHOZepU-
LIUTa B CBSI3U C BBIABJIEHHBIMU OPOHXOIKTa3aMU
TIPOBEJEHO UMMYHOJIOTHYecKoe o06cieZioBaHe
(26.10.2010 r.): netikorutel — 13 600, suMdO-
T — 7208 k1., 53% (Hopma 3000—6400 k1.,
40—60%), T-xnetku (CD3+) — 62% (HOP-
ma 62—73%), T-xemmepsl (CD3+CD4+) —
43% (40—50%), nuTomuTHYEcKUe T-KIETKH U
T-cynpeccoper (CD3+CD8+) — 18% (Hopma
16—30%), B-ximetku (CD19+) — 24% (HOpMa
16—28%), NK-kieTtku (CD3-CD16+56+) — 11%
(Hopma 8—18%).

Qubponapunrobponxockonus 20.01.2011 .
BrlpaxkeHa AUCOYHKIVA TOPTAaHU IO THUITY Jia-
PUHIOMAJIALNY, T[aTOJOTUYECKU IOABIKHEIE
BEpXyIIKW 4YeplaJOBUAHBIX XpAlllell U HaArop-
TaHHUK IIPH BZIOXe IIepeKPLIBAIOT BXOZ B TOPTaHb
Ha 50%. Tpaxes: Ha rpaHulie cpejHel U BepxHeil
TPETH UMeeTCs KOJIbLEBUAHBIN pybel, He Cy:KU-
BaIOLIUN MPOCBET Tpaxeu (Ioc/ie WHTYOAIUM).
Kosblta Tpaxeu B 3TOl obnactu He auddepeH-
uupyrooTca. Hike Tpaxes He aedopmupoBaHa,
cy»KeHa, MeMOpaHO3Hast 4acThb Cy)KeHa 0 2 MM.
UccnepoBaHve GYHKIUM BHEIIHETO [JBIXaHUS
19.10.2011 r. OTtmeuaeTcsi CcHWKeHue ¢op-
CUPOBaHHOM KM3HEHHON eMKOCTU JIETKHX 3a
10 (FEV 1,0), unzaekca Tudbduo (OPB1/DXKEN),
IICB 1 MOC 50%. ITokasatesnb JKEJI B npesenax
HOPMBEI.

C 2008 r. o Hacrosulee BpeMs pebeHOK Haxo-
AUTCA Ha KOHTposupytolei (6a3ucHoi) Tepa-
nuy OGPOHXMAIBPHON aCTMBl WHTIAIIMIOHHBIM
crepouzioM OyzecoHuzoM  (ITyTbMHKOPTOM),
NIpOU3BeJIeHO CHIDKeHHe Jo3bl IIpenapara ¢
750 no 250 MKT/CyT 3a cUeT MOAKII0YeHU K Te-
panuu ¢ 2011 r. aHTaroHucTra JeHKOTPHUEHOBBIX
pelienniTopoB MoHTenykacta (CuHrymapa). 3a
STOT [Iepuro/, OTMeYaIUCh HeTsKeNble IPUCTYIIbI
GpoHxuaIbHOM acTMEL B Mae 2009 T., utoJie U aB-
rycte 2011 r., aBrycte 2012 r., aBrycre 2013 r.,
He IOTpe6OBaBIIMe roCIUTANIN3auu. [leproau-
YeCKU OTMeYarTCss 060CTPeHUs aJUIeprUIecKOTO
PpUHUTA, KyIupyeMble HazHaueHUeM Ha3oHekca.
Ha puc. 1 npezcraBieHa AMHAMUKA KJIMHHAYE-
CKUX JAHHBIX U Tepaluy MalyeHTa.

[Nocnepausaa rocnuranusanud B M/II'KB B Bo3pac-
Te 6JIeT C HallpaBJIAIOLIM AUArHO30M: «CHHPOM
Kpy3oHa, HacneacTBeHHasA popma. CHHAPOMAIb-
HBIA KpaHUOCTeHO3. CUHAPOM BHYTpUYEPEITHON
TUNEPTeH3UU. 3acCTOMHBIA JAUCK 3PpUTEIBHOTO
HepBa, YacTUYHas aTpodus 3pPUTETHHOIO HEPBA,
MUOIIUA BBICOKOU cTelleHU. PenuamBupyrouinii
CHHJpPOM Kpyna. BpoHxuasbHasg acTMa, TsKe-
Jloe TeuyeHHe, peMuccua. BpoHXosKTaTHuyeckas
60se3Hb. AJUIEPTUYECKUIl PHUHUT, PEMHUCCHUSA.
JlapuHroMmanauua. 3ajepKkKa IICUXOMOTOPHOIO
pa3BUTUA».

Hacroamas rocnuranusanua — IutlaHoBad. Pe-
6eHOK HaxOJWICA Ha CTallMOHADHOM JIEYeHUH B
MJATKB ¢ 11.09.13 mo 25.09.13 r. Ilpu mocty1-
JIEHUU COCTOsSHHE PaCLeHUBAJIOCh KaK TaKeIoe
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C T o006 | 2007 | 2008 | 2000 | 2010 | 2011 | 2012 | 2003 |

CTeHoO3
rOpTaHUu

I, V, VI \%

O6cTpyK-
TUBHBIA
GPOHXUT

IX, XII

Tocriuranu-
3amus

V, IX \%

XII
Bponxuaib-

\% VII, VIII

VIII VIII

HadA acTMa 750

ITy1bMHUKOPT 250 |

ITHeBMOHUA VII VIIL

BpoHx0o3k-
TaTHU4ecKas
60se3Hb

CuHTYIAD |

Puc. 1. lunamuka KAUHUYECKUX O0aHHBIX U mepanua nayueHma

II0 OCHOBHOMY 3a060JieBaHuUIo. [Ipy ocMOTpe pBO-
T, CyZopor HeT. KaTapanbHbIX fBI€HUU HeT.
Kamenp pegkuii, HeNpoOAYKTUBHBIA. I'pygHas
KJIeTka JebopMupoBaHa, He B3AyTa. OZBIIKU
HeT. [IepKyTOPHO 3ByK C KOPDOOOYHBIM OTTEHKOM.
AycKynbTaTUBHO AbIXaHHE KeCTKOe, XPUIIOB HeT,
Y/l 24 B MUHYTY.

3a BpeMA HaxOX/EHUA B CTallMOHape pebeHOK
obceoBaH.

O6muii aHaMM3 KPOBU M OMOXMMHYECKUH aHa-
JIK3 KPOBU — 6€3 MaToIoTvH.

I[lo pganueiM KT depema o6Hapy:XUBarOTCS
KT-npu3HaKy KpaHUOCTEHO3a 110 THUIly Gpaxuo-
uedanuu (puc. 2). J[ByCTOPOHHUI K30 TaIbM.
Io zaHHBIM peHTreHorpaduu opraHoB TPyAHOM
KJIETKH — JIETOYHbIe 1o/ 6e3 O4aroBBIX U WH-
UIBTPAaTUBHBIX M3MeHEeHUH. JIerouHBI pHCY-
HOK He U3MeHeH. KOpHU JIeTKuX CTPYKTYpHBI, He

pacuupensl. TeHb CpeJOCTEHHA He CMEIlleHa, He
pacmupena. /luadpparma pacnosnoxeHa 0OBIYHO.
KouTtyprl guadparmel 4yeTKue, pOoBHbIe. Buzau-
MBle IUIeBpajIbHblEe CHHYCHI CBOOOJHEL.

BhImncaH ¢ peKoMeHAalUsAMH IPOoJOIKeHUs ba-
3UCHOH Tepanuy 6POHXUAIbHOM aCTMBL U ajuiep-
TMYECKOro PUHUTA.

JlanHoe HabioJeHNe WITIOCTPUPYET PasBUTHE
U COYeTaHVe PelUJVBUPYIOMINX U XPOHUIECKUX
3ab0JieBaHUM OPraHOB AbIXaHUA ¥ peGeHKa C pea-
KOM CMHZpOMaIbHOM ITaTOMOTHEN, KaXKA0€e U3 KO-
TOPBIX 3aCTY>KUBAET OTAEIHHOTO PACCMOTPEHHUSA.

PenuauBupyomuil CUHAPOM Kpyna. PeluiviBbl
CUH/J[pOMa Kpylia — He peJxocTb. [Io zaHHBIM
PETPOCIIEKTUBHOTO UCC/IE[0BAHUA, IPOBEEHHO-
ro B bespruy u BKIIIOYABIIEro JieTeil B Bo3pacTe

Puc. 2. KomnstomepHasa momozpamma nayueHma A. Pexoncmpykyus e pexcume 3D
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5—8 set, 16% 13 HUX ITepeHecIu KpyI, a y 5%
oTMevyanuch =3 anu3070B Kpymna [10]. B pa3su-
THe peluANBUpYIoLlero (CrracTUYecKoro) Kpyma
BaXHEUIUI BKJIaZ BHOCUT aToluA. XpoOHUYe-
CKOe a/yIeprudeckoe BOCHAJIEHUE IPU pelUgu-
BUpYIOIIEM KpyIle [JOKYMEHTHPYeTCH BBICOKUM
ypoBHeM obiuero IgE, nnrepieiikuos 3, 4, 6, 8,
¢daxTopa HeKpO3a OIMyXoJel o, HU3KUM COZiepKa-
HUeM uHTephepOHa Y; CHIDKEHUEM COZepPIKaHUsT
CD4+ T-knetok u noBbilieHHeM CD8+ T-kie-
TOK, cHwkeHueM ¢ppakuuu NK-kiaetok (CD16+),
ociabneHneM QYHKIIMN KJIETOK CUCTEMBI MOHO-
HyKJIeapHbIX ¢parouuTos [11]. YacToTa pa3BUTHsA
6GPOHXMATBHOM aCTMBL y IeTel ¢ peluANBUPYIO-
UM CHHIPOMOM KpyIla B aHaMHe3€e COCTaBJISET
17% [12] go 37,3% [13]. Penugusupymomas u
XpOHUYECKass OOCTPYKIMSA BEPXHUX [JbIXaTeNlb-
HBIX IIyTel y Hallero maiueHTa 6bUIa CBs3aHa C
TpaxeoMassanue. OZHaKO, KaK IOKa3aIo AUHA-
Mudeckoe HabmogeHUe (pasBUTHE IOBTOPHBIX
3MU3040B OGPOHXUATBHON OOCTPYKIMU) U IIPO-
BeZIeHHOE aJUIeprojioruyeckoe oOcieoBaHUe
(ceHCHOWIM3AIUSA K HEIUIIEBBIM U HeMHpEKIIH-
OHHBIM aJUlepreHaMm), IIOMHUMO 3TOI'O aHaTOMHU-
yeckoro ¢akTopa penuAUBUPYIOIINN CUHAPOM
Kpyna UMeJl aTOIIMYecKUi reHe3, TpaHCHOPMHU-
POBaBIIKCH B GPOHXUANBHYIO aCTMY.

BpouxuanpHas actma. J[MarHOCTHMKa OpOHXU-
aJIBHOU aCTMBI y ZieTel TePBBIX IIATH JIET KU3HU
ABJISIeTCA TPYAHOU 3azaueii. K mpuymMHaM 3TOTO
OTHOCAT IIMPOKYIO PacClpOCTPaHEHHOCTb SIIU-
307I0B CBHUCTSIINUX XPUIIOB B TPYAHOM KJIETKE U
Kaluld y AeTed Jake IPHU OTCYTCTBUM acTMBI,
0cOGEeHHO B BO3pacTe MIaAlle 3 JIeT; OrpaHUYeH-
HYI0 BO3MOXXHOCTb/HEBO3MOXXHOCTb TECTHUPOBA-
HuA QyHKIMM JerKuX. [1oaToMy AnarHo3 6poH-
XUaJIbHON acTMBI B JaHHOU BO3pacTHOM rpymie
OCHOBBIBaeTCsA Ha XKajnobaX, ZaHHBIX aHAaMHe3a U
ocMoTpa. OleHKa IIPOABJIEHUH U CTEIIeH! TshKe-
cTH 3260JIeBaHNs OCHOBBIBAETCS OOBIYHO Ha BIIe-
YaTIeHUAX TpeTbero Juna (PoACTBEHHUKOB/HE
poacTBeHHUKOB pebenka) [14]. B To ke BpeMms
6oJipIasl YacThb Ciay4aeB MaHudecTanuu 3a6o-
JIeBaHUA IIPOMCXOAUT B Bo3pacTe 2—3 JIeT, Kak
9TO MMeJIO MECTO U y Halllero IarueHTa. bosb-
LINM JOCTH)XKEHHEM B pa3paboTKe JuarHocTuyde-
CKUX KpUTepHeB ODOHXMAIbHOU acTMHL y AeTel
ABWIVCh MeXZyHapoJHble pPeKOMeHZAIUN 110

acTMe y ZieTeil paboueli rpymimsl U3 44 SKCIIepTOB
u3 20 crpan PRACTALL (Practical Allergology)
Pediatric Asthma Group. CorsiacHO 3TOMy ZOKY-
MEHTY, IIepCUCTUPYIoIIasa OpOHXHalIbHAsA acTMa
AUArHOCTHUPYETCA IIPU COYETaHUU 6pOHXI/IaJ'Ib-
HOH OOCTPYKIIMHU CO CIeAyIoIUMU pakTopamu:
KIIMHUYECKHUMHA IIPOABJICEHUAMHN aTOIINU (BK-
3eMa, a/UIepru4ecKuii pUHUT, KOHBIOHKTHBUT,
nuileBasg aleprus), S03UHOGWIMEN U/WIN
MIOBBIIIEHHBIM ypoBHeM obuiero IgE B KpoBy;
crieruduueckoit IgE-onmocpezioBaHHOMN CeHCHOU-
Jn3anyel K MUIIeBbIM a/ulepreHaM B IPyJHOM U
paHHEM JIeTCKOM BO3pacTe U K WHTAJSAIMOHHBIM
ajulepreHaM B IIOCJIeZYIOIeM; CeHCHOWIN3anu-
ell K MHTIALNOHHEIM ajUlepreHaM B BO3pacTe
Z0 3 JIeT, IpeXx/ie BCEero IPY CEHCUOWIN3aluu U
BBICOKOM YPOBHE€ 3KCIIO3UIIUU 61>ITOBI)IX ajuiep-
TeHOB B IOMAIllHUX YCJIOBUAX; HAJIUYUEM OPOH-
XMaJIbHOM acTMhl y poguTeneil [15]. ViMeHHO ¢
YY€TOM 3TUX KPUTEPHEB y NalMeHTa OblIa Juar-
HOCTHpOBaHa OpOHXMAIbHAS aCTMA.

BponxoskTasbl. BpOHXO3KTasbl  JOCTATOYHO
PeAKO AMArHOCTUPYIOTCA y HMAlUEeHTOB ¢ GpOH-
xXuanbHOU actmoii. [To ganHbIM U.B. MakapoBa
(1964), C.IO. Karanosa (1966), mpu 6poHx0-
rpadpUIecKOM HCCIeAOBAHUU JeTel, OGOIbHBIX
OGPOHXMAIBPHON AacTMOI, OpPOHXO3KTAa3bl OBUIM
BBIABJIIEHBI Bcero y 4—5% 6onpHbx [16, 17].
Bonee mo3gHUe wccCieZOBaHUA JEMOHCTPUPY-
10T elfe Gosiee HU3KYIO YacTOTy OGPOHX03KTa30B
y HmauMeHTOB ¢ acTMOH. Tak, B MCC/IeJOBaHUU
O. Saynijakangas u coaBT. (1997) yactoTa 6GpoH-
X03KTa30B y MAIMEHTOB C acTMOM cocTaBmIa
1,8% [18]. B uccnegoanuu LK. Oguzulgen u
coaBT. (2007), BxouaBiieM 1620 malneHTOB
C acTMOM, OpOHXO3KTasbl ObLIM BHIABIEHHI Y
51 (3%) 6osbHOrO. Y 50% 3THX HAI[IEHTOB OTMeE-
Yyajach TsKeslad acTMa, y 2/3 maluueHTOB acTMa
6bLTa AUATHOCTHUPOBAHA paHblle, YeM OPOHXO-
akTas3el [19]. JlaHHBIX O AUArHOCTHUKE GPOHXO-
9KTa30B y ZeTell ¢ cungpoMmoM Kpy3oHa MBI He
o6HapYKWIH. BMecTe ¢ TeM C y4eTOM 3THOJIOTUU
JaHHoro cuHzapoma (myrtauuu reHa FGFR2) dop-
MUpOBaHUe GPOHX0IKTA30B IIPeJCTaB/IsIeTCs MMa-
TOTeHEeTUYECKH 3aKOHOMEPHBIM. VI3BeCTHO, 4TO
daxTopse! pocra ¢ubpobracroB (FGF) BoBieue-
HBI BO MHOTHE Ipoliecchl GOpMUPOBAHUA JIETKUX
Ha MPOTsDKEHUU BCEro reproza ux mMopdoreHe-
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3a. FGFR2b sBnsiercs perentopoM, KOTophlii Bo  Jibl oT FGF10, YTO6H! yIIpaBIATh Ha4aJlbHbBIM IIPO-
BpeMs JIETOYHOT'0 MopdoreHe3a repeiaeT CUTHa-  [1€CCOM BEeTBJIEHUA 3a4aTKOB 6poHx0B [20]. M
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«MpamopHas 00J1€3Hb»
Y HOBOPOXKJIEHHOT0 pe0eHKa

CTEONEeTPO3  ayTOCOMHO-peliec-

cuBHbIH («MpaMoOpHas 60/1e3Hb»,

BPOX/IeHHBIH 3JI0Ka4eCTBEH-
HBIH OCTeoIleTpo3, reHepaau30BaHHBINA JJOMKHHM
ocTeockyepo3, 6one3sHb Anbbepc—Illenbepra)
ABJsSETCA PEJKUM HacjeJCTBEHHBIM 3abosieBa-
HUeM, IIPY KOTOPOM BeIeZicTBUE GYHKIIMOHAIb-
HOro JZiedeKTa OCTEOK/IIACTOB HApYIIAIOTCA pe-
30pOLMA U TepecTpoiiKa KOCTH, YTO IPUBOJUT K
BO3pACTaHUIO IUVIOTHOCTH KOCTH. OCTeocKyepo-
THUYECKHUH IIPollecc C MopakeHueM KOCTHOMO3I0-
BOM ITOJIOCTU IPUBOAUT K TsDKeJIOM aHeMUH, ITaH-
LIUTOIIEHUH C SKCTPaMey/UIIPHBIM reMOII0330M,
BBI3BIBAIOIINM T'ellaTOCIUIEHOMET NI U TnMda-
JEHOIAaTHIO, YacTO C MPU3HAKaMU MUETOUAHOHN
MeTarUiasuu. B pe3ynbraTte ckiepo3a KocTei de-
pena pa3BuBaeTca Makpoledanua u ruaponeda-
JIsA, CMeEIleHNe OTBEPCTHUN YePEerHbIX HEPBOB.
IMocnennee BeseT K aTpodUU 3PUTETHHBIX He-
PBOB, IVIyXOTe, Tapajandy JULEBON MyCKyIaTypPhl
u Kocorasum. [Ipope3riBaHue 3y60B MOXKeT 3a-
JAepkuBaTbcs. OTMeYarTcs BbIpaKEHHBIE aHO-
Masnnu GopMBl 3y60B. YacTo 3aMeZJIEHBI POCT U
dusmyeckoe pasBUTHe, UHTEIEKT ¥ 75% 60JIb-
HBIX HOpMaJIeH. BHoXuMMuYeckue IOKas3aTeau
Yalle HOpMaJbHbIE, XOTS BO3MOXKHbI THIIOKaJIb-
uuemus u runepdocparemusa. PeHtreHorpadus
CKeJIeTa BBIABJAET OJHOPOAHBIN IUIOTHBIM CKile-
PO3 KOCTEH B COYETAaHUU C pacUIMPEeHHeM U Je-
dopmanueit metadpn3oB. Bo Bcex ciydasx ompe-
JeAeTcs IopakeHne KOCTHOMO3IOBOT'O KaHasa
u Tpabekys. Dnudusbl KOCTel CKIEPO3UPOBAHHI,
HO KOHTYDBI MX HODMaJbHBI. Yepen YTOJIIEH,
0COOEHHO B OCHOBAaHWH; CHIKEHa ITHeBMaTH3a-
WA COCLEBUJHBIX U NapaHa3aJbHBIX CHHYCOB.
[TacTHBIE U IUTIOCHEBBIE KOCTHM BBIIVIAZAT Kak
«KOCTb B KOCTH»; BO3MO)XHa YaCTUYHAsA aIlIa3us
JAVCTaNbHBIX dayaHr. B Xo7le rUCTOIOTUYECKOTO
HCC/IeIOBAHNUA KOCTEeH BBIABIAETCA OOIMTEpa-
LKA MO3TOBOM IIOJIOCTH, BBIIOJTHEHHAs T'Malu-
HOBBIM XpAmIoM. [ToBbIlIeHa aKTUBHOCTH OCTe-
obsacToB U ocreokysactoB [1]. KimHuveckue

MpU3HAKU OOJIe3HU HAYMHAIOT IPOABIATHCI C
CcaMoOro pOXZEHHS U OBICTPO MPOTPECCUPYIOT.
Bes sieyeHus 601bHbIE TOTN6AIOT B paHHEM JIeT-
ctBe [2]. YacToTa 60s1e3HU cocTaBisgeT 1 caydait
Ha 200 000 >XUBOPOXAEHHBIX.

OcTeoneTpo3 HacJIeAyeTcA II0 ayTOCOMHO-peLiec-
CHBHOMY TUITy. B OCHOBHOM ero BBI3BIBaIOT My-
TallU B IByX I'eHaX, OTBETCTBEHHBIX 32 MOHHBIHI
TpaHcopT B ocTeokyacrax: TCIRG1 u CLCN7.
I'en TCIRG1 nexut B cermeHnTe 11q13 u xoaupy-
eT 4acTb BakyoasapHoi H+-AT®da3sl; MyTanuu B
3TOM reHe HaxoZAT 6ojiee YeM y IOJIOBUHBI BCEX
6opHBIX ocTeoneTpo3oM. I'en CLCN7, pacroso-
JKeHHBIN B cermeHTe 16p13.3, KogupyeT CUHTE3
OJHOTO 13 XJIOPHBIX KaHAJIOB. B HE6OIBIION A0Te
crydaeB 60JIe3Hb BBI3BIBAETCS MyTaLUsAMH TeHa
OSTM1 us cermenTta 6q21; y MbllIeii roOMOJO-
TUYHBIM eMy I'eH OTBeJaeT 3a CO3peBaHue U IIpa-
BWIbHOe (YHKIIMOHUPOBAHUE MEJAHOLUTOB U
ocTeokJsIacToB [2].

CooburaeTcss 0 cilefymoollell 4acToTe KJIWHUYe-
CKHMX IIPU3HAKOB OOJIE3HW Ha OCHOBAHUU aHa-
Jr3a UCcTopuil 60sie3HN 27 MalleHTOB C 3TUM
peaxuM 3aboseBaHUEM B Bo3pacTe 4 HeA. —
3 roga: renartociuieHoMeranusa (92%), Hapyle-
HUA 3peHua (64%), KOCTHOMO3roBas HeJOCTa-
TOYHOCTD (44%), U3MeHeHUA co cTopoHbl [THC
u pedpopmaruu depena (28%), HapyuieHUs
cayxa (8,3%), HapylleHuda AbIXaHUA (Xpall, al-
HO2, 32%). CeMmeiliHbIM aHaMHe3 3aboieBaHUA
umenu 56% O6OJIBHBIX, OT GJIM3KOPOACTBEHHO-
ro 6paka poaunuchk 72% gereil. Y Bcex zeTeit
BBIABJIAINCH DPEHTIeHOJOTHYecKue IIpU3HaKU
6osne3nu [3].

IIpuBoauM HabIIOZeHNE HOBOPOXKAEHHOIO pe-
OeHKa ¢ penecCuBHBIM OCTEOIIETPO30OM.

JleBoyka 4-x mMecsanesB IIOCTYyIIIWIA B OTZAE/IEHUE
IICUXOHEBPOJIOTMU U MUKPOXUPYPIUU Ilasa Jjid
Jereit rpyaHoro Bodpacta MI'KB. PeGeHOK OT
mepBoii 6epeMeHHOCTH, IPOTeKaBUIeH C TOKCHU-
ko3oM I TpumMecTpa Ha GoHE BETeTOCOCYAUCTOM
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JAWCTOHMU IIO FMIIOTOHU4YecKkoMy Tuiy, OPBU 3a
2 Heznenu 7o poZoB. PoacTBO poauTenu orpulia-
1oT. C nepBbIX AHEHN )XU3HU ¥ pebeHKa oTMedeHa
rUnokasbnyeMusa (KajJbIUi HMOHU3UPOBAHHBIM
0,72—1,2 mmosb /). B Bo3pacre 21 gHA eBOYKA
pasBepHy/a 4 AMUTeNbHBIX 31IN307a KIOHUKO-TO-
HUYeCKUX cygopor. IIpoBezseHa jaromMGasbHast
IIyHKIWA, U3MEeHeHUl B JIUKBOPE He BBIABJIEHO.
PeGeHKy BBOAWICS pEJaHUyM, JIIOMUHAJ, BHY-
TPUBEHHO BBOAWICA XJIOPUCTBIM KajabLUHN.
C pOXZEHUs OTMEeYasiCs CAUHAPOM CPBITMBAHUSA
U HeJoCTaTo4Hasd mpubaBka B Macce (3a mep-
BbIli Mecan coctaBwia 320 r). C 2-X MecsIeB
noABWIACh HeBpoJiorMyeckad CHMIITOMaTuka
B BUJle pOTaTtopHOro Hucrarma. IIpu mpoBeze-
HUU JJOTIOJHUTEIbHBIX UCCIe0BaHUN ITOTyIeHbI
c/leflyIole pe3y/ibTaThl: HelipocoHorpadus —
TCEBAOKUCTHI B 3aTBUIOYHBIX 00JIACTAX AuaMe-
TpoM 70 0,3—0,4 cm; ¥Y3U TuMyca — rumnoruia-
3usA; DxoKapauorpadus — OTKPHITOE OBAaJIbHOE
OKHO, aHOMaJIbHasA XOpZia B MTOJIOCTHU JIEBOT'O JKe-
JIyZl04uKa.

[Ipu mOCTyIUIEHHMU OTMevasnach ruzpoiedanus,
BEIOyXaHUe OOJBIIOrO0 POAHUYKA, €ro pasMe-
peI 3x3 cM, oTcyTcTBUE QUKCAIMM BIIAAA, HEy-
Jiep)kaHue TOJIOBHI, 61€HOCTh U MPaMOPHOCTh
KOXXHBIX TTOKPOBOB, BBIABJIEH JIULIEBOU JUCMOP-
¢dusMm: rotudeckoe HEOO, IPOrHATU3M, LIUPOKO
paccTaB/ieHHbIe IJIa3a, runepTpodrupoBaHHbIE
aJbBeoJIAPHBIE OTPOCTKU BepxHeW U HIDKHeU
YeJFOCTH, HAIMYKE BYX PyAUMeHTapHbIX 3y00B
Ha HIDKHEH 4YeTIoCTU. BhIABIEeHA renaToCIUIEHO-
meranus (nmevens + 3,0 cM, cene3eHka + 6,0 cm).
B oTzeneHny 6bUTO IPOBEAEHO 0OC/IeJOBAHUE.

B obuieM aHanmu3e KPOBU — CHUIKEHHE YPOB-
HA reMmomiobuna (zo 87 r/1) U 3PUTPOLU-
ToB (A0 3,26 THIC./MKJ), TPOMOOIUTOIEHUST
(mo 28 ThIC./ 7).

O61muii aHaIu3 MOYM — B IpeZieiaX BO3pacTHOU
HOPMEL.

B 6UOXMMHUYECKOM aHaju3e KPOBHU — THIIO-
nporeunHemusa (57 r/n1), NOBBHIIIEHHE YpPOB-
HA TpumunepuzoB (5,5 mMMoib/jn1, HOpMa —
0,45—1,7 mMonb/mn) U 6eTa-TUMOIPOTENIOB
(73 EXl, nopma 35—55 EJI), menouynoit ¢pocda-
tassl (3715 ENl/n, Hopma — 200—800 EJl/xn),
nakTataeruzporeHassl (1202 EJl/n, HOopMa
Zo 480 EJl/nm), ramMMa-miyramarTpaHcdepassl
(78 EN/n, nopma — 30 EJZl/n), C-peaKTHUBHO-

ro 6enka (go 0,028, Hopma 0,006), beppuruna
(578 Mkr/a1, HOpMa — 15—120 MKr/7).
PeHTreHO/JIOTUYECKOE HCCIeZloOBaHHE OpPraHoB
TPyZHOI KJIETKU U 4depella MO3BOJIWIO BBIABUTH
TUIIUYHBIE /I «MPaMOPHOM 60Jyie3HU» U3MeHe-
HUA — 3HAUYUTeIbHOE yCHUIeHNe NHTeHCUBHOCTU
TeHell KOCTel; B JJIMHHBIX TPYO4YaThIX KOCTAX
OTCYyTCTBH€ KOCTHOMO3IOBOr'O KaHasa; UCTOHYe-
HHe CBOZIa yepela, a TaKXKe ITaTOTHOMOHWYHBIN
NIpPU3HAK 3200J1eBaHNA — «KOCTb B KOCTH» (pHUC.).
IIpoBesieHa KOCTHOMO3roBasi IIyHKIUA: B MUeE-
JIorpaMMe CyXKeHHe SPUTPOIMTApHOIO POCTKa,
KOJIMYECTBO MeraKapHOIUTOB Pe3KO CHIDKEHO.
Mo pgamaeiM O3I': smwientudopMHas aKTHB-
HOCTb B BHUZIle H30JHMPOBAHHBIX CIAWKOB, KOM-
IJIEKCOB CITAMiK-BOJIHA B JIEBOM 3aTBUIOYHOU 06-

Puc. PenmeeHozpammbl depend u 0p2aros 2pyoOHotll kiemku
8 npsimoll npoexyuu. OnpedenstomMes UCMOHYeHUe Kocmell
€800a Uepena; CUMNMOM «KOCMb 8 Kocmu» (6Hympu men
N0360HK08 BUOHDBL 1X YMEHbULEHHbLE KONULL); 3HAUUMEAbHOE
YcUleHUe UHMeHCUBHOCMU meHell kocmell 2pyOHOT Kaemku
U NUIewe8020 Nnosicd, nyieuesblx Kocmetl, N0360HK08; 8 nieue-

8bLX KOCMSX KOCMHOMO320801 KAHAN He onpeaeﬂﬂemm
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JIACTHU C PacIpoCTpaHEeHNeM Ha JIEBYIO BUCOUHYIO
0671aCTB.

HCI': umeMu4ecKy-rulioKCu4ecKre U3MeHeHNUs.
KT rosoBHOro Mo3ra: yMepeHHbIE IIOCTTUIIOKCH-
YyecKye U3MeHeHUA.

KoHcynmpranysa okynucTa: 4acTU4yHadA arpodus
3PUTENBHOI'O HEPBA.

KoHcynmpranys reHeTHKa — OCTEOIIETPO3 ayTOCO-
MHO-PeIleCCHBHBIN.

Ha ocHOBaHMM KJIMHUKO-aHAMHECTUYECKHUX
1 JabopaTOpPHO-UHCTPYMEHTANIBHBIX JaHHBIX
(paHHAA TUIIOKAIBIIMEMHUSA, PA3BUTHE SIIN3070B
KJIOHUKO-TOHUYECKHUX CyZOpOr, CTOWUKHUI CHH-
ZPOM CPBITUBaHUA M HEAOCTATOYHAas IpubaBKa
Macchl Tesa; ruapouedanua u BeIOyxaHue 60Jb-
IIOrO POAHWYKA, MHOXKECTBEHHBIE IIPU3HAKU
aucMopdusMa — TUIEPTENTOPU3M, TPOrHATU3M,
rotuyeckoe HEGO; rpybas 3azepikka IICHXOMO-
TOPHOT'O Pa3BUTHsA, HapylleHHe 3peHUsd; Tela-
TOCIUIEHOMETINA, LIUTOIIEHUYeCKUH CHUHZPOM,
PEHTTeHOJIOrMYecKUeIpU3HAKHAPY e HHUsI0CTe0-
00pa3oBaHMA U CKJIEPO3UPOBAHUA KOCTHOMO3IO-
BOr'O KaHasia) 6bUI AMarHOCTUPOBAH OCTEONIETPO3
(ayTOCOMHO-pelleCCUBHBIN THII). 3aZepKKa TeM-
TIOB IICHXOMOTOPHOI'O Pa3BUTHA.

B otrzesneHnM pebeHOK IOTy4Yas CHMITOMAaTHde-
CKOe JIedeHre, HeOZHOKPATHO IIPOBOAIINCEH FeMo-
TpaHcdy3uu. PebeHOK OGbUI BBIKCAH IS TPOZAOJI-
JKEeHUA JIeYeHUs B CIIelMIM3UPOBAaHHOM IleHTpe.
EAVHCTBEHHBI HaAEXKHBIA CIIOCOO JIeYeHUs
ayTOCOMHO-PELIeCCUBHOI'O  OCTeolleTpo3a —
TPaHCIUIAHTAIUA I'eMOIO3TUYECKUX CTBOJIOBBIX
xierok (TT'CK), adbdeKkTUBHOCTH KOTOPOM CO-
crasisgeT 45—55%. Ilpu aToM, eciu omepanusa

MPOBOJAUTCSA [0 Pas3sBUTUA aTPOPUU 3PUTENb-
HBIX HEpPBOB, TO 3TO II03BOJIAET IIPEAOTBPaTUTh
TOTEPIO 3peHVA U pa3BUTHE JPYTUX OCJIOXKHe-
HUl [3, 4].

YTHeTeHre KOCTHOTO MO3Ta U PUCK BO3MOXXHOH
TIOTEPU 3peHU — 3TO aOCOJIOTHBIE U yPreHTHbIE
nokaszanua ajua nposegenua TT'CK. [To zaHHBIM
JUTepaTyprl, Ha CEerofHAIIHUN JeHb CylIecTBY-
0T 2 abCONIOTHBIX MPOTUBOIOKA3aHUS K IIPO-
BegeHuto cranzaptHoit TI'CK (B cBA3U C UX He-
addexTuBHOCTEIO). [lepBoe — gedeKT B reHe
RANKL; BTOpOoe — HeBposiormueckas ¢opma
OCTeoIeTpo3a, KOoTopas XapaKTepu3yeTcsa Iep-
BUYHOU sHIedaronaTuell U HelpojereHepanu-
eii, TUIIepPTOHYCOM U GBICTPO MPOTPECCUPYIOIEH
3aZlepXKKOi pa3BuTus. JTa GpopMa oCcTeoneTposa
accoruupoBaHa ¢ Mmyrauueid B reHe OSTM1 u
uHorza c myranuett B rene CLCN7. [IpoTuBomno-
KasaHuAMHU k npoBezeHnI0 TI'CK MOT'YT CIIy>KUThb
WHAUBUZAYyalIbHBIE 0COOEHHOCTU pebeHKa — ero
TsDKEJIOe COCTOSIHHE 3a c4yeT WHQEKIMOHHOTO
cTaTyca, TsXKeJOM /bIXaTelbHOM HeZoCTaTo4-
HOCTH, BBICOKOTO BHYTPUYEPENHOr'o JaBJIeHUA
WIU cepbe3Hoe OTCTaBaHUe B Pa3BUTUM, B CBA3U
¢ moTepeii ciayxa u 3peHus [3]. [Ipu addexrTrs-
Hoti TT'CK oxuzaeTcst BOocCTaHOBIeHVE GYyHKIINHI
OCTEOKJIaCTOB.

MOXXHO NpeAIOIOXUTh, YTO IIPOTHO3 B JAHHOM
clydae HebOIarompUsATHBIN, Tak Kak y pebGeHKa
VMeeT MeCTO OBICTpOe IPOrpeccHpoBaHUE He-
BPOJIOTUYECKOM CHUMITOMAaTHUKH, IOpaXeHHe
3pUTENBHOTO HepBa, Ipybas 3ajepKKa ICUXOMO-
TOpHOrO pa3BuTus. B
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Cunapom 2Kéna: onucanue
cepuu HAOJII0IeHUIA B 0030P
JIUTEPATYPHBIX JAHHBIX

uagpoM Kéna (CK, cUHOHUMBL:

TopakoacUKTHYECKass AUCTpodus

(TA), acduxTHUecKkas AWUCIUIA3USI
rpyaHOU kieTky, kox OMIM 208500) — pezkoe
TeHeTUYeCKH TeTeporeHHoe 3abosieBaHue, Hacie-
ZIyeMoe II0 ayTOCOMHO-PEIECCUBHOMY THITY, Xa-
pakTepusyrollleecs pasBUTHEM I'eHepaIl30BaHHOM
OCTEOXOHZPOANCIVIA3UH, AHOMAIMSIMUA KOCTHOM
CUCTEMBI, IOpaXeHHeM BHYTPEHHUX OpraHoB U
mia3. DIOHMMHOE Ha3BaHue 3a00jIeBaHUs TIPOUC-
xoouT oT damvmmu dpaHIiy3cKkoro meguatpa M.
Jeune, KoToprI#i B 1955 rogy ¢ coaBT. BIIepBbIe OIIU-
can TAZ [1].
o ganubM J.D. Phillips u coaBt. (2008), pacmpo-
CTPaHEHHOCTD IJAHHOTO 3a60/IEBAHNUA BAPbUPYET OT
1:100000 zo 1:130000 HOBOPOXAEHHBIX [2].
Stuonorua CXK rereporeHHa. /lmMrenpHoe BpeMA
CUMTANIOCh, YTO MPUYMHON JaHHOro 3aboseBa-
HUA ABIAETCA MyTallls, PaclloyioKeHHas B JIOKyce
xpomocoMb!l 1513 [3]. B Hacrosmee Bpemsa CXK
paclieHuBaeTcsl Kak TeHeTW4YecKU TreTeporeHHOe
pacctpoiictBo. Tak, no ganueiM P.L. Beales u co-
aBT. (2007), reHeTUYeCKre MyTalllK, IPUBOZALIILIE
K BO3HWKHOBeHHIO CJK, MOTyT JIOKaJIM30BaThCS
B reHe IFT80 B s0kyce xpomocomsl 3g25.33 [4].
B coBpeMeHHO JIUTepaType TaKKe IpeCTaBIeHbI
JlaHHbIe 06 accouyanyy cuazpoma YKéHa ¢ myrarm-
samu B renax DYNC2H1(11g22.3), WDR19 (4p14),
TTC21B (2924.3) [5—7]. Bce 3Tu rensl, kak u
reH IFT80, UrparoT Ba)XHYIO Poib B QYHKIMOHU-
POBaHWU IWIMI B OpraHu3Me MJIEKOIWTAIOMIIX
[4, 5, 7]. Hwxe BriepBbie B Poccuu omuvicaHa cepuist
HaOJIIOIEHNI ceMU MAIEeHTOB, TOBTOPHO IOCITUTA-
symsuposasiyxcsa B M/IIKD u apyrye ctanioHaphl
T. MOCKBEI € JAHHBIM CHHZPOMOM.
INox HamwuM HabmogeHueM B mepuof ¢ 2010-ro
mo 2015 roa HaxoAWIOoCh 7 MallieHTOB C TaKUM
penxkuM 3abosneBaHueM, 2 MalbdMKa U 5 Je-
BOUEK, pozuBlIMxca Ha 24—40 Hezene recra-
m (32+5,1) ¢ maccoil Telma TpU POXKAEHUH

485—3480 r (1796+1225,9 r). Ilarepo u3 HUX
ObUTM HeZJOHOIeHHbIMU (Tabi. 1). Bo3pacT zeteit
BapbUPOBAJ OT 4-X MecALeB JI0 4-X JIeT, Tpoe Ialy-
€HTOB yMepJy B Bo3pacTe 5, 11 mecanes u B 1 roz
9 MecAIeB.

O6cienoBaHye BCexX MAIMEHTOB BKJIIOYAJIO KIMHU-
YEeCKU OCMOTP, aHTPOIIOMETPHYECKIIE U3MEPEHN,
CTaHZApTHBIE TeMAaTOJIOTUIeCKHEe, GOXUMUYECKIE
WICCIIeZIOBAaHMs, PEeHTreHorpaduio OpraHoB TIpYA-
HOM KJIETKH, AOIMIUIEPOBCKYIO 3XOKapArOrpaduio
(Oxo-KI'), ynbTpasBykoBoe ucciezoBanue (Y3U)
OpraHoB GPIOIIHOM TOJIOCTH U MOYEK, ABYM Ially-
eHTaM ObUla TIpOBeZEHA BHICOKOPA3peIaoast
KommbioTepHass Tomorpadusa (BPKT) opraHoB
TPyZHOI KJIeTKU. B HeoHaTaIbHOM IepUoze y BCex
JeTell HaOMIOJAMNCh JAbIXaTelbHble HapyIIEHU,
TpeboBaBIlIME NTPOBEAEHUS PECITUPATOPHON Tepa-
mi. B KadecTBe WHULIMAIBHON PECIUPATOPHOMN
TIOAZIEP’KKY BCEM HOBOPOXKAEHHBIM IIPOBOAWIACH
UCKyCCTBEHHAs BeHTWIALNA Jlerkux (VIBJI) c mepe-
XOZIOM Ha ITOCTOSTHHOE TIOJIOXKUTENBHOE JaBIeHue
B /JIBIXaTeJIbHBIX ITyTSAX 4Yepe3 HOCOBHIE KaTeTephl
(NCPAP) B Teuenue 2—33 (16,3%9,2) cyrok, y
YeTblpex MaluueHTOB cdopMHpoBanach TsmKenast
6ponxoneroynas aviciuiasus (BJIT). YetBepo geTeit
mocsie BBIMUCKU co II sTarna BeIxaXWBaHUA HYX/a-
JIUCh B ZIOMAILIHEHN KUCJIOPOZOTEPAIINY, V TPEX U3
Hux 6612 BJIJI. Y Bcex MalieHTOB OTMEYAIMCh Ya-
CTBle PEIVIUBUPYIOIINE PECIUPATOPHbIE HH(EK-
WY, SBUBIINECS MTPUYUHON PETrOCITUTAIN3ALNN C
Pa3BUTHEM THKEION JbIXaTeIbHOM HEeZOCTaTOYHO-
ctu ([JH), TpeGoBaBIiIeti OMOTHUTETLHOM OKCHTe-
Haluy, [T e TAM [IPOBOAWIack nosropHas VBJIL.
KJIMHMYeCcKH y BeeX Mal[eHTOB ObLTH 06HAPYKEHEI
OTCTaBaHUE POCTa OKPYKHOCTU TPYAHOM KIIETKH,
HepaBHOMEPHOE YKOPOYeHHe KOHEYHOCTEMH, ¥ TPeX
JleTell TIeYeHb U Cejle3eHKa NaJbIIMPOBAINCH Ha
3—4 caHTHMeTpa HIDKe Kpas pebGepHoii ayru. ITo
JIAHHBIM aHTPOIOMETPUH, POCT BCEX IMAIEHTOB
6bUT HIDKe 50 neHTmwIA. OKPY>KHOCTh T'OJIOBBI IIPU
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poxkzaenuu cocrasisia 33, 22, 32, 28, 22,5, 24,
34 cM, OKpYKHOCTB I'pyZHO ki1eTku 31, 19, 30, 22,
17, 18, 29 cM cOOTBETCTBEHHO. Y IISATH MALMEHTOB
OKPY>KHOCTb T'0JIOBHI B Bo3pacTe 10 MecAleB co-
crapysiia 46, 36, 45, 40, 35 cM, TPyAHOMN KJIETKU —
41, 33, 42, 37, 33 cM cooTBeTCTBEHHO. [IBOe ZeTeit
W3 Hallero HabIofleHus: He ZOCTUIIA BO3pacTa
10 mecs1leB, OKPY:KHOCTH T'0OJIOBHI B Bo3pacTe 6 U
4 mecsneB coctaBwia 33 u 40 cM, TPYyAHOHN KJIET-
KU 29 u 33 cM COOTBETCTBEHHO. [I3BecTHO, 4To B
HOpMe B Bo3pacTe 3 MecslleB 3T [T0Ka3aTeIu Cpas-
HUBAIOTCSA U B TEUEHHE BCel JKU3HU NPeobIajaloT
TIOKa3aTeMd OKPYKHOCTH TPYAHOU KJIETKU. Y Ha-
6rofaBumxcs naupreHToB ¢ COK B mo6oM Bo3pacTte
OKPY>KHOCTh TOJIOBBI TIpeobiaziana HaJ OKPYKHO-
CTBIO I'PyZHOMN KJIETKU. Y Bcex JieTell oTMedasiach
runorpodus 2—3 CTENEeHU U 3a7lepXKKa TEMIIOB
TICUXOMOTOPHOTO Pa3BUTHA.

Ha peHTreHOrpamMMax OpPraHOB TIPYAZHOH KJIET-
KM M Ta3a y BCeX NAIeHTOB ObUIM BBIABJIEHBI
TunuyHble npusHaku CK: y3kad rpyzHas Kiet-
Ka, TOPU3OHTAJIBHO PAacIOoKEeHHbIe YKOpPO4eH-

Hble pebpa, BBHICOKOE PACIONIOXKEHHME KITIOYUII,
VIMEIOIINX BUJ, «BEJIOCUIIEAHOTO PYJIsi», Y OZHOTO
marnueHTa Obula OOHapyxeHa Jedopmanusa Ko-
cTell Taza U AuCIUIa3usg OOOUX Ta300eApeHHBIX
CyCTaBOB.

VY Tpex ZeTeli B HEOHATAJIbHOM IIEpHIOZE OTMeda-
JINCh fIBJIEHUsI XOJIeCTa3a, 3apervCTPHUPOBAHHBIE
10 JaHHBIM GMOXVMUYECKUX aHAJIN30B KpoBU. ITo
JaHHBIM Y3W, remaToMeraius Obia oOHapy)keHa
y ZABYX TMAI[MEHTOB, CIVIEHOMETAJINS — Y OAHOTO,
HedPOKaJIBIMHO3 — y OfHOrO peGenka. Ilo gaH-
HbIM OxoKI, 6bUIa 3aperrcTpUpOBaHa BBICOKAs
serouHas rumeprensus (JII) y Tpex feTeld, B Tepa-
MMM KOTOPOH BCe MOMyYaIu CHZeHadwI, MoIo-
JKUTEJIbHO 3apeKOMeH/I0BaBIIHI cebs y geteii ¢ JIT,
ocioxxHeHHOU BJIJT [8]. [lpu poxzaeHWU AWarHo3s
ObUT TIOCTaBJIeH TOJNBKO ZByM JETSIM, OCTaJbHBIM
TanyeHTaM AUarHo3 ObUI IIOCTaBJIeH BIIEPBbIE TP
MOCTYIUIEHUH 110/, Hallle HabroeHue.

B cepun HabmozeHuii obpainaer Ha cebGs BHU-
MaHue OOJBIIOE YHUCIO HEJOHOIIEHHBIX JeTel,
crpazarouyx BJIJT (4 u3 7 nanueHToB), KoTopas

Tab6uuna 1. Cob6cTBeHHBIE HAOIIOeHUS MALMEHTOB ¢ CUHAPOoMoM Kéna

I'B (Hezenn)
NuaunuansHasa pecnu-
paTopHas noazaepxkkKa

UBJI (cyT)
IToBTOpHAaA OKCUT'€HO-
Tepanmusa

JH (cTemneHn)

'
.
(=]
=%
=
(="
=]
]
=
[
=
[+]
(3]
(%]
©

=

1 3480 X 40 9 aF 2=
690 X 26 23 — 2 +
3200 X 40 2 4F S —

4 1040 M 32 8 — 1 +

485 X 28 14 aF 2

680 X 24 25 + 2 +
3000 M 34 &3 —

ITaTosorus opraHos
AbIXaHUs

IaTosIOTHUsA APYTUX
OpraHoB

—  XosecTas, renaTociieHo- CMepThb B
Meranusa 11 mec.

+ — Kus

— Tenatomeranusa CMepTh B

1 rozg 9 mec.
+ XosecTas Kus
XoJsecTas, renaToCIUIEHO- Kus

Meranausa

+ HedpoxkaapiuHo3 JKus

—  Tlopok pa3BUTHA KOCTeMH
Tasa. Jlucuiasus o6oux
Ta306epEHHBIX CyCTaBOB

CMepTh B BO3-
pacte 5 mec.

Ipumeuarus: I'B — zecmayuorHbLil 6o3pacm, MBJI — uckyccmeeHHas geHmunayus ieekux, /[H — ObixamenvHas
Hedocmamoutrocms, BJIJ] — 6ponxonezounas ducnnasus, PPU — peyudusupyiowue pecnupamophsle ungexyuu, JII'—

JieeouHas 2unepmeH3us.
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y 3-x AeTel ocioKXHWIACH BbIcokou JII. B ToO ke
BpeMs TOJBKO y OZHOro pebeHka OBUIO HOpake-
Hue movyeK (HedpOKAJbIKHO3), YTO MOXKHO CBS-
3aTh C BO3PacTOM HabIIoZaBIIMXCA JeTeld. Pa3Bu-
Trie CXK omrcaHo y HEIOHOIIeHHBIX ZeTel. Tak, B.
Drera u coaBT. (2014) mpexacraBwin HabmogeHTE
pebenka ¢ CK, poxzaeHHOro Ha 28 Hezene re-
crauvu [9]. Hinke mpexcrapisieM HabmogeHue
JoHomeHHoro pebenka ¢ CK, xoropomy Obuia
BBIIIOJIHEHA  BBICOKOpA3pellawliasd  KOMIIbIO-
TepHass ToMmorpadus (BPKT) rpyaHO#l KIETKHU
(marreHT N2 7).

HoBopoxkAeHHBII MaIBIHUK 3. MOC/Ie POXKIEHUS
ObUI IlepeBeZieH B OTJeeHHe peaHHMAaIii U HH-
TeHcuBHOM Tepanuu (OPUT) Ha 1-e CyTKU >XU3HU
C HaNpap/LIOMIYUM JUAarHO30M: «BHYTPUYTPOOHAS
MTHeBMOHWA, cuHZApoM JK€Ha, Auciuasusa o6oux
Ta300epeHHbIX CycTaBoB. KaHauzo3 koxku. Ile-
pUHaTaIbHOe MOpakeHue ILeHTPalbHOU HepBHOU
CUCTEMBl T'MIIOKCUYECKU-UIIEeMUYeCKOro reHesa:
CHHJPOM YacTHYHOTO yrHereHusa ¢yHkuumii ITHC.
TemonuTHYeckass 00Ie3Hb HOBOPOXKZEHHOIO II0
cucreme ABO, xenrymHas ¢dopma. HezgoHomreH-
HOCTb 34 Hegeny. PeTHHOIIATUA HeJOHOIIEHHBIX>.
VI3 aHaMHe3a M3BECTHO, YTO peOEHOK OT COMAaTH-
YeCKU 3/I0pOBOI JKeHIUHBI 33 JieT, oT 2-i1 Gepe-
MEHHOCTH, TIpOTeKaBllleli ¢ yrpo3oi NMpephIBaHUs
B | TpumecTpe. Poapl camMONpoM3BOJIbHEBIE, TIPEX-
ZieBpeMeHHble, Ha 34 HeJielle recTalliy, Macca Tela
nipu poxaeHun 3000 1, pocT 49 ¢M, OKPY>KHOCTb T'0-
JIOBBI 34 cM, TpyzAy 29 cM, OLieHKA II0 1lIKajle Arrap
6/7 6asu10B. COCTOSIHUE IIPU POXKIEHUH PACLIEHEHO
KaK TsDKesoe, obycioBneHHoe JIH 2—3 creneHu Ha
¢doHe pecrirpaTopHoro gucrpecc-cuiapoma (PAC)
HOBOPOXK/ICHHBIX, T€4€HUA BHYTPUYTPOOHOM ITHEB-
MOHHH, CUHAPOMOM yTHETeHUsI, MOP(O-GyHKIINO-
HaJIbHOH HE3PEeJIOCTBIO, OOIIMM OTEYHBIM CHHZPO-
MoM. C 20-#1 ceKyHZBI >KM3HM MaJIBIMK IIOJIydas
KHCIOpOZ, Yepe3 MacKy, B 1-e CyTKU >XKU3HHM ObUI
UHTYOUpOBaH U mepeBeseH Ha MBJI. C 3-x cyTok
’KM3HU BBIpa)KeHa MKTEPUYHOCTb KOXKHBIX ITOKPO-
BOB. Ha 4-e cyTku sku3HU pebeHOK GbUT IIepeBe/ieH B
OPUT HoBopoxaennsix M/ITKB 14 gansHeero
JtleveHus 1 obceZioBaHusA. B cBsi3u ¢ Mopdostoriye-
CKMMU OCOOEHHOCTAMM KOHCY/ITUPOBaH I'eHEeTH-
koM. B OPUT mnpoBozwiack uHQYy3HOHHAas, aHTH-
6axTepuaIbHasA, aHTUTeMOpparnyecKas Teparnyi.

3a Bpems Habmogenus B OPUT cocrosiHYe peGeHKa

OCTaBaJIOCh OYeHb TSKENBIM. B HeBposormieckoMm
cTaTyce COXpaHICA CUH/POM YIHEeTeHUs, OTMeda-
JIMCh 3TIM307IbI JIETOYHOT'O KPOBOTEUeHUs Ha (oHe
OTCYTCTBUA BBIPQKEHHBIX M3MEHEHUH B KOaryJso-
rpaMMe, TOBBIIIEHHOIO YPOBHA TPOMOOIHUTOB.
C uenbio uckmodenusa JII' 1 reMoguHaMHYECKU
3HAYMMOI'O OTKPBITOI'O apTepPUAaJIbHOI'O IPOTOKA
(OAIT) pebGeHOK KOHCYIBTHPOBAH KapMOJIOTOM.
Janubix 3a JII' HeT, OAIl remosgvHAMUYECK He
3HAUUMBIN. [TOABIWINCh U COXPaHAINUCh IIPUSHAKU
HeKpoTu3upyrouero sHrepokonura (HOK) u guna-
MUYeCKOM KUIIIeYyHOU HelpoXoJUMOCTH, CUHPOM
cpeirvBaHuA. [IpoBoawIoch McciefoBaHue C KOH-
TPacTUPOBAHUEM >XeTyZOYHO-KUIIIEYHOT'O TpaKTa
(CKKT) anst uCKIIOYEHUSA IIOPOCTEHO33a, IOoCIe
yero ObUTa HaYaTa CTUMYJIALMOHHAA Tepanus JKKT
Mpo3epruHOM. PebeHOK IIPOZ0DKaI TIOIy4aTh aHTH-
6aKTepHaIbHYIO, IPOTUBOIPUOKOBYIO, TEMOCTATH-
YeCcKyro, CeJaTUBHYIO U CUMITTOMaTHYeCKy0 Tepa-
TIHIO.

B Bo3pacTe ¢ 28 aHelt )Xu3HU A0 2 MecsLeB pebe-
HOK HaxXOAWICA B OTAeIeHUH IIaTOJIOIMH HOBOPO-
skaeHHbIx MITKB ¢ AnarHo3oM: «BHYTPUYTPOOHAast
vHGOEKUNA: JBYCTOPOHHsAA IIOJMCerMeHTapHas
nHeBMoHwYst, HOK 2 cT., oMmbanuT, KaHANUA03 KOXKH,
cuzpoM JKéHa. I'mnokcryecku-mieMudecKoe 1o-
paxenue [THC: nieMus 2 CT., CHHAPOM yTHETEHUA.
TemonuTHYecKas 601e3Hb HOBOPOXXIEHHOT'O TI0 CH-
creMe ABO, xentyiHas dopma. HeZIOHOIIEHHOCTh
34 "egeny». BbUI BBINIKICAH IOMOM C BBI3ZIOPOBIEHU-
eM, He Hy»KJaJICA B IOIIOJTHUTETbHOM KHUCIOpPOJE.

B Bospacte 4 mecsna 6wt gocrasieH B MATKB B
CBfI3U C OJIBIIIKOM CMEIIAHHOT'O XapaKTepa C IIpe-
obnmajaHrieM MHCIOMPATOPHOTO KOMIIOHEHTa, B
TIPUEMHOM OT/Je/IeHNUH OTMeYajoCh HEpUTMUYHOE
Jbxanue, anudysHbIi 1[IaHO03, pe6eHOK JOCTaBIEH
B OPUT. Ha MOMEHT IOCTYIUIEHUA IIPU OCMOTpe
COCTOsIHME TTal[eHTa TsDKeJIoe, CO3HaHVe YTHEeTeHO
10 KOMBI 2. MeHVHreabHble CUMIITOMBI TIOJIOXKH-
TeJIbHblE, OTMeYalach PUTHMAHOCTb 3aTbUIOYHBIX
MbIIL, GOTOPeaKIys 3pavKoB Bsiias 6e3 Gukcarm
B3DIAAZA. MBIMIEYHBIM TOHYC U TYpProp TKaHel ObL1
PEe3KO CHIDKEH, TPyZAHas KjleTKa pe3KO YMeHbIIIeHa,
JedopMUpoBaHa, KOHEYHOCTH YKOPOUeHs! (puc. 1),
BUJMIMbIE CJIU3UCTHIE OOOIOYKY CyXHe, [IMaHOTHY-
Hble. OKPY>XHOCTB rojioBbI 40 €M, OKPY>KHOCTB I'DY-
mm 33 em. Y1 40 B muH. SatO, — 62%. JIpIxaHue
CaMOCTOATEIbHOE, HEPUTMUYHOE C Pe3KUM BTsDKe-
HHUEM YCTYITYUBBIX MECT IPyAHON KJIETKH, OTMeYa-
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JIOCh pa3fyBaHMe KPbUIbEB HOCA. AyCKYJTBETAaTHBHO
[bIXaHUE TOBEPXHOCTHOE, JKECTKOE, B HIDKHHX
oTzZeNnax crpaBa ocabieHo, paccesHHBIE MEJKO-
My3bIpYaThie XPUIIbL [Ipy caHaIK U3 HOCOIMIOTKH
acIpUpyeTcs HEOOMBIIOE KOMIECTBO CIIU3UCTOM

Puc. 1. BHewHutl 8ud nauyuenma 3. 4-x mecsues.

Puc. 2. PenmzeH02pamma op2aHos 2pyoHoll Kiemku na-
yuexHma 3.

Puc. 3. BPKT opeaHog epy0Holl kiemku nayueHma 3.

MokpoTel. YCC 150 yz. B MuH, AZl 79/40 MM PT. CT.
ToHBI cepalia NpUIIyILIeHbI, pUTMUYHbBIE, CHCTOIU-
YeCcKUH IIyM Ha BepXyIIKe. [paHUIIEI OTHOCUTENb-
HOH cepZiedHOM TYIIOCTU He pacuIvpeHbl. JKHUBOT
He B3yT, ZOCTYIIEH IIyOOKOM maibnaiuu. [ledeHb
najbIUpyeTcs Ha 3 CM HIDKe Kpasi pebepHOH JyTH,
cesle3eHKa He nansnupyerca. I1o garaem KINC —
CMEIIaHHBI MeTabOoNIMYecKUi JIaKTaTaluAo3 U
pecnipaTopHbIi aupgo3. OKcUreHalys, Mo JaH-
HBIM IyJIbCOKCHMETpa, HeyZOBIeTBOPUTEIbHAA.
PeGeHOK 6bUT MHTYOMPOBaH U TiepeBeZieH Ha VIBJL.
Ha 1 cytku B OPYIT nocTaBiieH JuarHos: «rHOMHBIN
MEHMHIUT, OTeK rojioBHoro mosra. /IH 2—3 cr. To-
pakoachUKTHYECcKas AVCIUIa3UsA TPYAHOM KJIETKU
(cunzapoM JKéna). Ilopok pa3BUTHA KOCTel Tasa.
Jucmnasusi oboux Ta300eIpeHHBIX CyCTaBOB».
[lo gaHHBIM peHTreHorpaduu OpPraHOB T'PYAHOMN
KJIeTKU BU3yaJIM3HpPOBAINCh M3MEHEeHUs, TUIINY-
nele a1 CK, — KosokosoobpasHas Aebopmarivist
TPyZHON KJIETKU, TOPU3OHTAJIBHOE PaCIIOoXKeHNe
pebep, KJIIOUULIBI TI0 TUITY «PYJIs BeIocuTieia» (puc.
2), Haj4Ire MHOWIBTPATUBHBIX M3MeHeHMi. [le-
dopmarus rpyaHON KIeTKU v MHOWIBTpAaTUBHBIE
U3MeHeHs Olpe/IeyIAINCh TaKKe IIPYU IIPOBeZIeHUU
BPKT (puc. 3).

Tocse crabwin3anyy COCTOSHUSA peGeHOK IepeBe-
JieH B MHQEKIMOHHO-O0KCUPOBaHHOE OT/eIeHre
MJT'KB 1a manbHeHIero oociefoBaHusa U Jiede-
HuA. B oTaeneHuu peGeHOK MPOBeN 4 JHs, COCTOS-
HIE OCTaBaJIOCh CTAOWIBHBIM, CTaJI aKTUBHO COCaTh,
B JIETKMX OTMEYAJINCh OOWIbHBIE CyXHe U KPEIUTH-
pytoume xpurbl (B HebGosibIIoM KonmdecTBe). Ha
4-i1 feHp peOBIBaHYA B OTZAENIEHUH ¥ pebeHKa OT-
Mevasoch IIOCUHEeHUe KOXKU Tesla, CIM3UCTBIX I10JI0-
CTH SI3bIKa, IIYMHOE JIbIXaHHe, OZBIIIKA C YIaCTHEM
BCIIOMoraTe/IbHOM Myckynatypsl, Y0 no 70 B Mu-
HYTY, TaXUKapaua o 160 B MuHyTy. PeGeHOK He pe-
arupoBaj Ha IIPOBOJUMYIO B OT/ieJIeHUU Tepaluio 1
6Lt rtepeBezieH B OPYIT. Ha 2 cyTKY B OTAE/IEHUH pe-
6eHKy ObLT IIOCTaBIEH OCHOBHOM IMarHO3: «IBYCTO-
POHHAS acCIMpalMOHHAs ITHEBMOHUA». IlalleHTy
TIpOBOAWIACh MHQY3UOHHAsA, aHTUOAKTepUaIbHAas
¥ TIOCHHZPOMHAsA Tepanwvisi. B cBsizu ¢ Tsoxesnon JIH
pebeHok HaxoauTcst Ha VIBJI ¢ «0KeCTKUMU» TTapaMe-
TpaMu. AyCKy/JIETaTUBHO JIbIXaHHE YKECTKOE, B HIDK-
HUX OTZeJIax CIpaBa ocIabyieHo, paccessHHBIE MeJl-
KOITy3bIp4yaThbie XpHUIIbL. Ha 4-e cyTku mpeObIBaHst
B OTZeleHHNY ObUIa OTMEHeHa MeJUKaMEHTO3Has
cezarys. Pe6eHOK BSUIBIHN, alHAMWYHBIN 63 rHa-
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MUK B HEBPOJIOTWYECKOM cTaryce. IIpoBesieHHAs
Ha 10-e cyTKU IpeOBIBaHNA B OTAE/IEHUU ITOIBITKA
3KCTyOHPOBaTh MaleHTa OKa3auach 6e3yCIelHOM.
Bruta npoBezieHa HasoTpaxealbHas MHTYOAIUA C
Ha3Ha4YeHVeM ceJaTHBHOM Tepallly Ha JBOe CYTOK.
ITo AaHHBIM IIPOBEZIEHHON KOMIIBIOTEPHOH TOMO-
rpaduy TOTOBHOTO MO3ra, y pebGeHKa OTMeYaich
KWHCTBI B BellleCTBe [TaparurioKaMIIalbHON 0bacTi
CJIeBa C MpWIeXalel 30HOM 04aroBbIX U3MEHEHUH,
UHTEPIIPEeTUPOBAHHBIX Kak cocyzaucTele. Ha 15 cyt-
KU pe6bIBaHUA B OT/AE/IEHNH TPOBE/IeHa YCTaHOBKA
TpaxeocToMbl, Ha 30-e cyTku npebbiBadus B OPUT
HAaCTyTWIa CMepTh pebeHKa.

B mpezcTaBleHHOM KJIMHWYECKOM HAOMIOAEHIN
auarHo3 C)K 6GbUI yCTAHOBJIEH B HEOHATaJIbHOM
nieprozie. CMepTb pebeHKa — peKOHBaJlecIieHTa
THOMHOI'O MEHHMHIMTa — HACTYNWIA OT Pa3BUTUSA
CepAe4YHO-IETOYHON HEZIOCTaTOYHOCTH BCIIE/CTBHE
aCIMPALMIOHHOM THEBMOHUH.

O6cyxzad JaHHOe KJIMHHMYecKoe HabmozgeHre U
BCIO CEpUI0 HAOITIOIEHUH, HEOOX0ANMO ToApobHee
OCTaHOBUTBCA Ha KJIMHUYECKUX IIPOABJIEHUAX, JU-
arHocTyKe, Tepanuu u nporHode CXK. g maTosto-
MM KOCTHOM cucteMbl ipy COK XapaKTepHBI HU3-
KHii pocT u gebopManyisi rpygHoi KieTku, popma
KOTOPOM CTaHOBUTCA Y3KOM U YAIMHEHHOU WIK KO-
JIOKOJIO00pa3Hoi. ['pyAHas KIeTka UMeeT IVJIMH-
apudeckyto ¢opMy, czaeieHa ¢ 6okoB [10—12].
Pebpa oueHb KOPOTKHE, HEZAOPA3BUTHIE, TIOUTH He
pacTyT B [UIMHY, PACIIONIOXKEHBI TOPU3OHTAIBHO, a
BCA IPyZAHAA KJIETKa BRIVIAAUT MUITOIUIACTHYHON 1
MastoniozBrkHOM [13—15]. Kpome HU3KOrO pocTa
u gebopMariyiy rpyZHoH kiueTky, i CK Takxke TH-
MIMYHBl YKOpOYeHHe KOHeYHOcTel (MUKPOMEJIH)
¥ najbleB (OpaxuzakTWwivs), u3MeHeHne GpOpMbI
KOCTeH Tasa 1 IMCIVIAa3KA Ta300e[peHHbIX CyCTaBOB
[16, 17]. Tlo ganuemM L.O. Langer u coaBT. (1968),
9TU IIpU3HAKHU 0OHapyXUBaroTcA y 6osee yeM 70%
naryeHToB [18].

Y pereit o 7—8 JeT IPOWCXOAWUT MHTEHCHUBHBIN
pocT u auddepeHIIPOBKa GPOHXUATHLHOIO IEpeBa,
yBeIW4YeHHe KOJIMYEeCcTBa aJbBeos, OZHAKO ¢op-
MUpOBaHMe HIDKHUX JbIXaTeIbHBIX IyTell MOXXEeT
OTKJIOHATBCA OT HOPMBI IPY HAJIMYMK KOCTHOM
natosoruy. Cy)XeHHe pasMepoB I'DYZHOH KJIETKU
TIPUBOJIUT K CZAABJIEHUIO OPraHOB CPEAOCTEHU,
HapymeHuio (GOPMHUPOBAHUA JIETOYHOM TKaHU,
JIETOYHO TMITOIUIAa3UH. B pesysnbrare jKU3HEHHAA
€MKOCTb JIErKUX CTAHOBUTCA HEJOCTATOYHOM g

obecrieyeHs HOpMaJIbHOM okcureHatwu [19, 20].
¥ nauuenTos ¢ CK pasuBaerca /JH, creneHb Ta-
JKeCTH KOTOPOH KOPPEeNUPYET C BHIPAKEHHOCTHIO
JedopMalyy rpyAHON KJIETKU ¥ BO3pacTOM IaIu-
eHTa. Cie[yeT OTMETHUTb, YTO Y HEKOTOPHIX ITalFieH-
TOB y’Ke B paHHEM HEOHATaJIbHOM IIepHozie HabIio-
JIAeTCs TSDKEIOe TedeHne 3a00IeBaHusA C BBICOKOM
JeTambHOCTBIO [16, 21]. ¥ meteii ¢ CK ormeuaroT
TaxXUITHO? C MIpeobiaZaHrieM OGPIOIIHOrO TUIIA bl-
XaHUs, TaK KaK TPyJHas KJIeTKa MPaKTHYecKH He
y4acTByeT B aKTe JbixaHus1. PusnkaibHoe 06CIeso-
BaHUE BBIBIIET Cy)KeHUe IPYAHOMN KJIETKH, OKPYXK-
HOCTh KOTOPO! 3HAYUTETbHO MEHbIIIE OKPYKHOCTH
TOJIOBHI KaK B ITEPUO/ie HOBOPOXKEHHOCTH, TaK U B
nocnenytommeM. [1pu jerkom teuennu CXK dopma
TPYAHOU KJIETKU y3Kas U YAJIMHEHHAasA, YTO B MEHb-
el CTeleHW MPUBOAUT K HAPYIIEHUIO Pa3BUTUS
OpraHoB JBbIXaTeJTbHOU CHUCTEMBL Y TaKUX Maly-
eHTOB pasBuBaeTcs [IH JIerkoil CTelneHu TsSKeCTH
[16, 22]. Bomee TswKenoe TedyeHHe 3ab0IeBaHUA
HaboaeTcs TpU KoJIoKormoobpasHoit gedopma-
UMY TPYAHOM KiIeTKu. [Ipy 3TOM MOTyT BO3HUKATh
aMnmM304bI anHod [22, 23]. YacThIM OCIOKHEHUEM
CX asnaerca nerounas runepreHsud (JII). ¥V Bcex
MMalYIeHTOB OTMEeYaeTcsl BBICOKUN PUCK Pa3BUTUSA
nH}EKUNI HIDKHUX JAbIXaTeIbHBIX IMyTel [22]. JIbI-
XaTeJlbHasA HEJOCTATOYHOCTh U PELUANBUPYIOLIHE
pecupaTopHble HH(PEKINY SBIAIOTCA OCHOBHBIMU
TIPUYMHAMU JIETATbHBIX UCXOZOB y manueHToB ¢ COK
B BO3pacrTe 0 ByX JIeT [24].

TakuM 06pa3oM, CKeJIeTHbIE aHOMAaTUH U TIOpaske-
HIe PeCclpPaTOPHOM CUCTEMBI SIBJISTIOTCS OCHOBHBI-
MU KJIMHUYeCcKUMU npossieHuaMu CK. Bmecrte ¢
TEM P JaHHOM 3200IeBaHIH MOXKET PAa3BUBAThCS
Pa3IMYHOM CTENEHU BBIPAKEHHOCTH IATOJIOTUS
apyrux opraHoB. [Ipy CX mopaxaroTcs MOYKH,
TeYeHb, MOKeTyZOYHAs JKele3a, pexe — JKeJy-
JIOYHO-KUIIIeYHBIH TPaKT, HEPBHAs CUCTEMA U IV1a3a
[6, 25].

Io ganneM B. Tuysuz u coasT. (2009), naTonorusa
MOYeK U TIeYeHW BCTPEYaeTcsl MPUOIM3UTENTHHO
B 30% HabioneHwmit, py 3ToM Y 38% OOJBHBIX C
TIOpaykKeHWeM TIOYeK Pa3BHBAETCA TOYeyHas Heslo-
craTouHocTh [16]. A.M. Lehman u coast. (2010)
CUMTAIOT, YTO IMATOJOTHsS IMOYeK HabmogaeTcss y
40% mnaumuentoB ¢ TAJl [25]. TlopaxeHue modex
yarie pa3BUBaETCs MOCTIe ITEPBBIX JBYX JIeT JKU3HU,
SIBJISIACH PE3Y/IETATOM HENPABWILHOTO BOCIPUATHS
CUTHAJIOB, HEOOXOAUMBIX ZIJIsT POCTa U Pa3BUTHSA 110~

161



HacieacTBeHHbIe 3a00/1€eBaHUA

162

Ye4YHO! TKaHU, U3-3a HapyLIeHHON PaGOThI LIVJIHI
B KJIETKax anurenua Hedpona [1, 26, 27]. 3to npu-
BOAUT K TYyOYJIOMHTEPCTULMAIBHON HedpomaTuu,
arpoduy ¥ KUCTO3HBIM M3MEHEHUAM B NapeHXU-
Me IOYeK, HapylleHH:o (GYHKIMUA KaHaJbLIEBOTO
amnmapara, paclIpeHUI0 €ro CTPYKTYp, Auddys-
HOMY HMHTEPCTHLHANIbHOMY GUOpO3y, IepUIIoMe-
py/sipHOMy GUOPO3y U IIOMEPY/ISIPHOMY CKJIEPO-
3y, pasBuBaercsi HedppoHodpTrs I (FOBEHWIHLHOIO)
Tumna [28—30]. IlepBeIM IIposBIeHEM IIOYEYHOM
HEZIOCTATOYHOCTH y TIAIMIeHTOB fBJIAETCS CHIDKe-
HUe KOHIIeHTPalMOHHOHN GyHKuMM modek. [Tozxe
BO3HHUKAIOT MOJUYPUA, HPOTEUHYPHUS, IIOBBILIeE-
HIe YPOBHSA MOYEBMHEBI KPOBU U KpeaTWHUHA [31].
IouyeyHass HEJOCTATOYHOCTb SIBJIAETCS OCHOBHOM
TIPUYVHOM JIETAJIBHOTO MCXoZa y manueHToB ¢ CXK
B BO3pacre oT 3 10 10 sreT [16, 22].

[NaTosorus TedYeHN BO3HUKAET B pe3y/brare He-
TIPaBWIBHOTO Pa3BUTHA IIPOTOKOBOM IUIACTHHKU
B IIeprof, 3M6proreHe3a. [IpoTOKOBasA IUIACTUHKA
obpasyercs U3 KJIETOK IEeYEHH, PaCIONOKEHHBIX
BOKPYT COCYZIOB, U obecrieurBaeT GOpMHUpOBaHUE
HOPMaJIbHOM apXUTEeKTOHUKY IedeH [32]. Heko-
TOpBbIE CTPYKTYpHBIE U3MEHEHUs IeYeHU, TaKue
KaK IOJIMKWCTO3, TIponudepanysa SIUTeNUs KeTd-
HBIX [IPOTOKOB U OPTaJIbHBIN GUOPO3, KaK IIpaBU-
JI0, TIPOTEKAIOT 6ECCMITOMHO 1 OOHAPYKUBAIOTCS
Tosbko nipu Y3U wiu Ha ayrorcuu [25]. OgHako
npu CXK MOTyT BO3HUKATh W KJIMHUYECKU 3HAYU-
Mble HapyIlIeH!s, BKIIOYAIOIIe relaToOMeTrauio,
TIOPTaJIbHYIO TUIIEPTEH3MIO, [IMPPO3, XonecTas [6,
25, 33]. Bo/BbIIMHCTBO IMTEpaTypPHBIX NCTOYHUKOB
yKa3blBaeT Ha MaHU(ECTALHIO MOPaKEHUIN BHY-
TPeHHUX opraHoB y mauueHToB ¢ CK B Bo3pacre
CTapllle IBYX JIeT.

UHorzga 3abo0s1eBaHie MOXET IIPOTEKATh C OpaKe-
HUEM IO/PKeTyZ0YHON Keste3bl. [TaTomopdororu-
YecKU 0OHAPYKUBAIOTCS KUCTO3HBIE M3MEHEHU U
¢ubpo3. CiesyeT OTMETUTD, YTO TIPH STOM KJIMHU-
YeCcKue MIPOSIBJIEHN Yallle BCETO He PETUCTPUPYIOT-
ca [34].

YacTtoTa 0QTaIBMOJIOTUYECKUX HapYIIeHUH IpU
CX cocraBmser 15% [16]. K maTomoruu mias,
Berpevaroeiicas npu (0K, OTHOCAT TMITOIUIA3UIO
3PUTEIBHOTO HEPBa, AUCTPOGUIO U IMUTMEHTAIUIO
CeTYaTKH, HHUCTarM, MUOIMIO U IPOTPECCUBHOE
yxyzmeHue 3perus [25, 31].

VIMeroTcsl JaHHBIE, YTO I[WIVOINATHSA Y MAllIeHTOB
¢ CXK co CTOpOHBI HEPBHOM CHCTEMBI IIPOSIBIISIETCS

BeHTpUKYy/IoMeranuei u rugporiedanveii [4]. B e-
JIOM HEBPOJIOTHYECKYEe HapyIIeH!s y Mal[UeHTOB C
CX He ABIAIOTCA TUIMYHBIMU.
JKenmynouHo-kuireynble mposiBieHnsa K Taroke
BCTpeyaroTcs HeyacTo. OHU MOTYT GBITh aHATIOTHY-
HBI CUMIITOMaM 60s1e3HY [MpIITIpyHTa B pe3y/ibTaTe
HapyIleHN HHHepBayy $parMeHTa TOJICTOM KHIIT-
KU, YTO ITPOABJIAETCA YIIOPHBIMU 3ariopamu [6].
TeHeTHYecKoe HccleloBaHNe B HEKOTOPBIX CTpaHax
(Tepmanusa, Huznepnaugpl, Vcnianus, Ilopryranus,
KaHazia) mpoBoguTCA € HCIIONB30BaHUEM I'€HeTH-
YEeCKUX IaHesIeld, B COCTaB KOTOPBIX BXOJUT CIIEKTP
BO3MOXKHBIX MyTanuii. KomrdecTBo ucciesyeMbIx
MyTauumii gfocturaet 77 [35].

IMpu CX HabmogaioTess 0cobble peHTreHorpadu-
YecKye U3MEHEHU: y3Kasd, IWUIMHAPUYIECKas WK
KOJIOKOJIOOOpa3HasA TIpyzHas KJIETKAa; KOPOTKHE,
LIMPOKME, TOPU3OHTAIBHO PACIIONIOKeHHEBIE pebpa;
HEPOBHbIE pe6EPHO-XPAIIEBble COYWIEHEHHUS; BBICO-
KO PacIoIoXKeHHbIE KJTIOUUILIBI (Ha ypOBHE 5-T0 WK
6-T0 IMIEHHOr0 ITO3BOHKA), NMEIOIIHE BU/T «BETOCH-
TIeZIHOTO PYJIsi»; HapyIIeHUsA CTPYKTYPHl U YMEHb-
IIeHYe pa3Mepa JIMHHBIX KOCTeH; OMUAAKTIIINS;
runoviasysa $aJaHr TaableB PyK U HOT C KOHYCO-
BUAHBIMU BSnmdusamMu; usMeHeHre GOpPMBI Tasza
(KpBUTBsI OAB3JOIIHBIX KOCTeH B popMe KBaZpara,
YKOpOYeHHas NOAB3/I0IIHAsA KOCTh C XapaKTePHBIM
Tpe3yblleM B O0JacTH BepPTIyKHOH BIIAJMHEI);
VHOTZIA OTIpeJiesIAIoTCs THEBMOHMYECK e oYaryu B
snerkux. Cepue ObIBAaET yBeIMYEHHBIM, MIApo00-
pasHBIM H3-33 TUIEPTPOGUU ITPABOTO XKETYA0UYKa
B pesynbraTe JII' [11, 12, 15]. PekoMeHzAyeTcs Ipo-
BOZAUTH ZonTuiepoBckoe Dxo-KI' cciejoBaHye ¢ 13-
MepeHHEM CHUCTOJIMYECKOTO JaBJIeHUs B JIETOYHOM
aprepuu A1 uckmrodeHu JiT
BrIcoKOpasperaromnass KOMITBIOTEPHAsA TOMOTpa-
U opraHOB IpyAHOMN KJIETKU fABJIAETCS YyBCTBU-
TEJBHBIM METOZOM OLIEHKU CTPYKTYPBI JIETKUX U
omnpezeneHus o6beMa TPyAHON KJIeTKU. PasButie
JIVCIUTACTUYECKUX WUIM KUCTO3HBIX M3MEHEHUH B
JIETKUX, JAArHOCTUPOBAHHBIX IO AaHHbBIM BPKT,
WCKJTIIOYaeT BO3MOXKHOCTb XUPYPIUYECKOTO Jieye-
HUA Ha TOM OCHOBAHMM, YTO €CJIH B JIETKHX yXKe
BO3HUKJIU TaKye W3MeHEHUs, IIaHChl Ha y/IydIe-
HUe TporHo3a GyAyT HeBequKu. Brarogaps ompe-
JIEJIEHUIO pa3Mepa TPYAHOM KIJIETKU, BO3MOXHO
paccyuTaTh IpearosaraeMelii 06beM pacIIupeHHs
TPYZAHOU TOJIOCTU TIPU ONEPAaTUBHOM BMeIIATEhb-
crBe [36].




TpyaHblil AarHo3 B ieAUaTpuu

B Tabs. 2 06006111€eHE! faHHBIE 0 47 HAGMIOAEHUAX
CXK, mpezcTaBlIeHHbIX B JOCTYIIHON JIUTEPATypE B
nepuoz ¢ 1977-romno 2012 .

BospmHeTBY nanuenTtoB ¢ CK 411 HopManibHOTO
YHKUMOHVPOBaHUA OPraHoOB I'PYZHOM KJIETKUA U
TIOBBIIIEHUA KavyecTBa JKU3HU TpebyeTcs IpoBeze-
HUE XUPYPIUIeCKOI KOPPEKIIUU.

[Iporuos npu cuHzApoMe KEHa 3aBUCUT OT MHO-
>kecTBa GaKTOpPOB. B HanbosblIel CTENEHH TIPO-
THO3 3aBHCUT OT CTEIeHH IOPAKEHUA T'DYAHOHU
KJIETKU U HaJU4YWA [ATOJOTUU APYTUX OPraHOB.
Beay1eil NpUYMHOM CMEPTH ABJIAETCA TATONOTHA
JBIXaTeNbHON CHUCTEMBI, IIPEUMYILECTBEHHO MIPO-
UCXOAAIMAA B TeX CIydasx, KOrZia Bo3pacT pebeH-
Ka MeHee 2-X JIET, B TO BpeMs Kak [o4yeyHas Ia-
TOJIOTUA ABJIAETCA OCHOBHOM IPUYMHOM CMepTH
GOBHBIX B BO3pacTe cTapiie 2-x jeT [16, 27, 24].
B mocTymHO¥ iuTeparype HET ZaHHBIX O TOM, YTO
natosnorus nedenu npu CXK ABIsETCA IPUYUHOMN
cvepTH, ogHako R. Oberklaid c¢ coast. (1977)
TIPEATIONIOKIIN, YTO GUOPO3 MapeHXUMEBI Iiede-

HU yBEJIMYUBAETCA MPOINOPLMOHAIBHO BO3PAaCTy
TallMeHTOB, BBDKUBIINX B TepBble 2 rofa *KU3HU
[38]. ITo saHHBIM Pa3HBIX AaBTOPOB, JIETAILHOCTD B
TiepBbIe 2 roza XKu3HU y 60sbHbIX ¢ CK cocTaBia-
eT 60—80%. ITpu 3TOM GOJBITUHCTBO JeTATbHbBIX
HCXOJI0B pETUCTpUpYyeTCA B HEOHATaIbHOM IIepU-
ozie [24]. Y BbDKUBIINX ZeTel TpyAHas KIeTKa Co
BpeMeHeM pacIIipsieTcs, IPOUCXOAUT HaBePCThI-
BaHMe pocTa.

Takum obpasom, CXK saBiseTcsa 3aboseBaHUEM C
HeO6JIaronpUATHEIM IIPOTHO30M, OIHAKO 6raroza-
PA pasBUTHUIO U BHEJPEHUIO paJUKaJbHBIX METO-
ZIOB TepAaIuy, TAKUX KaK TOPaKOIUIACTHKA U TPaHC-
IUIAHTALMA OPraHOB, IIPOTHO3 MOXKET OBITH Gosee
6s1aronpyATHBIM. JIaHHBIN JMarHO3 yCTaHAaBIUBa-
eTcA y ANCMOPOUYHBIX ITAlIEHTOB, HYKJAFOIIIXCA
B IIPOBeJIeHNH OKCUT'€HOTepaIuy B HEOHATA/IbHOM
U IIOCTHEeOHATaIbHOM ITepHoAaX, BKIIOYas JOMall-
HIOIO OKCcUreHoTepanuio. O4eHb BaXKHO MCKIIIO-
4yaThb JaHHOe 3abosieBaHMe Yy KHUCJIOPOZO3aBUCH-
MbIX geTeii. B

Ta6auna 2. HaGmoaenus curzapoma KéHa: KIIMHUYecKas: XapaKTepUCTHKA MallieHTOB (4HCIO0 AeTel)

ITyoamkanyst
KOHE4YHOCTEH

KJIFOYMIIBI

i)
=
jord
()
=
g
=

O
«
o
(=]
=
3]
=

j=n

Jedopmanus 'K
I[IpunogHATHIE
YkopoyeHue
ITaTonorusa Tasa
(«Tpesy6en»)

Tuysuz B., et al. 13 13 10 13 9
(2009) [16]
Keppler- 8 8 3 6 3

Noreuil K.M. et al.
(2010) [22]

de Vries J. et.al. 13 13 6 4 5
(2010) [31]

Reddy S.N., et al.
(2011) [33]

._.
-
—
_
-

Keogh S. et al. 1 1 HA HA HJA
(2012) [34]

Hall T. et al. 1 1 H/J, 1 HA
(2009) [37]

Oberklaid R. etal. 10 10 HA HA HA

(1977) [47]

ITaTosorus KOCTHOM e
CHACTEMBI

IMaTonorus ITXK

ITaTosiorus mo4ex
ITaTosiorus rmeyeHu
ITaTonorus ria3

10 9 1 8 2 5 1 1

1 1 HI HI — 1 — —
1 1 HA HI — 1 1| =
1 1 HA HA HA HI HA HJA
7 7 HL 7 4 5 HA HIA

Ipumeuarus: I'K — epyoHas knemka; PJCH — pecnupamopHutil oucmpecc-cuHOpOM HOB0poXcdeHHbLX; PPI — peyudu-
supyrowue pecnupamopHsle uHgekyuu; IDK — nodocenydournas sceneda; HJ — nem danHbix.
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CuHapom «M0o3r—JjierKue—
IATOBHUIHAS KeJie3a»
Y HOBOPOZKI€HHOI0 pe0eHKa

WHJPOM  «MO3r—JIETKHe—IIINUTO-
BuzHAA xenesa» (MJIIDK) — ato
ayTOCOMHO-JOMUHAHTHOe 3aboie-

BaHue, MaHUECTHUPYyIOlllee B pPaHHEM [JETCTBE,

TIPUYMHOM KOTOPOTO SIBJIAIOTCSA MyTalliM B TeHe

daxTopa TPaHCKPUIIIAN IIUTOBUIHON KeJie3bl-1

(TTF-1), y4acTByroLIero B pa3BUTUM IIUTOBUAHOMN

JKeJIe3Bbl, JIETKUX U TOJIOBHOTO MO3Ta.

Ten TTF-1 (NKX2-1, panee HaswiBasica TITF1)

SIBJIIETCS TOMEOOOKCOM, WIEHOM CeMeMcTBa re-

HOB NK2, cozepXUT TpU KOAMPYIOIIMX SK30HA

(NM_001079668.2) 1 pacnonoxeH Ha JJIUHHOM

wiede 14 xpomocoMmsl (cermeHT 14q13.1-g21.1) [1].

B mutoBuzAHOM Kete3e NKX2-1 akTUBUPYeT TpaHC-

KPUIIHIO THPEOVIOOYIIMHA, a TAKXKe aHTUTE K TH-

PeOUIHOM MepOKCHIa3e B CHHEPTUY ¢ FeHOM PAX8

[2]. Beuto ycraHoBeHO, uTo TeH NKX2-1 urpaer

Ba)KHYIO POJIb B TIpoliecce paHHero mopdoreHesa

nerkux. Kpome Toro, 6pU10 M0Ka3aHo, uto audde-

PEHLIMPOBKa ITHEBMOIUTOB II Tuma u cuHTe3 GeJ-

KOB cypdaKTaHTa JaKe Y B3pOC/IbIX 3aBUCUT OT aK-

TUBHOCTHU paboThl rena NKX2-1 [3, 4].

TepMUH «CHHZAPOM «MO3T—JIETKHe—IIUTOBHUHAS

JKeste3a» 6bUT peytoxked MLA. Willemsen u coaBT.

B 2005 rogy. B cBoeli pabore aBTOpPBI COOOIIMIIH

0 23-71eTHeM NalUeHTe C JIETOYHBIM aJbBeOJIAp-

HBIM IIPOTENHO30M, IEePBUYHBIM THIIOTUPEO3OM,

33/IePXXKOMl MOTOPHOI'O PasBUTHA, BBIPAKEHHOU

MBIIIEYHOM TUITOTOHWEH U cHopMUpOBaBLIEHC

elre B ZieTCTBe xopeeti. IIpu reHeTryeckoM obciie-

JIOBaHUM Y JAHHOTO HalllieHTa ObUTa BBIIBJIEHA MH-

cepuroHHaA MyTaiysa reHa NKX2-1, nmpuBogsamasn

K CABUTY PaMKU cUUTBIBaHMA [5]. BmMecTe ¢ TeM pa-

Hee, B 2002 rozy, H. Krude u coaBT. 6bU1a orvcaHa

accormanua myTtanuii NKX2-1 ¢ xopeoareTo3oM,

MEPBUYHBIM THUIIOTHPEO30M U 3ab0IeBaHUAMU

JIETKUX [6].

Hesposiornyeckue HapylleHUA ABJAIOTCA Hau-

6Gomee  pacCHpOCTPAaHEHHBIMU  IPOSIBIEHUSAMU

myTtanuii reHa NKX2-1, oHU OGHaApyKUBAIOTCS

nipuMepHO y 90% naruenTos [7, 8]. Haubosee pac-
TIPOCTPAaHEHHOMU ITaToJIOrHel co CTOPOHBI HEpBHOM
cuctemsl ipyu cugzapome MIIIDK asiaeTca Henpo-
rpeccHpyomias Jo06pokadecTBeHHAA HacIeCTBEH-
Hada xoped. OBGBIYHO ee Pa3BUTHIO IIpeJIIecTByeT
3aZiep’KKa MOTOPHOI'O DasBUTUA WIA TeHepalu-
30BaHHAas MBbIIIeYHasA TMIIOTOHUA. Bo3pacT, B ko-
TOPOM J€TH HauMHAIOT XOAUTh 6e3 MOCTOPOHHEH
TIOMOIIIM BapbUpyeT oT 15 MecAnes 70 5,5 roga [8].
B coBpeMeHHOM JiUTepaType TakKe IIpe/iCTaBIeHbI
JaHHBle O HAIWYMUU y TMALHEHTOB C CHHAPOMOM
MJIILK aTakcuu, 0cOGEHHO y ieTel JOIIKOIBHOTO
Bo3pacra [8, 9].

JlpyruMu  acCOLMMPOBAHHBIMM € CHHZAPOMOM
MJILDK aBUraTebHBIMY pacCTPONCTBaMU ABJIAIOT-
¢s1 MUOKJIOHYC, AUCTOHUA BEPXHUX KOHEYHOCTeH,
a TakkKe JBUTaTe/lbHble M BOKaJIbHble TUKM [7].
Kpome Toro, MoryT BO3HUKaTb IMpaMUJHbIE Hapy-
LIeHUs, aHOMaJIbHBIE CaKkagp! (OBICTpBIE, CTPOrO
COIVIAaCOBAaHHBIE JBIDKEHHUA IVIa3, IIPOMCXOAALINE
ONHOBPEMEHHO B OZHOM HallpaB/leHuH), Au3ap-
TPUs, UHTEHIIUOHHBIN TpeMop, Iicrxo3 [8].

C Taxolf XKe 4acTOTOM, KaKk U HeBpOJIOIMdYecKue
HapylleHusA, BO3HUKAeT IaTOJIOTHs LIUTOBUAHOMN
JKeJie3bl, OOHApY>KUBAIONAACA PUOIU3UTEIBHO Y
90% maIueHToB C JaHHBIM CHUHApPOMOM. 3aboie-
BaHUA IIUTOBUHOM KeJle3bl MOT'YT BapbUpOBaTh
OT GeCCUMITOMHOIO yBeIWYeHUs YPOBHA THpe-
orponHoro ropmosa (TTI") zo mosHOM areHe3uu
LIUTOBUZHOM KeJle3bl C pa3BUTHEM BPOXKJEHHOTO
rumnotupeosa [8].

Mytauyu NKX2-1 ciefyeT 3a10703pUTh B CIydasx
KOMITEHCPOBAaHHOI'O BPOXK/,EHHOTO TUIIOTHPEe03a,
0COBGEHHO TIPU €r0 COYETAHUU C JbIXaTeIbHOM He-
ZOCTaTOYHOCTBIO Y IOHOIIEHHBIX HOBOPOXKJEHHBIX
B HEOHATAJIBHOM IIepHOZie, a Takke y NalieHTOB
CO CTOMKMMH HapyLIeHUsAMH HeBPOJOTMYeCcKOTo
craryca.

Jlero4Hsle NpOsB/IEHNUA ABIAIOTCA HauMeHee CIIel-
upUIHBIMU cUMITTOMaMu cuHzpoMa MJIIIDK. Onu
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BCTpeYaroTcst Y HEMHOTUM 60Jiee MOJIOBUHBI AT~
€HTOB, OZIHAKO JaHHble HapyLIeHUs MOTYT ObITh
datambHbIMU [8]. CIEKTp JIETOYHBIX PACCTPOCTB
BKJIIOYAET B ce6s PeCUpaTOpPHBIN AUCTPeCcc-CHH-
ZIPOM HOBOPOXKZIEHHBIX, PEIUANBUPYIOIITe MHPEK-
LMY, OCTPBII pecnupaTOPHBIM AUCTpecc-CUHPOM,
a TaKKe UHTePCTULNAIbHBIE 3a00I€BaHUS JIETKUX
M3/1). [10, 11]. Cungpom MIIIDK oTHocutca
Kk W3JI, BcTpedarouMmca NPeuMyLIeCTBEHHO Y
MJIaZIEHIIEB, COIVIACHO KJIAaCCHUPUKAINY, TIPeACTaB-
sleHHOU B 2013 I. aMepHKaHCKUM TOpPaKaJIbHBIM
COOOIIECTBOM B PYKOBOZCTBe IO AeTckuM M3J1 y
MIaZleHIeB, K rpynne M3JI, acCOMUpPOBaHHBIX C
HapyleHueM cuHTe3a cypdakranTa [12, 13].
W3BecTHO, YTO He y BCeX MAalleHTOB HabJIofaeT-
¢ Kjacchyeckasd TpuaZia CHMIITOMOB, TakKKe Ba-
PBUPYET U TSDKECTh JOOPOKAaYeCTBEHHOU Hacje-
CTBEHHOI XOpeU, PeclUpPaTOPHBIX CUMIITOMOB U
BPOXKJIEHHOTO TUNOTHpeo3a. CoyeTaHHe HEBPOJIO-
TUYEeCKUX CUMIITOMOB U TUIIOTHPEO3a OTMedyaeTcs
y 80% mnanueHToB, B TO BpeMA Kak ToJbKo 50%
MalleHTOB C JaHHBIM CHUHIPOMOM Ppa3BHBAIOT
TIOJIHYIO TpUajy cHMITTOMOB [8]. B gpyrux cepu-
51X HabJroZeHMH coobianock o Mytanuax NKX2-1
¢ oTHOM Tpuazou cuHapoma MIIIDK B 36—50%
CJIy4yaeB, ¢ IOpakeHHeM I'OJIOBHOTO Mo3ra U IIu-
TOBUZHOM >Xese3bl B 30—32% ciIyyaeB U M30JIU-
POBaHHBIMU HEBPOJIOI'MYECKUMU HapyIIeHUAMU B
10—13% ciy4aes [7, 8].

VY maupeHTOB ¢ MyTanuei reHa NKX2-1 takke 06-
Hapy)KUBAIOTCSA AUCMOpdUYECKHe YepThl JUIa U
yeperia, TaKye KakK r’HIepTe/Iopu3M, MUKPOTHATUA,
BBICOKOE ZyroobpasHoe Hebo, BHIAAMOIIUICA JI00
[8,10].

JannHble 0 JyledeHnu cuHgpoMa MIIIDK kpatine
orpanudeHsl. CooOLIANIOCh, YTO, B OTIMYHE OT
GOJBIINHCTBA TUIIEPKUHETUIECKUX JABUTaTeTbHBIX
PacCTpOCTB, IpU JaHHOM CHHZIPOME MOTYT OBITh
abdexTuBHB JOodaMHUHEPIUYEeCKHe IpernapaThl
[14]. TIpu BBIIBIEHUU TMIIOTUPEO3a HEOOXOAUMO
CBOEeBpeMeHHOe Ha3HaueHVe 3aMeCTUTENBHOM Irop-
MOHAJIbHOM Tepamuu. JleueHre IaTOIOTUN JIETKUX
cuMInroMatryeckoe. IIpy HEOOGXOAUMOCTH IIPOBO-
JIVTCA KOMIUIEKCHaA MeJMKaMeHTO3Has Teparus.

Ipeacrasisem nepsoe B Poccuu HaGitofeHue 3a60-
JIeBaHM: Y HOBOPOXK/IEHHOTO peGeHKa.

Masbuuk V. IOCTYTIWI B OTZeJIeHrie HeOHATOIOI MY,
HEBPOJIOTUM Y MMKPOXUPYpruu Iasa Mopo3os-

CKOU JIeTCKOM TOPOJCKON KIMHUYECKOU GOIbHU-
upl JlemapraMeHTa 34paBOOXpaHeHUs I. MOCKBBI
B Bo3pacTe 16 CyTOK JKUM3HU AJIs1 06C/Ief0BaHUsA U
JledeHy. 113 aHaMHe3a U3BECTHO, YTO PeOGEHOK OT
2-i1 6epeMeHHOCTH, TIPOTEKABIIEH C TOKCUKO30M,
XPOHHMYECKOH BHYTPUYTPOOHOM T'MITOKCHEN TII0Aa,
2-X CpPOUYHBIX poZoB. Macca Tea IpyU POXJEeHUU
3600 r, yiuHa 54 CM, OlleHKa IO miKajge Amrap
7/8 6amioB. TIpu pOXKAEHUN COCTOsIHME pebeHKa
paclieHHBalIOCh KaK y/OBJIeTBOpPUTeNbHOe. B Bo3-
pacte 8 CyTOK >XM3HM OTMeYasoCh YXyZlleHre
COCTOAHUA, IOABJIEHUE JbIXaTeIbHOM HeAoCTa-
TOYHOCTH, TOTPeOOBaBIIIel TPOBEJEHNS JOTIOHU-
TeJIbHOM OKCUTeHAallUH, ayCKy/IbTaTUBHO B JIETKUX
BBICJIYLIIMBAJINICh JIBYCTOPOHHME KPENUTHPYIOIIye
xpunsbl. C 14 cyTOK *KM3HM OTMeYasloch HapacTa-
He HeBPOJIOTM4YeCcKOH CUMITTOMAaTHUKY B BUZIe CUH-
JIpoMa rMIepBo30yANMOCTH.

Ilpu ocMoTpe COCTOsIHHME pebGeHKa TsDKeIoe.
B cosnanuu. CrioHTaHHasA JABUTaTeNbHAasA aKTHUB-
HOCTb CHIDKEHa, peQUIeKChl BBI3bIBAIOTCHA, ObI-
cTpo ucTomatoTea. MeleyHada AucToHuA. I'onoc
ocunuii. KoxXHble IMOKPOBBI GJeZIHbIE, YMepeH-
HO BjIaxHble. YacToTa cepedHbIX COKpallleHUt
138 ya/mMuH, Y71 44 B MuHyTy. OZBIIIKA C BTSDKE-
HUeM YCTYIIUKUBBIX MeCT IPYZHOM KJIeTKU Ha BJIOXe.
B jlerkux ApIxaHue »XecTKoe, IIPOBOJUTCS PaBHO-
MEepHO, KPeIUTUPYIOIlie XPUIIbl B HIDKHUX OT/e-
JIax ¢ 06€MX CTOPOH.

B oTzenenuu pe6eHok o6cteioBaH. [TocTaBieH Au-
arHo3: «BpoxxzaeHHas nHeBMonuA. JIH 1—2 cT. I'u-
MOKCHYEeCKU-UIlleMrudecKoe nopaxenue LTHC, cus-
ZIpOM YyTHETEeHUs C dIeMeHTaMu Bo30yAeHus». Ha
¢$boHe poBeIEHHON KOMILUIEKCHOM TepaIiy COCTO-
sIHYMe pebeHKa yIydIlIOoCh, THEBMOHUS Pa3peli-
Jlach KJIMHWYEeCKU U peHTTeHosorndecku. OfHaKo
y pebGeHKa JUIUTENbHO COXPAHIACh KUCIOPOA03a-
BHUCHMOCTb, TIpU GECIIOKONCTBE, KOPMJIEHUU U BO
CHe TIoMyJasn Kucaopos Anddy3HO CO CKOPOCThIO
MOTOKA 2 JI/MHH.

Ha KT opraHoB I'pyZHOM KJIETKH, BHIIIOJIHEHHOU B
Bo3pacrTe 1 Mec. )KU3HHU, olIpeesuich Anddy3HbIe
U3MeHEeHUs CTPYKTYPHI JIETKOTO B BH/E COYeTaHUsA
CHUMITTOMA «MaTOBOTI'O CTeKJIa» C yIUIOTHEHUEM Me-
JKZIOJIBKOBBIX IIEPETOPOJIOK (pHLC.).

Ananu3 KpOBHM Ha TOPMOHBI IIMTOBUZHON XKeire-
3p1 — TTT 39 MEA//1, THUPOKCUH CBOOOAHBINA —
9,39 mMOJb/J, TPUHOATUPOHUH CBOOOAHBIM —
4,08 (Hopma 1,4—4,2) nmonb/n. Ha ocHOBaHUU
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KJIMHUKO-1ab0paTOPHBIX JAaHHBIX PeGEHKY ObUT
BBICTAB/IEH IUArHO3 «BPOXKAEHHEBIM TMIIOTUPEO3.
Havara 3amMmecTuTe/IbHAs TEpANys L-THPOKCHHOM.

Hanuuue AMTeNbHON KUCIOPOAO3aBUCHMOCTH Y
POXKIEHHOTO B CPOK peGeHKa B COUETAHUM C JaH-
HeMU KT TpeGOBaJO MCKIIIOUEHUS] BPOXKAEHHOTO
nebunmra GenkoB cypdakTtanta B u C, a coueTa-
HUe Y MalyeHTa [aToMIOTHH CO CTOPOHBI HEPBHOM

cucteMbl (CHHIPOM YIHETEeHHA C 3JleMeHTaMHU BO3-
Oy>XZeHUA), [UINTEIbHON KUCTOPOZ03aBUCHMOCTH
U BPOXKIEHHOT'O TMIIOTHPEe03a MO3BOJIWIO MIPEAIo-
JIOXKUTD JUATHO3 CUHPOM «MO3T—JIeTK1e—IIUTO-
BUZHAA JKejle3a». PeOeHKY IIPOBEJEHO IeHeTHhde-
cKkoe obcezioBanue. IIpy ceKBEHMPOBAaHUN I'eHOB
SFTPB u SFTPC myTaiuu He O6HApy»KeHBI, B TO
BpeMs Kak B reHe NKX2.1 6bU1a BbIABIEHA MyTaLUs

¢.584G>A (p.Argl95GIn) B reTeposUrOTHOM CO-
CTOSTHUM, TIPUBOZSAIIAS K BO3HUKHOBEHUIO TTPEXK-
ZIEBPEMEHHOTO CTOM-KOZIOHA ¥ TIOATBEPIKAAIOIast
[UarHo3 CUHAPOM «MO3T—JIeTKHe—IIUTOBUAHAS
JKese3a».

Takum obpasom, cuaapom MIIIDK npexcrasiseT
coboli peaKoe reHeTHYecKoe 3abosieBaHUE, Xa-
pakTepu3yloleecs: BaprabeIbHOM KIMHHUYECKOM
KapTUHOM NopakeHUA OZHOMMEHHBIX OpPraHOB.
HcktroyeHre JAaHHOTO CUHAPOMa MOTYT ITOTpe6o-
BaTh IAI[MEHTHI, [T0oJIyJatollye JeyeHre B YCIOBUAX
OoTaeIeHUuA peaHI/IMaLlI/II/I nu I/IHTEHCI/IBHOﬁ TepaHI/IH
HOBOPOXKZIEHHBIX, a TaKXXe HabMofaIomuecs JeT-
CKMMU HEBpOJIOI‘aMI/I, 3H,Z[OKPI/IHOJIOI‘3MI/I U IIyjib-
MOHoJioramu. il

Puc. KomnvlomepHas momozpagus opzaros epyoHoll
Kemku nayuenma Y. Onucavue 8 mekcme
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TpyaHOCTH JUATHOCTHKHU
TRAPS-nogo0HOro cuHapoma
Yy 1€BOYKH-NIOJAPOCTKA

MpaKTHUKe TeJuaTpa JUXopaZKa —
ofHa M3 Haubojiee YacCThIX MPUYMH
obparterus. Yaire Bcero oHa HOCUT

UHQEKINOHHBIN T'eHe3, OJHAKO eCTh LIeJbIA P

HenH(}EKIMOHHBIX 3ab0IEBAHUM, COIIPOBOXKIAIO-

LIUXCA JINXOPAAKOM.

JluxopajgKa — 3TO CHCTeMHas 3alllUTHas peak-

UM OpraHM3Ma, BBIPKAIOUIASCS B IOBBIIIEHUH

TEMIIEPATypPhl Tella B pe3yJbraTe IMepecTPOMKU

LIEHTpa TEPMOPETYJIIMYU TUIIOTAaIaMyca ToJ BO3-

Z[eﬁcTBPIeM Pa3JIMYHBbIX BEUIECTB, HAa3bBIBA€MBIX

TIMPOreHHBIMU (akTopamMu. B KauecTBe BHELTHHUX

IIUPOT€HHBIX ar€eHTOB MOIYT BBICTYIIaThb pPa3jind-

Hble NH(}EKINOHHBIE areHTHl, XUMUYECKUE Belle-

ctBa u Apyrue ¢aktophl. [lomazas B OpraHusM,

TIepBUYHbIE MHUPOTEHBI BBI3BIBAIOT OOpa3oBaHUe

BTOPUYHBIX 3HAOI'C€HHBIX ITMPOT'€HOB, B CBA3U C

YeM MIPOUCXOAUT MEPECTPOIKAa aKTUBHOCTU XOJIO-

[0- U TEIUVIOYYBCTBUTEJIBbHBIX HeﬁpOHOB OeHTpa

TEPMOPETYJIALIUY, CHIDKAETCS IIOPOT YyBCTBUTENb-

HOCTH K XOJIOZY, ¥ HOpMaJIbHasl TeMIIepaTypa cpe-

ZIBI BOCIIPUHUIMAETCs KaK MOHIDKEHHas. B pesyib-

TaT€ IIPOUCXOAUT YBEIIMYECHUE TEIUIOIPOAYKIIMU

U yMeHbIIEHUE TEIUVIOOTAAYM M, KaK CJIeJCTBUE,

TIOBBIIIEHNE TEMITEPATyPhl Tejla. B 3aBUCUMOCTH

OT 3THUOJIOTHH JIMXOPAJKU MOAPA3ZAEIAI0TCA Ha UH-

dexkiroHHbIe 1 HeMHEKIVIOHHEIE.

JIuxopazka MHQPEKIIMOHHOTO IPOUCXOXKEHUS Pas-

BUBaETCA, KaK CJIefyeT M3 Ha3BaHUsdA, B OTBET Ha

BOBAeﬁCTBHe MMaTOr€HHbBIX MHUKPOOPraHM3MOB U
MIPOAYKTOB WX pacnaza. HenH}peKINOHHBIE JIXO-
PaAKX BO3HHUKAIOT IIpU BOSﬂeﬁCTBHH Pa3INYHBIX
($bakTOpOB, BRIBBIBAIOIINX MOBPEX/JEHNE TKAHEH 1
acenmTHYECKoe BOCIIaJieHHe, HallPUMeD, IIPU OXKO-
rax, MEXaHUYeCKUX TPaBMaX, MacCUBHBIX KPOBO-
W3NMAHUAX, OOIMIMPHBIX MH)ApKTaX, auieprude-
CKUX peaKIVsX, ayTOMMMYHHBIX [pOLIeccax U Ap.
TakuM o6pa3oM, Bpady, HaGIIOAAOIIEMY TTal[ieH-
Ta C JINXOPaJKOM, TIPUXOAUTCS TTPOBOAUTH Andde-
PeHLIMaTbHBIN JUarHo3 IeJI0ro psija 3ab01eBaHui.
B HacTosiiee BpeMs BBIAEJSIOT TPYIITY BPOXK/EH-
HBIX, TAaK HAa3bIBA€MBIX [IEPUOAUIECKUX (VI ayTO-
BOCITA/IUTEIBHBIX) CHHAPOMOB, Te€YeHHUE KOTOPBIX
XapaKTepu3yeTcsd TEePUOANYECKON JIMXOPAAKON
B COYETAaHUM C CUMIITOMaMH CHCTEMHOIO BOCIIa-
seHus. COIVIaCHO COBPEMEHHBIM BO33DEHHAM,
ayTOBOCHAUTETbHbBIE 3a00/IEBaHUs — 3TO TeTePO-
T€HHad rpynia peJKnux reHeTUYEeCKHU JE€TepMUHU-
POBaHHBIX, HACJIEJCTBEHHO OOYCIOBJIEHHBIX CO-
CTOSTHUI, XapaKTePU3YIOLIUXCS TEPUOANIECKUMU
MIPUCTYTIAMU BOCHAJIEHUA U MaHU(ECTUPYIOIIX
JINXOPaZIKOM ¥ KJIMHUYECKOW CHUMIITOMATHUKOM,
UMUTHPYIOLIEH pEBMATUYECKYIO, TIPU OTCYTCTBUU
ayTOMMMYyHHBIX WM UHGEKIIMOHHBIX IPUYHH. Ay-
TOBOCIATUTEbHBIE CHHAPOMBI 06y CJIOBIEHBI TeHe-
TUYECKUM HapylIeHHEM B3aUMOAEHCTBUA PeryJis-
TOPOB BOCIA/IEHNsI ¥ BOHUKAIOT TIPH OTCYTCTBUU
maToreHa. [Ipy HEKOTOPBIX W3 HUX BO3MOXXHO
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pasBuUTHe amMmwIonzo3a. IIpy 3ToM y IanyueHToB He
oIpeZeATCA MPUSHAKKA ayTOMMMYyHHOM arpec-
cun (ayToaHTHTeNa, ayTopeakTHBHbIe T-mrMdo-
ITATHI).

I'pynmna ayTOBOCHAJINUTENBHBIX CHHAPOMOB BKJIIO-
YyaeT LeNbIH pAZ 3aboseBaHUM, CpeZi KOTOPBIX
CaMBIMU YaCTBIMU SABJIAIOTCA ceMelHas cpefu3eM-
HOMOpCKas JIMX0PaJKa, CHHAPOM NepHOANIeCcKOM
JINXOPAZIKM, aCCOLMHPOBAHHBIN C pelerTopoM
¢dakTopa Hekpo3sa omyxonu (TRAPS, tumor necrosis
factor receptor-assotiated periodic fever syndrome),
runep-IgD-cungpoM, cuHgpoM Maxia—Yasica,
XPOHMYECKUH MJIaZieHdecKUl HeBPOJIOTHYEeCKU
KOXKHO-apTUKY/IAIDHBIM CUHAPOM, ceMelHasd Xo-
JofoBas kpanuBHuLa, PFAPA-cunazpom (periodic
fever, aphthous stomatitis, pharyngitis and cervical
adenitis, CHMHAPOM TEPUOAUIECKOM JIUXOPAAKH,
adTo3HOrO CcroMaruTa, GapUHIUTa U IIEHHOTro
numMbaZeHuTa, Wik CMHAPOM Mapiiamia).
ComtacHo ganueM perrcrpa EUROFEVER, noiy-
YeHHBIM 13 32 CTpaH MUpPa, 3aperuCTPUPOBAHO 60-
Jlee 3 THICAY MAIIEHTOB C ayTOBOCIAIUTETbHBIMU
cuHApoMaMmy, u3 Hux 1000 mauueHtos ¢ TRAPS.
B Poccuiickoii dezepanny 3aperucTpUpOBaHbI
45 manyeHTOB C ayTOBOCIAIUTEIBHBIMUA CUHAPO-
MaMHu.

CHHZpPOM,  aCCOLIMMPOBAHHBI C  peIlenTo-
pom 1 dakropa Hekpo3a omyxoneii, TRAPS
(cMHOHMM: ceMeiHasA WPIAHJACKAsA JMXOpajKa —
Familial Hibernian fever) 6pu1 omyvcaH BmepBble
B CeMbe HpJIaHZIEB, YTO U IIpeJoIpeeio Ha-
3BaHHe dTOTrO CMHZApOoMa. B ganbHelieM cxofHas
KJIMHUYECKasd KapTHHA ObUla ONMCcaHa B CEMbAX
aBCTpaIuiilieB — BeIxoAleB u3 [llomiaHany oz Ha-
3BaHUEM «ceMelHasA IepruoAndecKas JIUXopaaKa»,
TIpY MOCJIEYIOIIeM HCCIeZIoBaHUM GBUIO OTMede-
HO, YTO STHIYECKOH IIPeZIpacIioyioKeHHOCTH K JaH-
HOM ITaToIoruy He HabJII0aeTc.

TRAPS cuuTaeTcsi OfHUM W3 Haubojee pacIpo-
CTpaHeHHBIX U3BECTHBIX HacJeCTBEHHBIX CUHZPO-
MOB IIepHOAIeCcKOH IMXOpaZKY, BCTpedaroleiics
B 1:1 000 000 ciaygaeB y eBporetineB. CpeaHuit
BO3pacT Havana 3aboseBaHus — 3 roza, 3aboie-
BaHME MOXXeT JeOI0TUpOBaTh B BO3pacTe OT 2 He/,
SKU3HU [0 53 JIeT.

TRAPS cBaspiBatoT ¢ MmyTarueii reHa TNFRSF1A,
O/ZTHAKO B JINTEpAType OIMCAHKI CTy4yau, KOrZa My-
Tanyd He OOHApyXeHa, a AMarHo3 yCTaHOBJIEH Ha
OCHOBaHUM OBICTPOTO KJIMHUYECKOTO OTBETa Ha

uHruburopa ¢axropa Hekposa omyxosneit (PHO)
«OTaHepLeIT».

I'er TNFRSF1A pacrnonoxkeH B KOPOTKOM ILIede
12 xpomocoMsbl (12p13), oH KOAUpYeT peLeTop
@®HO 1 tuma (TNFR1). TRAPS HaciexyeTcs Kak
ayTOCOMHO-ZIOMUHAHTHEIM CHMHZApOM. Taxcke BO3-
MOXKHa CIIOHTAHHasA MyTalyA € KIWHWUYeCKUMU
npospneHUAMU TRAPS. BoOJBIIMHCTBO CiIydaeB
TRAPS HacsieayroTcs oT 60IbHOTO poauTes. B uH-
TepHauroHanbHOM peructpe EUROFEVER/EURO
TRAPS KOIMYeCcTBO ONMCAHHBIX BapHUAaHTOB IIO-
cinenoBaTtenbHocTy A1 TNFRSF1A B HacTosiee
Bpems 150. B Tab:1. 1 npeAcTaBieHbl HEKOTOPBIE U3
HUX.

Co BpemeHu oTKpbITHsA reHa TNFRSF1A, B 1999 1.,
aKTUBHO u3ydaeTcs matodusuosnorusa TRAPS, HO
ee IOJIHOT'O IIOHMMAHMUA [0 CUX II0P He JOCTUTHY-
To. IlepBOHa4Ya/IbHO NMPUYMHOMN BOCHIAJIEHUs CUM-
TaJM CHWKeHUE Mposrdepaliuu u ociabieHue pe-
rymanuu TNFR1. Briocieactsuu passutue TRAPS
CBA3BIBAIN C AedeKToM amomnTo3a win ¢paroru-
TO3a, CHIWKeHMeM ¢akropa aKTHBAIMKU TPAHC-
kpumniun (NF-KB) u/Wwimm coxpaHeHHEM MyTaliu
TNFR1 B sHZOIUIa3MaTH4YECKOM pETUKyIyMme. Ta-
KUM 00pa3oM, MaToreHe3 CHHAPOMA IIPeACTaBIIs-
eTcs JOCTaTOYHO MHOTOTpaHHBIM IIporieccoM. 13
150 BapuanToB MyTranuii B reHe TNFRSF1A oko-
JIO TIOJIOBUHBI IeEeKTOB U3BECTHBI KaK CTPYKTYp-
Hble MyTauuu. IlociesHne HapymalT CTPYKTypPY
TNFR1, Bo37€HCTBY# Ha IOMEHBI, GoraThle IUCTEN-
HOoBBIMU ocTaTkaMu CRD1 1 CRD2. CTpyKTypHBIe
MyTalll¥ aCCOLIMMPOBaHBI C TUITMYHBIM TRAPS.

B nacrosmee Bpema aia TRAPS oTCyTCTBYIOT 4eT-
KHe [JuarHoCTU4YecKhe KPUTePHUM, OAHAKO BhIZe-
JSTIOT /IBa STala IIOCTAaHOBKY JuarHo3a 60JIe3HU.
[lepBeIif BTalml — 3TO COOTBETCTBHME CHMIITOMOB
TAIMeHTa, 32 KOTOPBIM CJIEAYIOT UAEHTUDUKALIVIA
myTtauuiit TNFRSF1A. BTopoii — B TOf03pUTEIbHBIX
oryyasx, et TNFRSF1A MyTauusa He oGHapy»Ke-
HBI, TTAIUEHT Kiaccupunupyetcs kak «TRAPS-mo-
JOOHBINI CMHJPOM», HO HE MYTalIOHHO-HEraTHB-
HbIlt TRAPS.

BOJBIIMHCTBO METOLOB TI€HETUYECKOrO TeCTU-
POBaHMA HCIOAB3YIOT aMIUIMOUKAIMM Ha OC-
HOBe IOJMMepa3HoUW mnenHou peaknuu (TILIP)
U TOC/IeAyIolllero CeKBeHUPOBAHUs, KOTOpoe
OTpaHHYEHO 3K30HAMHU M UX KOPOTKUMH ¢raH-
KUpyIOIUMU obnactaMu. CrefyeT OTMETHUTD,
YTO PAZ BapUAHTOB, BIUAIOIIUX Ha 3KCIPECCHUIO
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Ta6nuua 1. Hekoropsie mytauuu reHa TNFRSF1A npu TRAPS

HasBanue | PacnonoxeHue HGVS nasBanue HGVS HasBanue JlaTa perucrpanuu
TocJIeJ0BaTeJIbHOCTH Gesnka

D12E 9K30H 2 c.123T>G p-Asp41Glu 2006-03-09

C15Y DK30H 2 c.131G>A p.Cys44Tyr 2017-01-23

Y20H SK30H 2 ¢.145T>C p-Tyr49His 2002-10-25

Y20D 5K30H 2 c.145T>G p.-Tyr49Asp 2003-11-21

Y20C 5K30H 2 c.146A>G p-Tyr49Cys 2012-10-23

U/WIN CIUIAMCUHT, HaXOAATCA B UHTPOHAX reHa
TNFRSF1A wiu npoMoTopax BJald OT 3K30-
HOB. Bosee Toro, GOJBIIMHCTBO BCTaBOK/Zeje-
UM WK coMaryudeckasd MO3auYHOCTb He MOLYT
OBITH OGHAPYKEHBI C MCIIOJb30BAaHUEM OOBITHOM
[I[P-TexHOMOTHU. BO3MOKHO, CyIIeCTByeT 6OJb-
1lIle TeHOB, OTBETCTBEHHBIX 3a TRAPS-mozobHbIe
Gosne3Hu. JlaHHOEe TIOJIOXKEHUE MOATBEPXKAA-
I0T pe3yAbTaThl UCCIeAOBAHUA, IPOBEJEHHOTO
B 2013-2015 rr. B Hay4HOM LieHTpe 370pOBbs
JeTell. B xozZle JaHHOTO HCCIe[OBaHUA H3ydaau
Hanmnyue Myrauuii B reHe TNFRSF1A y 90 ge-
Teil oT 1 0 17 sieT ¢ HalpaBIAIINM AUarHo30M
«CHUCTEMHBIN IOBEHWIbHBIA WAUOTIATUYECKUI ap-
TpUT». B peaynrrare y 10 (14%) nanueHToB ObUTH
obHapyXeHbl MyTaluW, MPUBOAAIINE K pa3BU-
tuto TRAPS (y 8 — pacnpocTpaHeHHasA MyTalua
R92Q; y 3 — He onucaHHbIe paHee MyTalluK B r'eHe
NLRP3).

B cooTBeTcTBMM € MHOroo6pasueM maToreHes3a
TRAPS xinHHYecKasd KapTHUHA TaKXe II0JIHMMOp-
¢dHua. B mexxayHapogHom pervictpe EUROFEVER/
EUROTRAPS cogepxaTcs JaHHbIE O 4acTOTe CUM-
rrroMoB y 158 marmenTos ¢ TRAPS (ta6ur. 2).
Araka TRAPS mnpezcraBieHa 4pe3BbIYANHO IIO-
JUMOP)HON KIMHUYECKOH KapTHHOM, B KOTOPOU
caMblii XapaKTepHBIM NPU3HAK — OTO IPUCTYIIBI
$e6pIIBHOI TUXOPaJKY, YacTble CUMIITOMBI 60-
JIeli B XKMBOTe U JIOKJIbHbIE MUAJITHH, TAkoKe 9acTo
OTMEYaIOTCS TOJIOBHBIE 60U. B KIMHYKe 1aHHOTO
3a00/1eBaHUA TaKKe OINMCAHBI OOJe3HEHHBIE DPU-
TeMaTO3Hble IOPKEHWSA KOXXU, MHUIPHUpYIOIIe
o BceMy Teiy, nuMdazieHonaTsA, KOHBIOHKTH-
BUT, OZHOCTOPOHHMI NEepUOPOUTANIBHBIA OTEK,
CHHJPOM OTEYHOM MOILIOHKH, OJIMIoapTpaIrus.
Hab6uroganvichk BocnajieHre 1 60k BO PTy, TOpJIE,
NUIIeBapUTeIbHOM TpaKTe, MHOKapAWTHL. IIpo-
JOJDKUATENBHOCTh aTaK BapuabenbHa (OT OZHOTrO

[HA 0 HECKOJIBKUX MecALeB), B CpeAHEM ABe—TPHU
HeJieNd.

IepBble aTaxky yalle BO3HUKAIOT K TpeM TroAaM
JKU3HH, XOTS Y HEKOTOPBIX MAIIEHTOB Ae6I0T 3a60-
JleBaHUA BO3MOXKeH 1tocite 20 yieT. Y GO/IbIIMHCTBA
TaIieHTOB CUMIITOMBI 3a60JIeBaHUsA BO3HUKAIOT
Kakgple 6 HeZl HECKOJIBKO pa3 B rofl. EcTb faHHEIe,
4TO MeXXAy BenblmkaMu TRAPS MoxkeT IPONTH He-
CKOJIBKO JIET.

Crpecc, IOBBIIEHHOE GU3NYECKOE U SMOLIMOHAb-
HOe HaIpspKeHHe 4acTo ABJIAITCA IPOBOLIHPYIO-
mmmMu  dakropamu. [Ipu sab6opaTopHOM OOCIeE-
ZI0OBaHUM BO BpeM:A aTaKy BBIABJIAIOT JIEHKOLIUTO3
¢ HelTpoduiesoM, TPOMOOIUTO3, YBeIHMYeHHE
YPOBHA GEJIKOB OTBeTa OCTPOH (asbl BOCIIATEHUA
(C-peaktuBHbI 6enok, CPB, MpPOKaJbIUTOHUH,
[IKT), MoryT GBITH IOBBILIIEHB! YPOBHU IgA, IgD.
IIporHo3 omnpezenAeTca pa3sBUTHUEM CHUCTEMHOTO
AA-aMwtonzio3a, IpyM KOTOpPOM Haubosee 9acTo
BCTPEYalOTCA NMOpaXeHUA MeYeHU U MoYeK. AMU-
JIOMZ03 pa3BUBAETCA Y 25% OOIBHBIX.

Tepanua BBICOKMMM J03aMU INIFOKOKOPTHUKOCTE-
pouzioB (HampuMmep, IPeJHU30J0HOM) YacTo
yCIIelllHa MPU JIeYeHUU XapaKTePHBIX 3IHU30J0B
TRAPS. Ozpnako 3¢¢deKTHBHOCTh 3TOrO Ipemna-
para 4acTo yMeHblIaeTca ¢ Te4eHHeM BpPeMeHHU,

Ta6uauna 2. Yacrora cumnromoB ripu TRAPS

CuMnToMm Yucao 60abHBIX, %
(158 maueHTOB)

Jluxopazxa 88
BoJib B KOHEYHOCTAX 85
A6g0MUHaIBHAA 60JIb 74
ChITlb 63
Odranpmonoruyeckue 45
MIPOSIBJIEHUS

171
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U JJIUTeIbHAA Tepanua BBICOKUMU [03aMU IIpe-
HU30JI0HA MOXKET BBI3BaTh CepPbe3Hble IOGOYHBIE
3¢ dexTr. HecTepougHbie TPOTUBOBOCIIATUTE b
Hele npemnapatbl (HIIBII) MoryT GBITH HOJIE3HBI
TIpH JIeYEeHUH JIUXOPaJKU, HO He 3(hGEeKTUBHEI
npoTuB Apyrux cumnromoB TRAPS. OgHako HU
KopTuKOocTepouzsl, HU HIIBC He CHIKAIOT 4acTo-
Ty IPUCTYTIOB.

OcHOBaHHBII Ha MexaHU3Me Gose3Held, Ipernapar
107 Ha3BaHWEM DTaHepLeNT ObUI IPeJIoKEH I
JledeHuA naureHToB ¢ TRAPS. DraHeplienT CBA3HI-
Baetcsa ¢ perienirtopoM ®HO-1 1 uHrubUpyer feii-
CTBUE JAHHOrO Meauaropa. IlepBele pe3y/IbTaThbl
TIPOZIEMOHCTPUPOBAIN 3HAUUTENbHOE YyITydlleHre
CUMIITOMOB IIPUMEpHO y 75% mnauueHToB. Mc-
cefoBaTeny HalmoHa/bHOrO MHCTUTYTa apTpU-
Ta U KOCTHO-MBIIIEYHBIX 3a00€BaHUI IPOBEIN
He6OoJIBIIOe KIMHUYECKOe UCIIbITaHue JJIA OIIpe-
JleJIeHUA  JOJITOCPOYHBIX PE3y/bTaTOB JIeYeHUA
OraneprentoM B TeueHue 10 yieT HabGIOAEHUS.
Oranepient 3$GEeKTUBHO CHWKAA CUMIITOMBI U
YPOBHM CBHIBOPOTOYHBIX MapKepOB BOCIIaINTENb-
HBIX PeakIyii, HO He ITOJHOCTHIO KYIIMPOBAJ UX.
JmiTeNnbHBIN IpreM OTaHeplelTa [oKasaa HeKo-
TOpoe ObJleryeHHe CHMIITOMOB, TaKMX KakK Ipo-
JO/DKUTEIPHOCTh IIPUCTYIA, THKEeCTb M YacToTa
cuMITOMOB. JlaHHAsA Tepamnusi CIIOCOOCTBYyeT 06-
paTHOMY Pa3BUTHIO WIM 3aMe/JIEHHIO IIPOrpeccH-
pOBaHUsA CUCTEMHOro AA-aMWIONU03a.

Jlpyrue npenaparsl, Tak/e Kak aHaKUHpa U TaKpo-
JIUMYyC TaKXKe OKa3altrch 3PpHEeKTUBHBIMU B Kade-
cTBe Tepanuu i 6ombHEIX ¢ TRAPS. Kak u Ora-
HEpLENT, 3TU IpenapaThl ZO/DKHBI IIPOUTH Gosee
KpYTIHble KJIMHUYeCKHe MCHBITAHUA, YTOOBI OIpe-
JIEJTUTh UX Z0JITOCPOYHYIO 6e30MacHOCTh U 3 dek-
THUBHOCTb ITpY JieueHnU 601bHBIX ¢ TRAPS.

IIpuBoguM KIMHUYecKoe HaOmoaeHue TRAPS-mo-
Z0OGHOTO CHHAPOMA Y J€BOYKH-IIOAPOCTKA 12 jieT ¢
HeoObIYHOI MaHUdecTaleid.

Y neBouku BHepBble GeOpWIbHAsA JHUXOpaZKa
manudecrupoBana B 2014 r. U coxpaHaIach Ha
MPOTSKEHUU TpeXx MecsAlleB, 3aTeM IOBTOpHAasA
aTaka ywiach B TeUeHHE 4YeThIpeX MecCALEeB
2016-2017 rr. Mexay aTakaMu IIPOILIO 2 Tofa, B
Te4eHUe KOTOPBIX IAllMeHTKa JBaXK/bl IlepeHec-
na OPBH c HeNpoAo/mKUTENbHBIMU ITOAbeMaMu
TeMIlepaTyphl Tejna A0 GebGpMIbHBIX 3HAYeHUH.
VHTepecHO TO, 4TO 06e aTaku Hadajauch C KOH-

na fexkabps U IpOJOIKAINCh He MeHee 3 Mec.
Obparrana Ha cebsa BHUMaHUe HeOOBIYHAs KIIU-
HUYecKass KapTUHA: €eAMHCTBEHHOM Kanoboit
Jonroe BpeMmsa Obuta ¢ebpmibHas JHUXOpaZKa
0 39-40 °C, a B dpeBpasie 2017 1. GbUT BHIABIEH
nIeHbIN MMdazeHUT. KpoMe mxopaiku, OTMe-
YaJIiCh HETTPOJODKUTEIbHBIE CUMIITOMBI YBEUTA,
TIepropOUTAIBLHBIN OTEK, FOJOBHBIE 60JH, 60K
B JKMBOTe, IOXyJaHue, apTpairuu. Bechb Juxo-
PaZIoYHBI IIEpUOZ, CONPOBOXKJAICA aHEeMHeH,
TPOMOOIUTO30M, yckopeHueM COD, MOBHIIIEHH-
€M B KPOBU YPOBHA 6€JIKOB OTBeTa OCTPOH (a3bl
BocrasieHusa. Tak, 3a mociesHue 3 Mec JUXOpa-
ZIOYHOI'0 COCTOAHMA IToka3satenb CPb yBennuwica
¢ 72 po 215 mr/m, IIKT ¢ 0,5 go 2 ur/mu. Ha puc.
1 mpezcTapieHa AUHAMUKA JIUXOPAJKU U 1abopa-
TODHBIX JIaHHBIX, & TaK)Xe IPOBOAMMAs IO yCTa-
HOBJIEHUA AWarHo3a TepamnusA B IIEPUOZ C AHBAPA
o mapt 2017 r.

B anamHese xu3HU pebeHKa HeT KaKUX-I100 3Ha-
YUMBIX JJI1 JUArHO3a OTKJIOHEHHH. JleBo4Ka po-
JWIach JOHOLIEHHOH, POJUTENH IO HAIlMOHAJIb-
HOCTHU pycckue. Pocsa U pasBHUBajiach COIVIACHO
Bo3pacty. CpeAir POACTBEHHUKOB IAI[UEHTKH He
6BUIO CITy4aeB JIUTENTbHOM JIUXOPAAKU HESCHOTO
reHesa.

JluxopaZioyHble TEPHOABl KaXKABIH pa3 paccMma-
TPUBAINCh KaK IIPOABJIEHUA MHKCT-WHOEKINHI
BHUPYCHO-0aKTEpHATbHOM STHONIOTHH, BhI3BaHHBIX
BHUpycoM Ipocroro repreca (HSV), nuromeraso-
BupycoM (CMV), Bupycom dmurreitHa-bapp (EBV)
WIN CTPENTOKOKKOBOH. JlJaHHBIE 3aK/II0YEHU Jie-
JIaJIMCh HA OCHOBAHWH PETUCTPALMY PELUAUBUDY-
IolIero JlabuaabHOTro repieca IIpy O4epeHOH ro-
COUTAIU3AIMK U HEOOZHOKPATHOM OGHApY:KEHUU
TIOBBIINIEHHBIX ypoBHel IgG mpotuB CMV, HSV,
EBV B coyeTaHUH C MOBHIIIEHNEM YPOBHEH 0011ie-
ro IgG u IgA B CBIBOPOTKe KPOBU. BbUIM ABaXKJ bl
WCKJIIOYEHBI cilefyromye UHOEKIMU (HEKOTOpble
VHOQEKIUN TPIDKABL): MIAIPUA, CaJbMOHeIIEs,
OPIOLIHOM U ChIMHOM Trd, Gpyiiesuies, boppentos,
Tynapemusi, BUY-undeknys, cudwimc, remaTu-
ThI B 1 C, MepCcUHNO3, TICeBAOTYOEpKyIies, Tybep-
KyJie3, TOKCOIUIa3Mo3. Takke OBUIM MCKJIFOYEHBI
Ha OCHOBAaHUHU CEPOJIOTHMYECKOTO HCCIEAOBAHMUSA
PeCIMpaTopHbIii MHKOIUIA3MO3, MOHOIIMTAPHBIN
9pJMX03, TPaHYJIOUUTAPHBIA aHAIUIa3Mo3, JIell-
TOCIINPO3, AU3eHTepusA. [TOMCKY NPUYUHEL JIXO-
PaIoYHOTO CHHAPOMA MPOZOJDKAINCh Ha MPOTS-
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s)keHnM 3 Mec B 2015 I. ¥ Npu BTOPOM 3MU30/eE.
JlnarHozamu, GUIypHUpOBaBIIMMH y pebeHKa Ha
PasHBIX 3Tanax, ObUIN «BTOPUYHBIN UMMyHOAe)U-
LIUT C ayTOMMMYHHBIM KOMIIOHEHTOM BCJIE/ICTBHE
XPOHUYECKOH peLuAUBUpYOIell HHOEKIH»,
«peaKTHUBallMA IE€PCUCTUPYIOIIEH HHOEKIMH»,
«T€4YeHUue nepcncwlpyfomef/i I/IH(l)eKLII/II/I», «He-
BpO30IOZOOHBIM CHHAPOM, CHH/POM BereTaTHB-
HOM AucdyHKIMM». BBUIO MPOZEIaHO MHOXKECTBO
J1ab0paTOPHBIX Y WHCTPYMEHTAJIbHBIX HCCIeJO-
BaHUH 110 IIPOTOKOJIY BeZeHUs IAeHTOB C JIH-
XOpaZIKoO# HesACHOTO reHe3a (peHTreHorpadus op-
TaHOB ITPHZIATOYHBIX [1a3yX HOCA, IPYAHON KJIETKY;
KOMIIBIOTEPHAA TOMOrpadusa OpraHOB TI'PYAHOH
KJIETKM U OpIOUIHOM TIOJNIOCTH; V/IBTPa3ByKOBOE
ucciIeZioBaHue BHYTPEHHUX OPIaHOB; IIOCEBBI KPO-
BU Ha CTE€PWIBHOCTBb; HMCC/IEAOBAHNE MMMYHHOI'O
cTaTyca M peBMaTOJOIMYeCKUX MapKepoB; SJIeK-

TposHUedanorpadua; HUCCIEIOBAaHUA KOCTHOTO
Mo3ra; 6UOICUs ¢ IMMYHOTHUCTOXMMUYIECKUM HC-
c/leZIoBaHMEM MIeHHOro JauMbaTHIYeCcKOro ya3ia,
BBIIBUBIINM MOPQOTIOTHYECKYIO0 KapTUHY 406pO-
KauyeCTBEHHOU KOPTHUKAJIBHOM THIlepIUIasuy TKa-
HU TUMGAaTHUYeCKOro y371a), KOTOpPhIe ITO3BOJIIN
WCKJIIOUUTD LEJIbIN psifi 3a60IeBaHui, OHAKO He
BepupUINPOBAIN TPUYUHY JMXOPAAKU. B M-
MYHHOM cTaTyce oT 27.01.2017 6BUIO BBIABIEHO
OTHOCUTeJIbHOe yBenudeHue (37%) uuciaa B-mum-
dormroB (CD3-CD19+), cHIDKEHUE COAEpIKaHMUsT
NK-knetok (CD3-CD56+), moBBIIEHNE YPOBHA
CBIBOPOTOYHBIX IgA, IgG 1 C3-KOMIIOHEHTa KOM-
IUIEMEHTA.

PeGeHOK KayKIbIN SIM30J JIMXOPAAKUA TIOIydasl
KOMOMHHUPOBAHHYIO aHTUOAKTEPUAIBHYIO, IIPO-
THBOBUPYCHYIO HMMYHOTEpAIMIO CO CKPOMHOM
TIOJIOXKUTEIbHOU AMHAMUKON (JIMXOpazKa KyIHhpo-

AnBapb—MmapT 2015 T. Anamnesis morbi
Jluxopazgxa 38-39 °C, P SAHBapb—alnpeib
CO3 150, CPB 83 r1/1 L e A A 2017T.
42 40
39 39 39
38,5
TemmnepaTypa, °C gg 4—3.8‘5 3§'5—-l
36
20 18,6
JlefikouuTEL, 1 9,7 10 11 108 87 7.1
TBIC/MKJL a
Mosor1uTo3 12%
0,
200 MonoruTo3 15% 120 143 156 150
CO3, Mm/4 100 64 52
0
300 110.2 139 215,6 212
200 104,5 102 139 _—8—a
CPB, Mr/1 7o 72 -
0
500 294 490 415 402 357 4d4
TpoMOOIUTEL, »—
TBIC/MKJL
0
200 115 94 95 101 104 105
Hb, r/n 0 ’ L— ——
01.01 11.01 21.01 31.01 10.02 20.02 02.03 12.03 22.03 01.04
2017 r.
3UHHAT A1UKIIOBUP Awmmucug  Buisnpoden
Tepamnus: Lledtpuakcon dnroxoHa30 dyparuH  AIUKJIOBUD
AMuKanuH Budepon
Llepenum VmMyHOIo6ymuH N23
Mepexkcug,

PuCyHOK. Knunuko-anamHecmuueckue, Jla6opamoprLe OaHHble nayueHmku U Ha3HaueHHas mepanus
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BasIach Ha 1-2 cyT ¥ 3aTeM BHOBb BO3Bpalljajach).
Juarno3 TRAPS-iogo6HOro cuHApoMa ObLT ycTa-
HOBJIEH TOJIBKO B anpesie 2017 r., Korga MeTozoM
TIPAMOTO CEKBeHUPOBaHUA 110 CeHrepy ObUI BbIAB-
ster omumopduam reda TNFRSF1A (ax30n 1-10)
c.1363 A>C.

JlaHHOe KJIMHUYecKoe HabJIofleHHe JEeMOHCTPH-
pyet TpyzHOocTH AvarHoctuku TRAPS-mogo6HOrO
CUHZpOMa y [JeBOYKU-TIOAPOCTKA. 3abosieBaHUe
MaHudecTHpoBaso B Bo3pacte 10 jet. [leBouka K
12 rogam mepeHecja ABE aTaKU ITPOAOJDKUTEIb-
HOCTBIO B 3—4 MeC C IepUOAWYHOCTBIO B 2 roza.
TpyAHOCTU JUATHOCTHKYU, C OAHOM CTOPOHBI, OBLTI
00yC/IOBIEHBl UIMTEIBHBIM —IIEPUOZIOM  MEXIY
SIM30JaMU JINXOPAZKH, C APYrod — TPaKTOBKOM
pe3y/bTaToOB CepOJIOTMYecKOl AWarHOCTHUKUA WH-
bexIuii. B CBA3M € 3TUM CIIpaBeZIMBbIM ITPE/CTaB-
nseTcss MHeHUe B.K. TaToueHko ¢ coaBT. (2016) o
TOM, YTO «HCIIOJIb30BAHUE B KA4eCTBe JUArHO30B
TaKHX ,JOMOPOIIEHHBIX" HayKOOOpa3HBIX TePMHU-
HOB», KaK «XpOHWYeCKasd IIepCUCTUPYIOIAsA BUPYC-
Hada uadekiua (00bMHO BBI3BaHHaA EBV)», «Tep-
MOHEBpPO3», «MaJjlble HNMMYHHbIE ,Z[I/IC(I)YHK].II/II/I»,
«BTOPUYHBIA HMMMYHOAEQUIUT» U T.II, MOXET
TOBOPUTB JIUIIB O TOM, YTO Bpad IIOKA, Ha OIpeJe-

JIEHHOM 3Tarle MarHoCTUYECKOrO IOMCKa, He pa-

306paJics B JUarHo3e.

ITpuBeAeHHBIN KIMHUYECKUH NpHMep TakXKe WiI-

JIIOCTPUPYET BO3MOXXHOCTH JUATHOCTUKY OZHOTO

13 ayTOBOCIAIUTENIBHBIX 32a00IeBaHUI Ha OCHOBE

KOMIUTEKCHOTO MYJIbTUANCIUIUIMHAPHOTO MOZAXO0-

[ia, BKJIIOYAIOIIEro reHeTUYeCcKoe 0OCiIeZloBaHue.

HecMoTps Ha TO 4TO IepHOAMYECKUE CHHAPOMEL

KakK 3aboseBaHMA BecbMa PeJKU, OHU B HACTO-

slllee BpeMs He SBJSIIOTCA Ka3yHCTUYECKUMHU, U

OCHOBHBIE CBEAECHUA IIO0 XapaKTEPHBIM IIPOSABJIC-

HUAM 3THX CHHZPOMOB JOJ/DKHBI OHITH B Garaxe

3HaHWI Bpava-neguaTtpa. K obmuM KIMHUKO-Ia-

60paTOPHBIM [IPOABIEHUAM, Ha OCHOBAaHUY KOTO-

PBIX MOXXHO 3allOAO3PUTH ayTOBOCHAJIUTE/IBHBIC

3a601eBaHuUsA, OTHOCATCA CIEAYIOLIHE:

® pelnuAMBUPYIOIIYE aTaKH JIUXOPAJKH;

@ TOpaKeHUe MBI I CyCTaBOB;

® KOXXHBbIE BBICBITIaHMWA;

® CEepO3UTH;

® BOCIIA/IUTE/JIbHbIE U3MEHEHUA B JIa60paTOpHLIX
TecTax (IEMKOUNTO3, TPOMOOLUTO3, MOBHILIE-
Hrie CO3, 6e1KoB ocTpoii a3kl BoCaIeHus);

® OTCyTCTBHE HMHOEKIMOHHOTO STHOJIOTHYECKOTO
dakropa. ®
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IlepBbiii Cayyay CMHApPOMA
peluuaIuBUpYIOIIeH
MH(PAHTUIBHOM OCTPOM
IMMeYEeHOYHOM HEIOCTATOYHOCTH,
00YCJIOBJICHHO¥N KOMIIAYH/I-
reTepo3uroTHBIMM MYTAlLMSIMHU

Breme TRMU, B Poccun

CI/IHAPOM MHGAHTWIBHOM  OCTpOM
IIe9eHOYHOU He/JI0OCTaTOYHOCTHU
IIpeZICTaBIAeT COOOHM TpymHIy Ha-
CJIeICTBEHHBIX TENaTONATUI C ayTOCOMHO-pelec-
CHBHBIM THUIIOM HaCJIeZIOBaHUA.

BriepBele cuHgpoM 6bLT omucaH B 2002 T. y pe-
6eHKa, y KOTOpOro B Bo3pacTe 2 MeC OTMeYanch
TIOBTOPHBIE PBOTHI M META6OTUYECKUI JIaKTaT-a-
LIM7I03, Ha BTOPOU HeZese 3aboieBaHyA Pa3BWIaACh
ocTpas Ie4eHOYHasd HeAOCTAaTOYHOCTb. Vccrezmo-
BaHMe OMOIICHY MBI ¥ ITeYeHH NTOKa3aJIH CelleK-
THUBHOE CHIDKEHME aKTUBHOCTU MUTOXOHZPUAJIb-

HOro KoMmivieKkca IV ZpIXaTeJIbHOM ey B IIeYeHHn
(ocTtaTouyHas akTUBHOCTH 12%) [1]. B 2011 r. 6611
ONMCaH MOZOGHBIN KIMHUYECKUH CIydaid, OJHAKO
¢ BeIABNIEHUEM Jedunuta 1proxpoMa C-OKCHAa3hbl
B MBIIIIAX U IeYeHH y MalyeHTa C TPAaH3UTOPHOM
OCTPO¥ IMeYEeHOYHOM HeZIOCTATOYHOCTRIO [2]. Omu-
CaHHBIe KJIMHUYECKWE CIydal XapaKTepU30Ba-
JINCh PAa3BUTHUEM CUMIITOMOB OCTPOU MeYeHOYHOMU
HEZIOCTATOYHOCTH C TIOCJIEAYIOIIUM CIIOHTAHHBIM
BOCCTaHOBJIEHMEM Ha (QOHE IMPOBOJUMON HecITell-
udryeckoi (cuMIITOMaTHYeCcKoi) Tepamuu. Ha
OCHOBaHUHU XapaKTEPHOU KJIMHUYECKON KapTHUHBI
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3ab0JIeBaHME TIOMYYWIO Ha3BaHUE «HACJIEJCTBEH-

Has pellMAVBUpYIOIIas ocTpas IedeHoYHasa HeZlo-

CTaTOYHOCTh» [3, 4, 5].

K HacTrosieMy BpeMeHH B JHTepaType OIMCAHO

TP TUIIA 3200/IEBAHU:

@ peluAVBUpYyIOIad OCTpasd IledeHO4YHas HeZo-
CTaTOYHOCTH THI 1, 06yC/IOBIEHHAsA MyTalUAMU
BreHe LARS;

@ pelVAVBUpYIOIAsA OCTpas IledeHOYHas HeZo-
CTaTOYHOCTH THII 1, 06yC/IOBIEHHAA MyTallXAMU
BreHe NBAS;

@ TpexofAmiasg ocTpas INedeHOYHasd HeZoCTaTod-
HOCTb, OOYC/IIOBIIEHHAsT MyTalsIMA B TeHe
TRMU.

®epmerr TRMU, TPHK 5-meTmwiaMuHOMeE-

TWI-2-TUYPUAWIAT-MeTwITpaHcdepaza ABJAeTCAa

OZJHUM U3 KOMITOHEHTOB KOMIUTEKCa JbIXaTelTbHON

LIeTI MUTOXOHJPUH.

JByms cy6erparamu depmenta TRMU sBIAIOTCS

S-agenoswiverroHuH U TPHK, Torza kak ero 1symsa

TIPOZYKTAMU SBJIAIOTCSA S-aZleHO3WITOMOLIMCTENH

u TPHK, cozepxamue S-MeTWIaMUHOMETWI-2-

THOPUAWIOBYIO KUCIOTY. DTOT pepMEHT OTHOCHUT-

¢ K ceMeHCTBY TpaHcdepas, 0COOGEHHO K TeM, KTO

TIEPEHOCUT MeTWITpaHchepasbl C OJHOM yIIEPOa-

HOM TpyNIION.

TRMU oTBedaeT 3a S-THOIALMIO TUNEpMOAUU-

LIMPOBAaHHOIO HyKJIeO3WAa 5-MeTWIaMHUHOMe-

TWI-2-THOYPUAMHA. JDTOT MOAUGHULIMPOBAHHBII

HyKJIEOTH/l, OOHApY)KEeHHBI B HecKonbkux TPHK

mutoxoHApui (mt tRNAS), crenuduIHbIX st

IIyTaMmara, JU3WHa U IIyTaMUHA, UrpaeT KiIrode-

BYIO POJIb B CTPYKType U GyHkiuu TPHK, BKIro9as

CTPYKTYPHYIO CTaOWIN3alHI0, aMUHOAIWINPOBa-

HUe U paclio3HaBaHNe KOZIOHOB Ha y4yacTKe JeKOo-

zuposaHuda Masoil pPHK [6, 7].

IIpeacTaBisseM KJIMHUYECKUH CcIydail maru-

€HTa C MOATBepPXKeHHBIM MOJIEKYIAPHO-TeHe-

THYECKH AWUArHO30M «IIPEXOAAIas ocTpas Ie-

4YeHOYHasA HeJOCTaTOYHOCTh, OOyCIOBJIeHHasd

MmyTaumaMu B rene TRMU».

PebeHok oT 1 OepeMEHHOCTH, IIpOTeKaBIIeH

Ha ¢doHe TOKcHKo3a B I Tpumectpe, oT 1 cpod-

HBIX, CAMOCTOATEIbHBIX POZAOB. [IpU pOXKAeHUM:

Bec 3190 r, pocT 52 cM, OlLleHKa Mo IIKaje Anrap

8/9 6asuoB. Ha 1 u 2 mec xusHu pU3NIecKoe U

IICMXOMOTOPHOE pasBUTHe 10 BospacTy. C 3 Mec

JKU3HU OTMedaeTcs 3a/iepykka GU3NIecKoro pa3Bu-

THs — mpubaBka Beca 150 r 3a Mecs1l.

B Bo3pacTe 4 Mec XU3HU TepBoe obpaieHue B
CTalliOHap ¢ ajobaMyu Ha IMOTepio Beca. [Ipu
obceoBannn y pebeHka ObUla BBIABJIEHA THU-
nepbwpybuHemusa 1o 81,7 MKMoib/7 (3a cyer
oboux ¢pakiuii), MOBHILIEHHE TpaHCAMUHA3 /10
2—3 HopM. Ilo JaHHBIM YJIBTPa3BYKOBOTO 006-
CIeZIoOBaHUA OTKPBITOE OBaJIbHOE OKHO 3 MM, JI0-
TIOJIHUTETbHAsA TpabeKysia JIeBOrO JKeIyZodKa.
BrImiicaH IOMO# TOZ PacHyCKy ¢ HEYTOYHEHHBIM
JAVarHo3oM. B BospacTe 5 mec mocse IUIaHOBOIO
3abopa KpOoBH /1S 06I1Iero aHaM3a KpoBoTedeHe
13 MeCTa IIPOKOoJIa B TeYeHUe 5 4 He OOWIBHO.

B Bo3pacTe 7 Mec 06paTWINCh B JAETCKYIO TOPO/-
CKyI0 MOJUKJIMHUKY II0 MECTy >KUTEeJbCTBA /I
IUTAaHOBOM cJauu obiiero aHamusa Kposu. [locie
Clayu aHajaM3a KpPOBU KPOBOTEUeHMe U3 Iajiblia
JUTWIOCh Gostee 8 1, caMoTeKoM obpaTwivch B 'BY3
MO «[IymrkuHcKas paiioHHass 60IbHULIA UM. TIPOd.
PozaHoBa B.H.», rie 6pu1a mpoBezieHa TpaHcdy3us
CBEXXe3aMOPOXXEHHOHN IUIa3Mbl, BBEJEHBI JAWULIU-
HOH, TpaHeKcaM BHYTPUBEHHO C TIOJIOXKUTETbHBIM
abdekrom. [na ganpHelmero o6CIeNOBaHUS
nepeseZieH B Mopo3sosckyro JI'KB B otzeneHue
reMaToJIOruy, Ie ObUla IMpoBeZeHa TpaHChy3us
SPUTPOLUTAPHOL Macchl. [Ipu 06cIef0BaHUH Y pe-
6GeHKa BBIABJIEHA 3a/IepyKKa KaK QU3MIECKOT0o, TaK
U TICUXOMOTOPHOTO Pa3BUTHA: OETKOBO-3HEPTETH-
yeckasd HeJOCTaTOYHOCTh 1—2 cTelleHu, MHOIa-
THIECKUH CUHZAPOM (CUMIITOMOKOMIUIEKC «BSJIOTO
pebeHKa»), UKTEPUIHOCTh KOXKHBIX TOKPOBOB C r'e-
MOpparu4ecKuM CUHAPOMOM (ITeTeXUaTbHas ChITTb
Ha TYJIOBUILle, SKXMMO3bI B Pa3HOM CTaZuu pasBU-
TH), @ TAKXKE relaToCIUIEeHOMET aIHs.

[To gaHHBIM Jy1TaGOpaTOpHOTO 06C/IEZOBAaHUA Ha-
pylieHve 6GelTKOBO-CHHTETUYECKON (QYHKIMM Iie-
4YeHH, HapacTaHWe KoaryJolaTUy, CHIDKEeHUe aK-
TUBHOCTH TIPO- ¥ aHTUKOATYJITHTOB, HapacTaHUe
aHeMUYeCKOro cuHzpoMa (remMorobun 82 r/m),
CHHZpOMA IMTOJIM3a U XoyecTaza (raMmarniyTa-
MwITpaHcnenTtuzaasa ot 250 go 450 E/l/n — pe-
depeHcHBIE 3HaYeHUS 40 21), TUIIOIIUKEMUs 0
2,8 MMOJIB /1.

[TpoBegeHO W3MepeHUe YPOBHs ajbda-deTorpo-
TeuHa — 27 782 ME /M (pedepeHCcHble 3HAYEHHA
0—14,4 ME/mu). [lo JaHHBIM OLIEHKH KHCJIOT-
HO-OCHOBHOT'O paBHOBecHA OTMeYaeTcsl KOMIIeH-
CUPOBaHHBI MeTabOIMYECKUI JIaKTaT-alyzo3.
KonmebaHusa nakraTeMuu cocTaBasuii oT 3,0 70
9,0 MMOJIB /J1.
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YuutbiBasg Bo3pacT [e6oTa, HESCHYI0 HPUYHUHY
BBIIBJIEHHBIX J1aOOpaTOpPHBIX H3MEHEHUM, IIpo-
rpeccUpyIoIuii XapakTep 3aboseBaHus, pebeHOK
KOHCY/IETHPOBAH T'€HEeTUKOM. BbUIM HCKIIIOYeHbI
HacJIeICTBEHHbIe HapylleHUss OOMeHa aMUHOKHC-
JIOT, allJIKAPHUTHUHOB, B TOM 4YHCJIe THPO3UHEMUS.
3amozo3peHo 3abosieBaHUWEe W3 TPYIIIBI HaCIel-
CTBEHHBIX reraronaTuii. PekoMeHZ0BaHO IIpOBe-
Zenue IHK-quarHocTuky (CeKBeHMPOBaHUE METO-
zoM NGS TtaprerHas nasHesns «<HBO ¢ mopakeHruem
TeYeHH, [NIMKOTE€HO3bI»).

B Bo3spacTe 8 Mec IoyTy4eHBI pe3y/IbTaThl MOJIEKY-
JIIPHO-TEHETHUYECKOTO 06C/IeZIOBAHNUS: BBIBIEHO
ABe MyTanuu B reHe TRMU B koMIIayHA-reTepo3u-
TOTHOM COCTOSTHUH, OTIMCAHHBIE paHee B 6a3e 1o
MyTalWAM 4eJoBeKa Kak naToreHHble: c.G835A:p.
V279M u ¢.1073_1081dupAGGCTGTGC.
Marp mnpobaHza — HOCUTENb JYIUIMKALIUU
¢.1073_1081dupAGGCTGTGC, mnpuBojAmei K
UHCEpIMKY aMUHOKHUCIOTHBIX OCTaTKoB. OTely
mpobaHza — HocuTenb Myramuu c.G835A:p.
V279M. Tak ke ObUIO IIPOBEJEHO W3MepeHHe
daxTopoB pocta GpUOGPOBGIACTOB C IIEIBIO OIIEHKU
¢byHku mutoxoHapuil. Konnenrpanusa FGF-21
B 1wiasme kpoBu >4000 nr/mn (pedepeHcHbie
3HaueHusa oT 0 zo 330 nr/mn). KoHuenTpanua
GDF-15 B mra3me kpoBu >21 000 nr/mia (pede-
peHcHble 3HadeHuA oT 0 zo 2000 nr/mi). Takum
06pa3oM, Ha OCHOBAaHUU pE3Y/IbTATOB aHAaIH3a
JIMarHO3 «IIpexXofAllasd ocTpasd IedeHO4YHasd He-
JOCTaTOYHOCTb, OOYC/IIOBJIEHHAsA MyTallUsIMU B
reie TRMU» noareepxkzaeH. K MoMeHTy mocra-
HOBKH JZMarHosa cocTosiHue pebeHKa CTabwIu-
3MpOBAJIOCh, OJHAKO COXPAHANIOCH IIOBBILIEHUE
yposHA ITTII g0 2 HOpM, NOBHILIEHHE YPOBHA
anmpda-detonporenna (18 000 ME/wmi), cToiikas
TUIEepIaKTaTeEMUs, J1abOpaTOpHble IPU3HAKU

runoubprUHOTEHEMUN (€3 TeMOpparudecKoro
CHUHpOMa.

[Mocsie MOCTaHOBKM JUarHo3a Hadara MeTabosu-
YyecKas Tepamnus C HCIIONb30BaHUEM aHTHUOKCH-
JAHTOB U KOGaKTOPOB C IeJIbIO0 YIy4IIeHHUs pabo-
ThI MUTOXOHApU. Ha doHe Tepanuu oTMedaeTcs
IIOJIOXKUTE/NbHAA AVWHAMHUKa B BHUJE HOpMan3a-
uuy GU3NYECKOTO U IICHXOMOTOPHOTO Pa3BUTHA,
yBeJM4YeHe JBUTATeTbHON aKTUBHOCTU (XOAUT
C TIOAZIeP)KKOU 3a OZHY PyKy) M ammetura. [Ipu
WHCTPYMEHTAJIBHOM OOC/IeJOBAaHUHM OTMEYEHO
pa3BuTHe AvicMeTabomuyeckol HedpomaTUu B
CTPYKTypE OCJIOXKHEHHUs MUTOXOHJPUAIbHOIO
3aboneBaHusA. [lo 1abOpaTOpHEIM JaHHBIM Ha
doHe IIPOBOAMMOI Tepamuu OTMEYaeTcs yBe-
JnYeHre aKTUBHOCTH IIPO- U aHTUKOATYJISTHTOB,
MPOTPECCUBHOE CHIDKEHVE YPOBHs ajbda-hero-
TIPOTeNHAa, HOpMaJIM3al¥s YPOBHs GWINpyOHHa 1
TpaHcaMUHa3, obuero 6ei1Ka U raMMarIyTaMI-
TpaHCIEeNTUAA3bL.

[Mpexojsmiass ocCTpas IeYyeHOYHas HeZOCTa-
TOYHOCTb, OOYC/IIOBJIEHHAass MYTaUMsIMU B TeHe
TRMU, saBasgeTca OAHMM K3 HEMHOTHUX MMTO-
XOHZpUATbHBIX 3a00eBaHUl, MPOTEKAIOIINX C
BOCCTaHOBJIEHHEM (YHKLIUM MOPa)XEHHOTO Op-
raHa Ha ¢oHe CUMIITOMAaTHYEeCKOH U MeTabonu-
yeckoll Tepamuu. CBOeBpeMeHHas ITOCTaHOBKA
[IVarHo3a U Havyalo Tepanuy y MalueHToB C Ha-
CJIeICTBEHHOM peluAnBUpYIOLel /IpexoAaIneit
OCTpPOU IEYEeHOYHOM HEeJOCTAaTOYHOCTHIO NMEIOT
6osbllIoe 3HAYeHVE B KJIMHUYECKOU IMIPAKTHKE.
MuUTOXOHApPHANbHBIE TeNaTONMaTUH, B TOM YHC-
Jle 00Oyc/IOBIEHHble MyTanusaMu B rene TRMU,
clefyeT paccMaTpUBaTh B KadecTBe auddepeH-
LMaJbHOTO ZMaTHO3a y AeTel ¢ KIMHUYECKUMU
CHMIITOMaMHU OCTPOU IEeYeHOYHOM HeZ0CTaTod-
HocTHU. M
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boJesns 1lommne:
KaK He NPONYCTUTDh JUATHO3?

€CMOTpsI Ha PEAKOCTh IIATOJIOTHH,

BEPOATHOCTL BCTPEYU Bpayda-Iie-

JuaTpa U TanueHTa ¢ GOJIE3HBIO
ITomrte He Tak Masa. MU3epHOE KOJIMYIECTBO JeTel
C YCTAHOBJIEHHBIM IUarHo3oM (B MOCKBe B HACTO-
sAlee BpeMsA HaGII0ZAeTCs TONBKO OJWH peGeHOK
¢ 6osesHbio TloMIte), BEPOSITHEE BCETO, CBA3AHO C
TEM, YTO BpayH He JKJyT HUYero NoZo6HOro U He
3aMevaloT HEKOTOPHIX IPU3HAKOB. IIpu 3TOM BO-
BpeMA yCTaHOB}IeHHbeI AUarHo3 MOXKET CIIaCTHu
JKU3Hb peGeHKy. YTOOBI He MPOIyCTUTD NAleHTa
¢ 6omne3Hbio [ToMIle, OCTATOYHO C/IEAOBATH IIPU-
Be/IEHHBIM HIDKE HECJIOXKHBIM IpaBiaM, chop-
MYJIVPpOBAHHBIM Ha OCHOBAaHHWM aHa/IM3a MHOTHX
OIVCAHHBIX CIIy9IaeB.

OTNOJIOIMA U ITIATOT'EHE3

Bonesup Ilomire (CHHOHUMEBI: HEZOCTAaTOYHOCTH
KUCION MasbTasbl, MUKoreHos II Tua) — pezkoe,
Tporpeccupymoliee HacjleJCTBeHHOe 3aboseBa-
HUe, [TIopakarolilee B IIepBYI0 ouepe/lb MBIIIEYHYIO
TKaHb. Kog mo MKB10: E74.0.

B ocHOBe maTosIorudeckoro Ipoiiecca JIeXUT He-
[IOCTaTOYHOCTb pepMeHTa KUCIOU anbda-IIHoKo-
3uzassl (GAA) [1], pacuieIuifioniero MIMKOreH B
JIN30COMax KJIETOK, B pe3y/IbTaTe MyTalLllH B reHe
GAA, KOTOpBIH KOAUMPYET AaHHBIN depMeHT. IeH
GAA JI0Ka/IM30BaH Ha JJINHHOM Iulede 17 XpoMo-
compl (17925.2-9q25.3), cocrout u3 20 5K30HOB
u uMeet pasmep 20 K6. Ha cerogHAUIHUI JeHb
naeHTUUIIMpoBaHO 6osee 300 MyTaIuii reHa.
Yacrora 60se3nu [ToMIIe Cy1ieCTBEHHO 3aBUCUT OT
STHUYECKOU NPUHAAJIEKHOCTH U reorpadudecko-
TO pacHoioXKeHus U Kosebsercs ot 1 Ha 14 000 zo

1 Ha 300 000 >XMBBIX HOBOPOXKZAEHHBIX [2, 8, 9].
Yacrorta uHGAHTWIBHOW (GOPMBI BBIIIE CPEAU
appoameprkaHieB [2], B To BpeMA Kak 00Je3Hb
[Momrte ¢ O3HUM JieGI0TOM dallle BCTpedaeTcs B
Huzepnangax [8]. B cpegneM yactoTa Bcex Gopm
6ose3nu [Tomre onjeHrBaeTcs kak 1 Ha 40 000 xu-
BBIX HOBOPOXX/IeHHBIX.

3aboneBaHUE HMEET ayTOCOMHO-PELIECCHBHBIN
TUII Hac/Ie[0BaHUA. DTO eJUHCTBEHHOe 3a00seBa-
HUe U3 I'PYIIIBI [NINKOTeHO30B, KOTOPOE OTHOCHUTCS
K JIM30COMHEIM 60JIe3HAM HaKOIUIeHUA. B cBA3u ¢
BBIPDQYKEHHOM MBIIIEYHON C1a60CThIO, TUIIOTOHU-
e, 6ose3Hb [ToMrte Takxe OpUIa OTHECEHA K HEPB-
HO-MBIIIeYHBIM 3a60IeBaHUAM WX MeTabosde-
CKHAM MHOIaTHAM.

[Tpu 6osnesHu [ToMIle IMIMKOTE€H HAKAIUIMBAETCS
B JIM30COMax IOIepevHOo-II0I0caTol MycKyna-
TYPBbI, CepAeYHON MBIIIIIBI, [MIAZKOH MyCKyJIaTy-
pH! [2, 3].

TsoxecTh 3a60/I€eBaHUSI BO MHOTOM 3aBUCHUT OT
BO3pacTa [OABJIeHUs IIePBBIX CUMIITOMOB, CTeIle-
HU BOBJIEUEHHOCTH B IIaTOJIOTWYECKUH IIpoliecc
OpraHoB M TKaHel U CKOPOCTH IIPOrpeccHpo-
BaHUA.

KJIACC®UKAILIVA 1 KITMHNUYECKAA
KAPTHHA

PasHoOGpasve KIMHUYECKUX MPOSIBIEHUH 60Je3-
uu [Tomrie npuBeto k GOpMUPOBAHUIO Pa3Zie/IeHHs
3ab01eBaHMsA Ha /IBa OCHOBHBIX IIOATHUIIA, B 3aBUCH-
MOCTH OT BO3pacTa Zie610Ta 1 CTelleH! BOBJICUEHHS
B ITaTOJIOTHYECKUI TTPOIIECC PA3INIHBIX OPIaHOB U
TKaHe: nHaHTWIbHAA Ppopma u popma 6ore3HU
C TIO37IHUM Ha4aIoM.
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HNHbanTIIBHAA dopMa

e Kiaccuyeckasn nHbaHTWIbHAA GopMa — UMEHHO
oHa 6bU1a BIiepBbIe onucaHa mpodeccopom [Tom-
nie (P.J. Pompe), HemeuxuM Bpa4uoM, B 1932 rogy
[4] xak 6bICTpO MpoOrpeccupymolee 3aboseBa-
HUe, XapaKTepu3ylollleecsi KapAUOMeTanel, re-
aToMerajyei, MbIIIeYHON ¢/1ab0CThIO, TUIIOTO-
HUe U CMepThi0 OT CepAEYHO-JIErOYHOM
HeZIOCTAaTOYHOCTH Ha ITePBOM T'OZy *KU3HU [5, 6].

e Hextaccryeckuil BapuaHT UHGAHTWIBHOM dop-
MBI — Gosiee OOpOKavYeCTBeHHAsA, MeAJIEHHO
nporpeccupytomas ¢opma 3abosieBaHusA, Xapak-
TEPU3YIOIIASACS MeHEee BRIPAKEHHOM KapAUOMUO-
TaThel Mo CpaBHEHUIO C KJIacCHYecKol MHQpaH-
TWIBHON (OPMOM, Takke NPOSBJAIOUIAACT Ha
TIEPBOM Tofy *KU3HU. OTa ¢opMa ObUIa BIIEPBHIE
omnrcana Hers, a 3ateM 6ostee getanbHo Slonim ¢
coaBTopamu [7].

Bosesus IToMIre ¢ Io3AHUM 1€6I0TOM

@ JleTckas, 1oBeHWIbHAA $GopMa WIN MBIIIEYHbBIN
BapuUaHT — reTeporeHHas TPYIINa, XapaKTepHU-
3yeTcs1 Ha4yaJIoM CHMITTOMOB ITOCJIE TEPBOTO ToAa
JKU3HU U, KaK TPaBUIO, OTCYTCTBUEM TSKETOHN
KapAXOMUOIIATHH.

® Bspocnasi ¢popma XxapaKTepusyeTcsi MeAJIEHHO
TIPOrPECCUpPYIOUIEH MUOMIAaTUell C IpernMyllie-
CTBEHHBIM HOpa}KeHI/IeM CKE&JIETHBIX MBI, Je-
6roTupyert B Bo3pacte 20—60 JieT.

OL[HaKO CJ'IeZ[yeT OTMETHTHh, YTO BbIACJICEHHE OT-

JleJIbHO B3pOCJION, IOBEHWIBHON U ITO3ZHeU Mia-

JeHdeckoil ¢opm GosesHu [lomrie JOBOJIBHO yc-

JIOBHO: TIEPBHIE PU3HAKY O0JIE3HU Y TALIIEHTOB CO

B3poCsioii GOpPMOLi MOTYT OTMeYaThCs €llle B JeT-

CTBe, HO BBUZY UX MATKOCTH U HeCcenupUIHOCTH

YacTO TPOITYCKAIOTCA BpavyaMu-TieZraTpaMyd WIN

OLIEHUBAIOTCS KaK MHAVUBUAYaIbHBIE 0COOEHHOCTH

pebGenka. Kpome TOro, BO3pacT IMOsBIEHUS IIEPBBIX

CHMIITOMOB He BCErZa SBJIAETCA OIpeesIAIOIIIM

MPU3HAKOM /ST AWarHOCTUKU (GopMbl 3abose-

BaHUA.

INIOATBEPKJAIOIIIAA JIABOPATOPHAA
ANATHOCTHUKA

JuarHoctrika GosmesHu [lomme TPOBOAUTCA B
CIIEIVaIN3UPOBAHHbIX TeHETUYEeCKUX Jaboparo-
PHSIX U OCHOBBIBAETCS Ha ONpeJeieHUH aKTUBHO-
ctu pepMeHTa KUCION MaibTasbl (KUCJIOH O-TVIFO-
KO3HZIa3bl) B KJIETKAaX KPOBU, KYJIBTYPE KOMKHBIX
¢ubpobiacToB. Vi1 IpOBOAATCSI MOJIEKY/ISIPHO-Te-

HeTHYecKkue HcciefoBaHuA (aHamu3 reHa GAA).
OfHUM 13 CKPUHHUHIOBBIX (IIPOCEeHBAIOIIIX) MeTO-
AOB AJUATrHOCTUKU ABJIACTCA OIIPEACTICHUE aKTUB-
HOCTH $epMeHTa B IIATHAX BBHICYIIEHHOW KPOBH.
JocraroyHo 1—2 mATeH KpoBU (KPOBb MOXXHO
B3ATh M3 Majblia WIM U3 BeHbl HA CTaHAAPTHYIO
KapTouKy — QWIBTP, KaK IIPY MacCOBOM CKpPU-
HUHTe HOBOPOXK/IEHHBIX) . YIIBTP MOXKET OBITD OT-
TpaBJieH B JaGOPaTOPHIO OOBIYHOM TIOUTOM.

IMoce BBIABIEHUA CHIDKEHUA aKTUBHOCTH dep-
MeHTa IIPOBOJAT MOATBEPKAIOIIYIO JUATHOCTHKY:
olpe/ieieHHe aKTUBHOCTH (pepMeHTa B ZOIIOIHU-
TeJIbHOM 06pas3iie KpoBH U JIHK-1uarHoCTuKy.

JIEHEHUVE

Emle coBceM HeJaBHO HUKAKOTO CHen(UIECKOTO
sedenus i 6onesHu [loMmIie He CyIECTBOBAJIO,
MIPOBOAWIACH TOJBKO CHUMIITOMAaTH4ecKas IOJ-
JepKuBaromas Tepanusa. [IpoBoawiach Tepamnusd
aJlaHUHOM, BBICOKOOEIKOBOM /JMETOM, aMHHO-
KHUCJIOTHBIMH CMEeCSIMH, GeTta-610KaTOpaMH
[10—14]. Taxxe NPUMEHAINCh ONUHEPPUH U
[JTIOKaroH Kak Ipernaparhl, PacleIUIAIOIIUe OT-
JIOXKEHUs IIMKOTeHa B KJIETKAaX, OCYIIEeCTB/IIACH
TpaHCIUIAHTALMs KOCTHOTO Mo3ra. Bece aTu mozaxo-
JIBI K JIEYEHUIO OKa3aInch HeaddeKTUBHbIMU [15].
Jla’ke TIOTIBITKY Tepecaiky cepAlla He YBEHYAINCh
ycnexoM (James Leonard, 2006).

OTkpbiTHe  pepMeHT-3aMeCTUTEHHON —Teparuu
CTaJl0 CIIaceHHWEeM /ISl IalMEHTOB C OOJIE3HbIO
ITomrme. CeMbsi YesIOBEKa, ITOJIOXKHBIIIETO HAYasIo
pa3paboTke ¢depMeHTa, 10 HACTOSIIETO BPEMEHU
He BBIXOAUT U3 II0JIAA 3peHus npecchl. OTel] ABOUX
JeTeli ¢ 601e3HbI0 [ToMIle, B ITOIBITKAaX CIIACTH COO-
CTBEHHBIX JeTel, CTaJl UHUIIMAaTOPOM pa3paboTKu
TIIperapara, CIIacIlero y)ke He ofHy >ku3Hb. Ero fo-
yepH ceifdac 18 jeT, a ceiHy 16. [1po 3Ty UCTOpHIO
Jaxe cHAT ¢wibM ¢ XapprcoHoMm PopzoM B IIaB-
HOH posu «KpaliH1e Mephl».

CoBpeMeHHOe JieueHre 6ose3Hu [ToMne 3akimoya-
eTcsi B HasHAYeHWM IOXU3HEHHOU (epMeHTHOM
3amecturesnbHOM Tepamuu (O3T) peKoMOUHAHT-
HOM YeIoBe4YeCKOM KUC/IOH O-TIFOK03UAa30k [16].
EAVHCTBEHHBIM IIpenapaToM i HMaTOreHeTHde-
ckoit ®3T Gonesuu [ToMIle SBISETCA ANIIIOKO3U-
Jaza anboa, 3aperrucTpupoBaHHas B Poccuiickoit
denepanyy Kak Matiozaiim®.

[Ipenapar Matiozaiim® (asmmoxosmzasa ambda)
(kox ATX:A16AB07), peKOMOMHAHTHBIN GpepMEHT,
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CHHTe3UPyeMbIN KJIETOYHOU JIMHUEHN, TOTydYeHHON
13 AMYHUKOB KUTAHCKUX XOoMAYKOB. Maiiozaiim®
BOCITOJTHSIET AaKTUBHOCTb JIM30COMATBHON GAA,
YTO NPUBOAUT K CTAaOWIM3ALMK I BOCCTAHOB-
JleHN0 QYHKIUN CEpPAEYHON U CKEMETHBIX MBIIII]
(BruItouas ApIxaTeabHble MbIIIEL). [Ipenapar xo-
POILIO TIepEHOCUTCS, HE UMEET BBIPAKEHHBIX I10-
60uHbIX 3¢ dekToB. [TokazaH s ZOITOBpEMEHHOM
@®3T y nanueHToB ¢ IOATBEPKA€HHBIM JUAarHO30M
60e3nu [ToMIte BceX BO3PacToOB.

Ha pganHbIil MOMeHT 3bdeKTUBHOCTh U Ge3omac-
HOCTb AJIIVIIOKO3MJasbl anbda oOlleHeHA B KIIM-
HUYECKUX WCCIEZOBAaHUAX KakK y JeTel, TaKk U Yy
B3POCJIBIX HAIMEHTOB. 3aKOHUYEHHEBIE U OITyGJINKO-
BaHHbBIE UCCIEZI0BAHUYA 110 JleueHuto 60s1e3HU [ToM-
Tre 6BUTH IIPOBEJIEHEI C yaacTueM 6osee 500 marm-
eHTOB. be30macHOCTh U XOpoIlasi MepeHOCUMOCTh
Tepanuy aJmvIIOKO3Wza30i anbda MoATBepXKIeHa
6osee yem 10 roamMul KJIMHUYECKOT'O OIBITA y 60-
nee yem 1 800 mamyeHTOB.

[Npemapar BBITycKaeTCst BO GrakoHax, KOTMIECTBO
nuoduimsarta B KOTOPBIX SKBUBAJIEHTHO 50 Mr
AKTMBHOI'O BelecTBa. BBoAUTCA B/B KalleJbHO B
Z03UpOBKe 20 MI'/KT Beca ITalleHTa KakAble 2 He-
Jleu.

depMeHTHaA 3aMeCTUTe/NbHAsA Tepanusd I103BO-
JIeT COXPAHUTh XKU3HBb TAlMeHTaM C 6O0JIe3HBIO
[Tomme, yny4inaeT ee KauecTBO U 3aMezisAeT IIpo-
rpeccupoBaHue 6Gosie3HU. PaHHee Havamo Tepa-
MUY OY€eHb BAXKHO, TaK KaK IO3BOJISIET JOOUTHCS
JIy4IIUX KJIMHWYECKUX MCXOZOB. JloKasaHO, 4TO
npumeHeHne ®3T npu miazeHdeckoi popme 60-
JIe3HU YMEHBIIIaeT PUCK cMepTH Ha 99%, a Heob-
XOZHWMOCTDb B MHBa3UBHON BEeHTWIALIUY JIETKUX —
Ha 92%. CBoeBpeMeHHOe Ha3HadyeHHe Tepaluu
aJIIOKO31ZIa30i  anbda BBI3BIBAET OOpaTHOE
pa3BUTHE KapAHUOMHUONATHUN Y HEKOTOPBIX IMaLU-
€HTOB ¢ MiIaZieHuecKol ¢popmotii bosnesnu [Tomrre,
yIIydIlaeT MOKAa3aTeIr MBIMIEYHOU CHJIBI, JBUTA-
TeJbHON aKTUBHOCTU Y CTaOWIM3UpPyeT COCTOsS-
HUe JIbIXaTeJbHOU CHCTeMBI Y JeTell M B3POC/IbIX
manueHToB. Tepanusa mpemapaTom Maiiozaiim®
MALMEeHTOB C T03/iHel GpopMoii 6oste3HU 3aMeIs-
€T IIporpeccrpoBaHue 60JIe3HU, YIydIIas COCTOS-
HIE KOCTHO-MBIIIEYHOM CUCTEMBI ¥ CTaOIN3UPYsT
COCTOSIHHE [IBIXaTeNbHOM CUCTEMBI, IIOBBHIIIAeT
BBDKMBAEMOCTh MMALIIEHTOB U YIy4IIaeT UX Kade-
CTBO >KW3HHU, NIpeZIoTBpallias paHHIOK WHBaIUAU-
3aluIo.

AJITOPUTM IVATHOCTUKN

JJIA BPAYA-TTE/TUATPA

Jetu c Gosnesnpto [loMne MOTYT Z0Jroe BpeEMs
HAaxXOZWTHCA II0J, HAOMIOZIEHHMeM Bpadyell pasHbIX
CIeIMaIbHOCTEN C Pa3IMYHBIMU JUarHo3amu (re-
TIATUT HESACHOW STHOJIOIMH, CHMIITOMOKOMIUIEKC
«BSUIOTO pebeHKa», CHHAPOM MBIIIEYHOM THIIOTO-
HUH, runotrpeos) [16]. B iurepatype cyiiecTByeT
TAaKOH TepMUH: «AuarHocTudeckas Opucces»: OT
MOMEHTA ITIOABJIEHUA MEePBbIX CUMIITOMOB M IIep-
BUYHOrO OOpalleHus: K Bpady /0 YCTAaHOBJIEHHS
TOYHOTO INArHO3a «60s1e3Hb IToMITe» MOXKeT IPOH-
TH HECKOJIBKO JIeT. A 1J1s1 GOJIBHBIX C B3pOCJIOHN Gop-
MOM — Jla’Ke HECKOJIbKO JIECATKOB JIeT.

B cBs3U € TeM, YTO B HACTOsAIIee BpeMsA NOABIIOCh
BBICOKO2(G)EKTUBHOE JleueHHe, KpaiiHe BaXHO
MaKCHMaJIbHO PaHO YCTaHOBUTBD ZIMIarHo3, 1o Haya-
J1a HeOOpaTUMBIX U3MEHEHUH MBIIIeYHOH TKaHU.

OCMOTP BPAYA-TIEIMATPA

I[Tpu ocMoOTpe zeTeti ¢ 60s1e3HbI0 [ToMIte oTMeYaeT-
csl TIpEMMYIIeCTBEHHO acTeHWYeCKUN TUIl Tejloc-
JIOXKEHU, CHIDKEHVEe MBIIIeYHOI'o TOHyca Pa3sHOMH
CTelleHW BBIPDQKEHHOCTH, KOTOpOe Bpad MOXET
ouIMOOYHO CBA3ATh C NMPU3HAKAMH COEAUHUTENb-
HOTKaHHOM /MCIUIa3UM, He3pesloCThbio, Ioces-
CTBUAMU TIEPUHATAJIBHOTO TOPAKEHUS HEPBHOM
cucreMbl. Takke obpamjaer Ha ce6sa BHUMaHHe
TIPUOTKPHITHII POT, IAGOCTh MUMUYECKON MYCKY-
JIaTypbl, yBeJIMUeHNe pasMepoB fA3bIKa, YTO 4acToO
CITY?KUT IOBOJOM /11 KOHCYJIBTallK Y SHAOKPHHO-
Jora.

IIpaBmwio N21

Y zeteii c Makpomioccueii U MBIIIIEYHOU T'H-
NOTOHMEH IIPU HMCK/IIOYEHHH TMIOTHPEOo3a
Heo6X0AUMO H3MepUTh ypoBeHb KDK aia

HMCKJIIOYEHHsA TEePBHUYHO-MBIIIEYHBIX 3a60-
JIEBAHUM, B TOM 4uciie 6ome3nu [lomime.

CHMIITOMOKOMIUIEKC «Bstoro pebenka» (floppy
baby syndrome) HabmozaeTcs y Bcex MalieHTOB
¢ panHeli nHbaHTWIBHON dopMmoii 6ome3HH [ToM-
me. JIaHHBIN CUHAPOM BKJIIOYAeT B cebsa auddys-
HYIO MBIIIEYHYIO0 TUIIOTOHUIO, 33/IEPXKKY TEMIIOB
MOTOPHOT'O Pa3BUTHS, OTPHULIATENbHYIO PoOy Ha
Tpakuuio (P MOTATHBAHUU 32 PYKH Ha IEPBBIX
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IIpaBuio N22

Y Jereil ¢ CUMITOMOKOMILUIEKCOM <«BSLIOTO
pe6GeHka» HEOGXOAMMO MPOBECTH UCCIEJ0BA-

HHe U3MEHEHHI CO CTOPOHBI cepAna s hc-
KiIoueHus 6osiesuu I[omie.

MecsIax )KU3HU OTMedaeTcsl 3alIpOKbIBAHNE TO-
JIOBBI), CHIDKEHVE CyXOXKIIbHBIX peduiekcoB [16].
[pakTuyuecku y BceX OONBHBIX C paHHel HWHbaH-
TWIPHON (GOpMOi 3aboseBaHNA OTMEYAIOTCA BbI-
paXeHHbIe N3MeHeHMs CO CTOPOHEI cepAna (Kapau-
oMeTasvsA, KapAUOMHUOIIaT/sA, HapylleHNA PUTMa)
[17]. TIo garHbIM DXOKI' BHIABIAIOT TUNIEPTPOdU-
YecKyro KapAUOMHOINATHIO (II0 Mepe Iporpeccuu
3a00J1eBaHUA TIEPEXOAAIIYI0 B AWIATALMOHHYIO),
no ga"HHbIM DKI' — CylpaBeHTPUKY/IAPHYIO TaXu-
Kapzaulo, ykopoueHune nuTepsaia PR 1 yBenmdyeHue
BBICOTHI KoMILTekca QRS.

I[Tpu no3guux dopmax 6os1e3nu [loMmme Kaparome-
TaJIdIO BBIABJIAIOT 3HAUUTEIBHO peXe.

IIpasmwio N23

Y gereii ¢ runeprpoduuecKkoil KapAHMOMH-
omarueii HeOGXOAUMO NIPOBECTH HCCIEA0-

BaHHE AKTUBHOCTU KHUCJIOM MaJbTa3bl A
HWICKJIIoUYeHus 6osie3nu [Tomrre.

YV nmereii 6osee crapiiuero Bospacra (C HayaaoMm
CaMOCTOATENBHOM XOABbOBI) HAOMIOZAETCA M3Me-
HEHUeE MOXOAKH TI0 TUILy «yTHUHOM» 3a CYeT ciia-
6OCTH TIPOKCUMAJbHBIX OT/AEJIOB KOHEYHOCTEM.
Popurenu NpegbABISAIOT KaloObl Ha TO, YTO
peBGeHOK He MOXKET IpPhIraTh, KaK €ro 3J0pOBbIe
CBEPCTHUKH, UCIBITBIBAET TPYAHOCTH TPHU TTOAb-
eMe 10 JIECTHHIIE.

TMocTeneHHO MbllleYHast c1aboCTh HApacTaeT, Ha-
YUHAsACh C HIDKHUX KOHEYHOCTEU, C pacrpocTpa-
HEHHWEM Ha BepXHUE KOHEYHOCTH. [IOSIBJISIOTCS
JKa100bI Ha 6OJIU B CIIMHE, ITOSABIEHUE KOCTHBIX JIe-
¢dbopmarnuii, AbIXaTETbHBIX PACCTPOMCTB.

AHAMHE3 ) KN3HU U 3ABOJIEBAHUA

VuureiBast, 4To 60se3Hb IToMIleE OTHOCUTCA K Ha-
CJIeZICTBEHHBIM 3a60JIEBaHUAM C ayTOCOMHO-pe-
IIECCUBHBIM THIIOM HaC/Ie€JOBaHUs, TIIATETbHBIN
cbop ceMelHOro aHaiv3a HeOOGXOAUM IIpU Iep-
BOM K€ OCMOTpe. B wIydyae HamM4yya B aHaMHe3e

paHHel JeTcKoil cMepTHOCTH (THbesb JeTeil Ha
[IEPBOM TOZY KU3HM) C CUMIITOMaMM CepAedHOMH
Y/WIH JbIXaTeIbHOM HeZO0CTAaTOYHOCTH, HEOOX0AU-
MO OTIIPaBUTh CEMBIO K Bpauy-TeHETHKY I [IPOBe-
JIeHUS MeJUKO-TeHETUIECKOT0 KOHCY/IETUPOBAHUA.

IIpaBuno N24

B ciayyae HeGJIaronmpUATHOTO CEMEHHOro
aHamMHe3a (paHHsAA THGeJIb eTei), HalUueHT

00s3aTeIbHO AOJIXKEH OBITH OTIIpaBJIEH Ha
KOHCYJIbTAallUIO K Bpa4yy-reHeTUKY.

M3MEHEHUNA B AHAJI3AX KPOBU

B ommune ot Apyrux $opM INIMKOI€HO30B IIpy 60-
Jsie3HU [ToMIte TIpaKTUYEeCKU HUKOIZA He HabIroza-
eTcs BeIpa)KeHHasd relaToMeranaysa WK CHIDKeHHe
VYPOBHS IVIFOKO3HI. IIpu Gosne3uu Ilomrie, B CBA3U
C MopakeHHWeM MBIIIeYHON TKaHU, IMOBBIIAETCS
ypoBeHb KOK, JIZIT, AIAT, AcAT.

IMoaToMy HeOOBACHUMOE IOBBIIIEHNE YPOBHA Iie-
YEeHOUHBIX GEepMEHTOB B OOXUMUYECKOM aHaIH3e
KPOBU JI0JDKHO HaCTOPaKHBaTb He TOJBKO OTHO-
CUTEIbHO IIaTOJIOTHH CO CTOPOHBI IIeUeH!, HO TaK-
’Ke — MePBUYHOTO MOPAKEHMs MBIIILIL. Y MaliieH-
TOB ¢ MHpaHTIWIBHOM HopMOitl u GopMoii Gose3HU
C TIO3ZHKMM HayajoM, B OTIM4Me OT PYruX MUOIa-
TUI Ha Ha4aJIbHBIX CTaJUAX 3200I€BaHUsA OHA MO-
JKeT OBITh BBIABJIEHA TOJIBKO IIPY OYeHb TIIATENb-
HOM HEBPOJIOTUYECKOM OCMOTpE.

Yposenp KPK B kpoBu y 95% mHallieHTOB MOBBI-
1raeTcs y)Ke Ha PaHHUX CTaAusaX 3abosieBaHUsA, U
JAHHBINA [TOKa3aTeslb He ZIO/DKEH OBITh IIPOITyIeH
TP PYTHUHHBIX JIaOOPATOPHBIX HCCIENOBAHUSAX.
OTOT TeCT ABIAETCA BBICOKOUYBCTBUTEIBHBIM, HO
HecrierdUuHbIM 11 60se3HU [lomme. Ilpu apy-
rux ¢opMax HaclIeACTBEHHBIX MHOIIATUH, BOCIIA-
JINTETbHBIX 3a00/IEBaHUSX MBIIIIEYHON TKAHU 3TOT
dbepMeHT TakKe MOXKeT ITOBBIIIATHCA.

Y nanueHToB ¢ 60se3Hb10 [ToMne akTBHOCTD KOK
konebercs ot 500 zo 3000 ez/n. [Ipy BHISIBIEHUH

ITpaBuio N25

Y Bcex feTeli ¢ BBICOKUM ypOBHeM AJAT,
AcAT HeO6X0AMMO OIpeJe/JuTh YPOBEHb

K®K, npu nosbinresnu KOK — UCKII09YnTH
60ne3Hb IloMme.
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TaKUX U3MEHEHUM MalMeHT J0/DKEH OBLITH OCMO- IIpaBuio N26

TPEeH BpauyOM-HEBPOJIOI'OM U BpaYOM-T€HETUKOM.

JluarHocTuKa pegkux 3aboIeBaHUM, K KOTOPHIM Heo6X0ANMO OTIPaBUTh NALUEHTOB C CHM-
oTHOcuTcs 6ose3Hb [loMne, — O4eHb HemmpocTast IITOMaMH MOPAaKeHUsI MBIIIEYHON CHCTEMbI

3aza4a. OT «HAaCTOPOXXEHHOCTW» Bpada, BHUMa- K Bpavy-TeHETUKY [JIsI MeJUKO-reHeTHYIe-
TeJIbHOI'O OCMOTpa, COTPYAHUYECTBA C JAPYTMMU
CIIeLIMaIMCTaMM 3aBUCUT CKOPOCTb ITIOCTAHOBKU
TOYHOI'O JUAarHo3a U, BO3MOXKHO, XKU3Hb MaJjleHb-
Koro nanuexra. i

CKOro KOHCYJIbTHPOBaHHA U HCK/JIIOYEHUA
HEPBHO-MBIIIE€YHBIX 3360HeBaHPIﬁ, B TOM
yucie 6osesuu [lomire.
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ATHIIMYHOE TeYEeHNEe
CyonepmuocTaJbHOIO
a0ciecca BepxHeMeauaJIbHOMI

CTE€HKH OPOUTHI

CTpBle BOCIAJIUTENbHbIE 3a060-

JIEBaHUA OKOJIOHOCOBBIX ITa3yX

(OHII) s#ABnAIOTCA Ccepbe3HOU
po6y1IeMOl B JE€TCKOW OTOPHHOJIAPUHTOJIOTHH.
HecMmoTps Ha COBepLIEHCTBOBaHUE MeANKaMEeH-
TO3HBIX U XHUPYPIMYECKUX METOZAOB JIEYEHUS
OCTPOr0 M XPOHUYECKOT'O PHUHOCHHYCHUTOB, 4a-
CTOTa W TAKECTb OPOUTAIBHBIX OCJIOXHEHUH y
JeTel IpOZO/DKAET PAaCTH U COCTABJAET, 11O JAaH-
HBIM JIUTepatypsl, oT 0,5 10 27% ot ob1uero 4uc-
Jia GOJIBHBIX € CUHycUTOM [1, 2].
PazmuyHble aHOMaJIUK CTPOEHHUA ITIOJIOCTU HOCa
Hapsagy ¢ gebopMaryeil NeperopojKyu Hoca Mo-
T'yT 3HAYUTEIHHO 3aTPYAHUTD adPAIUIO U APEHAXK
OHII, 4TO CrIOCOOCTBYET Pa3BUTHIO OCIOXKHEH-
HBIX GOPM OCTPBHIX CHHYCHUTOB, a TaKXe MOXET
TIPUBECTH K PAa3BUTHIO XPOHUYECKOTO CUHYCUTA.
Taxensle GopMBI OPOUTANBHBEIX OCIOXXHEHHH
(cybniepuoctanbHbIfl  abcriecc, peTpobyab6ap-
HBIA abcrecc, ¢uermMoHa OpOUTHI) MOTYT He
TOJIKO IIPUBOJUTH K IIOJIHOM IMOTepe 3peHus y
pebeHKa, HO U K Pa3BUTHIO I'DO3HBIX BHyTpHYe-
PeIlHBIX OCJIOXKHEeHUN (MEeHWHTUT, PUHOTeHHBIH
abcriecc Mo3sra, TPOMOO3bI BEHO3HBIX MO3TOBBIX
cuHycoB) [3, 4].

IIpuBoAUM cOGCTBEHHOE HAOIIOAEHYE.

BonpHas O., 11 JeT, IIOCTYIIIIA B JIOP-OTAE/IEHUE
MOpPO30BCKOM JeTCKOM T'OpOACKON KJINHHYe-
ckoit 6onpHULBI 30.11.2009. PebeHok 6oOJeH C
25.11.2009, xorza mosIBUICA THOMHBIM HacMoO-
PK, MOBBIIIEHNe TeMIlepaTypsl Tenaa Ao 39,1 °C,
KOHCY/IBTUPOBAH MeANATPOM IO MECTY KUTEJb-
CTBa, mocTaByieH AuarHos: «OPBU». HazHaueHO
JledyeHue: apbuzo, HypopeH BHYTPb, COCYAOCY-
JKUBAMOIIYE KalUTU B HOC; aHTUOAKTepUATbHYIO
Tepanuio He nosydana. 27.11.2009 y zeBouku

MOsIBWJIaCh TUIIEPEMUS MIPaBOro Beka, ObUia oc-
MOTpeHa 0TaIbMOJIOIOM, yCTAHOBJIEH JUarHo3:
KOHBIOHKTUBUT, Ha3HAYeHO MECTHOE JI€UeHHUE:
JIEBOMUIIETUHOBBIE IVIa3HblE KaIUIU. B TeueHue
HECKOJIbKUX JHEH cocTosHue 6e3 IOJIOXKUTENb-
HOH JAWHAaMUKW, OTMedascsa cybdebpuiurer.
30.11.09 nosBWICA OTEK MeJUaIbHOTIO yIJIa IIpa-
BOTO IVIa3a, I'MIlepeMus BeK HapacTrasia. PebeHok
OBLT ZOCTABJIEH B OOMBHMUILY.

IIpy HOCTYIUIEHUH: COCTOSHUE TspKesoe. JKaio-
6Bl Ha 60JIb B IIPAaBOM IVIa3y, THOMHBIM HACMOPK,
3aTpyJHEHHE HOCOBOI'O JBIXaHH:A, TOJOBHYIO
60sb. Temmeparypa Tena 38,3 °C.

Ilpyu ocMoTpe: mpaBas IvIa3Hasd Iesab 3aKphITa
IIOJTHOCTBIO. OTeK, TUIIEpEMUA BEK IIpaBOro Iia-
3a. O6sacTh oTeKa 6ose3HEeHHa IIpY NajbIIalluy,
MPEUMYIIECTBEHHO B 006JIaCTU MeAUaNIbHOTO
yIIa IpaBoro Ivasa. /IBM)KeHM:A IIpaBoOro Ivas-
HOro s6JI10Ka orpaHu4eHbl. [IpeMeTHOE 3peHHe
coxpaHeHO. Pe3kuil sk30dTanpM KHHU3Y U Jjarte-
pasibHO, XeMo3. Jluruionus Ipu B3WIALE B OTBe-
JEeHUAX IIpaBoro masHoro sabiaoka (puc. 1).

[Ipy ocMOTpe TOJIOCTH HOCA YKECTKUM 3HZOCKO-
oM ¢ ymIoM 3peHusa 30° cupaBa 6bUTH BBIABIEHEI
Clefyrolie aHOMaIMM CTPOEHMS BHYTPHHOCO-
BBIX CTPYKTYp: Oy/le3HOM3MEeHEeHHasd CpesHAA
HOCOBas PpAaKOBUHA, JIATEPOINO3UIUA CpPeAHel
HOCOBOM PaKOBUHBI, TUIIEPTPOUA peleTdaTon
GyJUIBL ¥ KPIOYKOBU/THOT'O OTPOCTKA; CJIeBa Cpeji-
HUI HOCOBOM X0Z LIMPOKUM, pelreryartas Oy/uia
yBennyeHa. HocomtoTka cBo6ozHa (B aHaMHe3e
aZIeHOTOMM), IVIOTOYHBIE YCThA CIyXOBBIX TPYD
0003pUMEL. BbhIpakeHHOe HCKpHBJIEHHE IIepe-
ropoZKM Hoca BHpaBo. Ciusucras 000y04Ka
TIOJIOCTH HOCA THIIEPeMHUPOBaHa, OTeYyHa, (GOJIb-
e cnpaBa. B oOmMX HOCOBBIX XOAaX CIIH3HU-
CTO-THOWHOE OTZeJIIeEMOe, CPeJHUI HOCOBOU XOZ,
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cripaBa IIpY OCMOTpe He 00603pUM, CJIeBa B Cpe-
HeM HOCOBOM XO7ie — CJIU3b.

B obmem anamuze kpoBu ot 30.11.09:
1 14,9 x 10°/m1; COD 55 mm/4. Ha peHTreHo-
rpamMe OHII ot 30.11.09: 3aTeMHeHUe Bepx-
HEYeJIOCTHBIX I1a3yX, KJIETOK pelleTyaToro Jia-
GUpHMHTA CIIpaBa, NPUCTEHOYHOE YTOJIIIEHUE
CIM3UCTOM O06OJIOYKY TPaBOM JIOGHOM Ma3yxu.
BBUT BHICTaBJIEH [JUarHo3: «IIPaBOCTOPOHHUM
OCTpPBIM TeMUCHHYCUT, J€BOCTOPOHHUI OCTPHBIN
raiimoput. ®rermMoHa npaBoi op6UTH. VicKpu-
BJIEHUE [TIEPETOPOAKHU HOCa>.

[To #mexypcTBYy pebeHKy ObUla NpOU3BeAeHa
MIyHKI[UA BEPXHEYEJIIOCTHBIX IIa3yX, IONy4eHO
0oOUIBbHOE THOWHOE OTZeNseMOe; BBIIIOJTHEHO
9H/IOCKOIIMYEeCKOe BCKPBITHE KJIETOK pelleT-
yaToro jabupuHTa cmpasa. [locie cMmenjeHUs
HOCOBOH IleperopoJKu U IpaBoil cpeiHel HO-
COBOIl PAaKOBUHBI BJI€BO BCKDBITHI IlepeJHUE U
3aJHUe KJIETKU pelleTyaToro JabHUpHHTA, Ha
VPOBHE IepeAHUX KJETOK PelIeTYaToro Jabu-
pUHTa OBLIO OOHAPY)KEHO CBUIIEBOE OTBEPCTHE
B MeJUaJbHOH CTeHKe OpOUTHI, Yepe3 KOTOpoe
B IIOJIOCTh HOCA ITOCTYIaja0 OOWUIbHOE IHOMHOe
oThenseMoe, 3K30pTalbM M OTEK BEK 3HAYU-
TEJPHO YMEHBIIWINCh. BBUI BCKDBIT JIOOHBIHM
KapMaH, IMOJIy4eHO TakKKe OOWIbHOe THOIHOe
oTzenAeMoe. B3AT moceB oTAensieMoro u3 pa-
HeBOro KaHazna. Tak Kak WHTPaoIepalloOHHO
Yyepes CBUII IIPOU30ILIO ONIOPOXXHEHNE OPOUTHI
OT THOWHOT'O OTZEJsIeMOro, Hapy>KHOH OpOUTO-
TOMUH He TIOTpeb60oBaoch.

PeGenKy 6buta Ha3HaueHa WHGQY3UOHHAs, aHTU-
6akTepuanpHad (edTpHUaKCOH, METPOHUAA3OI,

Puc 1. BonvHas npu
nocmynsexuu

aMUKallMH) U AeTHApaTalloHHas Tepanus. Exe-
JHEBHO IIPOBOJWINCH MYHKIIUH BEPXHEYETIOCT-
HBIX ITa3yX C BBE€JECHUEM aHTI/I6aKTepI/IaJ[I)HOl"O
nperapara, aHEMHU3AlUsA CIU3UCTOH O0OONTOYKU
TOJIOCTH HOCA.

B TeueHHe MOCIEAYIOIUX ABYX CYTOK IOCTIE
IIPOBEAECHHOI'O0 OII€EpaTUBHOI'O BMeENIaTE/IIbCTBa
COXPaHSJICA BBIPAXXEHHBIN OTEK CIU3UCTON 060-
JIOUKU ITOJIOCTH HOCA, 3HAYMTENbHOE Cy)XeHue
001Ilero HOCOBOTO XOZla M PaHEBOTO KaHaja,
YTO 3aTPYAHAIO OTTOK THOMHOTO OTZENIseMOTro.
Y 60sbHOM BHOBb CTasl HapacTaTh 5K30(TaabM,
3HAYUTE/IIbHO YBEJINYWICA XEMO3 KOHBIOHKTUBHI.
Jna yrouneHus auartsosa npoussezeHa KT OHII,
I7le  OINpeAe/sIOCh CHIDKEHHME BO3AYUTHOCTU
BEPXHEUENIOCTHBIX Ma3yX, KJIETOK PeLIeTYaToro
sabupuHTa CrpaBa, IpaBoOi JOOGHOM masyxu, a
TaKKe BbIABJIEHA TOMOTEHHAsl CTPYKTypa C 4eT-
KWMU, POBHBIMU KOHTYpPaMHU BZOJIb Me,z[naanoﬁ
U BepxHell CTEHKU MpaBoii OpOUTHI HaJ[ MBIII-
namMu IIasa. YkasaHHoe ob6pa3oBaHHE CMella-
JIO TIpaBoOE IIa3Hoe sIGJIOKO BIlEpe]], KHAPY:KU U
kHu3dy. Obmacth peTpobynbbapHOil KIeTYaTKH,
MBIIII] I71a3a U 3PUTENbHOTO HEpBa He HU3MeHe-
HHI (puc. 2).

Ha ocnoBanuu ganHbix KT yxyznieHnue B Tede-
HUU 3aboseBaHus OBLIO paclieHeHO KaK Pe3yiib-
TaT HEeaZeKBATHOTO SH/OHA3aJbHOIO JApeHaxka
cybreprocTanbHOro abciiecca BepxXHeMeAUalb-
HOH CTeHKU opbuThl. B cBsA3u ¢ yeM pebeHKY
OBUIO TIPOU3BEAEHO BCKPHITHE OPOUTHI HapPYK-
HBIM JJOCTYIIOM Ha IIy6uHy 1,5 M U paciiupeH-
HO€ 3H/JOCKOIIUYECKOE BCKPBITHE PEeLIeTIaTOro
nabupuHTa cIOpaBa C YacTUYHOM pe3eKiueit

Puc 2. KT oxonioHoco-
8blx nagyx 6onwvHoli O.,
11 nem (axcuanvHas
npoexyus)
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cpeZHel HOCOBOM PaKOBUHBI. BBUI IOCTaBiIeH

OKOHYATEe/NbHbIM KJIWHUYECKUH JUAarHo3: «IIpa-

BOCTOPOHHHUH OCTPBHIH T€MHCHUHYCHUT, JIEBOCTO-

POHHUI OCTPHIN TaiiMOPUT, CyOIIepHOCTATbHBIN

abciiecc BepxXHEMeEAWANbHOM CTEHKH IIpaBOU

OpOUTH, WCKPUBJIEHHE IIEPErOpOJKU HOCa».

B TedyeHHe IOCIEAYIOUUX TPeX JHEH COCTOsIHUe

pebeHKa IIOCTEeNeHHO YIy4Ilanoch. YMEHBIIMICA

OTeK U I'HMIlepeMUs BeK IIPaBoro Iviasa, ucdessa

60JIe3HEHHOCTD IIPY NaJbIIAlMK CTEHOK IIPaBOH

OpOUTEI, 3HAYUTENTBHO YBEJUYIIACH ITOJBIIK-

HOCTb IIPABOr'O IVIA3HOTO fA0JIOKA, HO IIPU DTOM

COXpaHSICA yMEPEHHBIH K30 TaNbM, a IVIABHOE,

BBIpQ)KEHHBIN XeM03 KOHBbIOHKTUBHI (puc. 3).

BosibHOI 6BLIO Ha3HAUEHO MTOJIKOXKHOE BBEZEHHE

AQHTHKOArYJIAHTOB C KOHTDOJIEM KOaryJIorpam-

MBI U HECKOJBKO CEaHCOB THpyJOTepaluy Ha

IIpaByIO BUCOYHYIO 006sacTb. Ilocie mpoBeAeHus

YeThIpeX CeaHCOB ObLT OTMeYeH 3HAYUTENbHBIHI

TIOJIOXKUTENBHBIM 3QQeKT: KynmupoBaIcad XeMo3

KOHBIOHKTUBBI, BOCCTAaHOBWJIACh IIOJBMKHOCTh

[IpaBOro IVIA3HOTO AO0JOKa B IOJTHOM OOBeMe.

Ha 26-e cyTku peGeHOK ObUT BBITUCAH B Y[OBIET-

BOPUTEJIBHOM COCTOSHUH.

BrIiBOABI:

1. Taxesoe U OCJIOXXHEHHOE TeYeHHe PUHOCHHY-
cuta 6oJiee XapaKTEPHO ZJis ZieTel, UMEIOIINX
pa3IuYHble aHOMaINH BHYTPUHOCOBBIX CTPYK-
Typ (B ZaHHOM ciydae Oy/ule3HOM3MeHeHHas
CpeAHAA HOCOBas PaKOBHHA, JIATEPOIO3UIIUA
CpeAHell HOCOBOW PAaKOBUHBI, THUIIEPTPOUS
pemeryaToi Oy/UIBI U KPIOYKOBHZHOIO OT-

. BripaxeHHOe

Puc. 3. BvipasiceHHblil
XeMO3 KOHBIOHKMUBbL

pocTKa), OJOKUPYIOIINX CpPeJHUH HOCOBOM
X0J, BOPOHKY, TOJYIyHHYIO ILIeab U JOOHBIN
KapMaH.

HWCKPUBJIEHVE IeperopogKu
HOCa, a TaKKe IOJHBIM 6JIOK cpesHero HOCo-
BOT0 X07la ¥ IOOHOT'O KapMaHa cIipaBa IIpHBe-
JI1 K HEeoOXOZUMOCTU IIOBTOPHOH OIlepaunuy
Y IpoBeZieHNA Oojlee pasuKaIbHOTO BMeIIa-
TeJIbCTBA.

. [IpOTMBOOTEYHBIN, TPOTUBOBOCIIATHUTEIbHBIN,

AHTHKOATY/ISTHTHBIM 1 TPOMOOIUTUIECKHI -
deKThl rUpyzoTepanuyu 3HAYUTENHHO YMEHbD-
IIWIA XeMO3 KOHBIOHKTHBBL Y GOJIBHOTO.
C nenbro mpoUIaKTUKKU Pa3BUTHA ¥ OOJIBHOM
TPOMGO30B OpOUTANIBHEIX BEH U BEHO3HBIX
MO3TOBBIX CHHYCOB HCIIOJB3YKOT ITOAKOXXHOE
BBeZIeHHe aHTUKOAry/IAHTOB. H
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JIiuTeibHOE NMpeObIBAHUE
MHOPOJHBIX TeJI B rOPTaHU

HOPOZJHEIE TeJla AbIXaTEeNbHBIX ITy-
Tell ABNAIOTCA KpaliHe OIlacHOM
TIaTOJIOTHEN M COCTABJIAIOT 3HAYH-
TeJIbHYIO YacTh Cpe/Jiyl SKCTPEHHBIX BMeIIaTeIbCTB
B OTOPWHOJIADUHTOJIOTMYECKON mpakTuke. Jle-
TaJIbHOCTD, BEI3BAHHAA MHOPOZHBIM TEJIOM JbIXa-
TEJIbHBIX IyTeH, OCTAeTCs JOCTATOYHO BBICOKOM.
B yactHocTy, B CIIIA 110 3TOM IpUYNHE €KeroJHO
OTMevaeTcs OKOJIO 6 ciryyaeB rubenu peGeHKa Ha
100 000 getckoro Hacenenus; Ao 40% ciydaeB
BHE3aITHON CMEePTHU V IeTel IEPBOTo rofia XKU3HU
BBI3BaHBI acnupaliieii ”HopogHoro Tena [1].
U3BecTHO, 4TO A0 90% cpezu Bcex GONMbHBIX, aCIIH-
PUPOBaBIINX UHOPOAHOE TeJIO, COCTABJIAIOT Ially-
€HTHI ZIETCKOT'O BO3pPacTa, IIPENMYIIEeCTBEHHO —
JI0 Tpex—IIATHU JeT [2]. Aciupaiii UHOPOAHBIX
TeJI IEThbMU CIIOCOOGCTBYIOT BHICOKOE PAaCIIOJIOXKe-
HHe TOpTaHM, HEeNOJHOLIEHHOCTb >KeBaTeJIbHOTO
ammapara, HeZIopa3BUTHE 3alUTHBIX MEXaHNU3MOB
TOPTaHOIVIOTKY, 0COOEHHO BBIPAKEHHOE y HEZO-
HOIIIEHHBIX fleTeil. Heo6X0AUMO YUUTHIBATh, YTO
pe6GeHOK MOXKET acIIpHUPOBaTh MHOPOJHOE TEJIO
B JII060M BO3pacTe, B TOM YHCJIe [ake Ha IEPBOM
Mecslle »KM3HHU: Mo JaHHBIM B.P. UmcTakoBoii ¢
coaBT. (2000), manMeHTHl MEPBOTO I'OZAA >KU3HU
cocTaByAoT 12,6% oT Bcex JeTell ¢ MHOPOAHBIM
TEJIOM JBIXaTebHBIX IyTel [3].
JlmarHoCcTUKa MOXET OBITh 3aTpyZHEHa B CBS3U
C BO3MOXXHOCTBIO aCIUPAIN WHOPOAHBIX TeJ
B OTCYTCTBHE B3POCJBIX, CTEPTOCTBIO KJIMHUYE-
CKOM KapTHHBI, TPYAHOCTAMU OCMOTpA JbIXa-
TeJbHBbIX ITyTel, 0COOEHHO y ZieTell MJIaJIIero
Bo3pacTa. HemanoBakHbIM HaKTOPOM SIBJIAETCS
TaxkKe HeZOCTAaTOYHAasA HaCTOPOXXEHHOCTh Bpada
B OTHOIIEHUY MHOPOJHBIX TeJl ABIXaTeIbHBIX ITy-
Tell Ipu c60pe aHAMHe3a y POAUTeNEN TalleHTa
TIePBBIX MECSAIIEB U JIET KU3HHU, 0OpaTUBLUINXCA K
Bpauy IO IOBOZAY ABIXaTeNbHOU 06cTpykumu. [le-
dekThl yxoza 3a pe6EHKOM CO CTOPOHBI B3POCIIBIX
MOTYT IPUBOJUTH K OTCYTCTBHUIO aHaMHeCTHU4e-
CKUX JAaHHBIX O BO3MOXXHOM 3130/ aCIIUPAIUH.
B aTOoM ciiydae oOHapyKeHUe MHOPOJHOTO Tesla
3a4aCTyI0 ObIBAET «CIIy4aiiHOM HAaXOAKOM».

B 6O/IBUIMHCTBE CIyYaeB B ABIXaTENbHBIX MYTAX
WHOpPOJHbIE Teja paclojaraloTcsi B OpoHXax;
3HAYUTEIBHO peXe OHU OCTAIoTCA B Tpaxee W
MeHee 5% — JIOKanIU3ylOTCA B ropraHu [4, 5].
KiMHVKa MHOPOJHOTO Tejla TOPTaHU B IOAABIIA-
o1eM OOJNBIIMHCTBE CIy4aeB XapaKTePHU3yeTCs
BHE3AITHO Pa3BUBAOLIUMCS IPHUCTYTIOM YAYIIbS;
3aTeM IIPU HEKOTOPHIX IOJIOKEHUAX NHOPOSHOTO
Tejla MOXKeT Ha4yaTbCs CKPBITHIM Iepuo/, 3aboite-
BaHMs. Hanmune Takoro mepuoza mpezicTaBisieT
coboii ckopee UCKIIIoUeHHe, YeM ITpaBuio [5].
OmnucaHve WHOPOJHBIX TeJI, JAJUTENIbHO IIpe-
OBIBAIOLINX B TOPTAaHU U BEpPXHEM OTZejie Tpa-
Xeu y JeTeil, ocoOOeHHO IEPBOTO roja KU3HH,
HOCAT B OCHOBHOM Ka3yHCTHYECKUI XapaKTep
[6, 7, 8,9]. B cBA3M C 3TUM CYHUTaeM BO3MOXKHBIM
COOOIIUTH O 4 TaKUX HAOJIIOLEHUAX, KOTOPhIE U3-
3a OTCYTCTBUA JAaHHBIX O BO3MOXXHOH acIuparumu
WHOPOJHOTO TeJjla ¥ KJIMHUYECKOW CUMIITOMAaTH-
Ke, CUMYJIHUpYIOIIel pelyuANBUPYIOUUN PECIIH-
PaTOPHBIA TAaNMWIUIOMATO3 WJIM OCTPHIA CTEHO-
3UPYIOLINH JIApUHTOTPaXe0OPOHXUT, IPUBEIU K
OTCPOYEHHOMY YCTAHOBJIEHUIO IUATrHO3A.

HABJIFOZAEHUE 1.

BonbHas JI., 1 roa 1 mec., IIOCTyIIMIA B KIUHUKY
¢ JKayobaMu poAuTeNed Ha 3aTpyAHEHUE JbIxa-
HUA, OXPUIUIOCTb.

W3 anamuesa: 3a6osena ocTpo 18 aHeil Hasaf,
KOr/ia 1ocjie JHEBHOTO CHA MOABUIOCH 3aTPYA-
HeHUe JAbIXaHWsdA, Kallejb, IoAbeM TeMIlepaTy-
pul Tena go 37,5 °C. Belna rocnuraau3upoBaHa
B CIenuaanu3upoBaHHOe OGOKCUPOBAaHHOE OT-
JeJieHre 10 MECTY >KUTeJbCTBA C JUArHO30M:
OCTPBIH CTEHO3UPYIOUUH TapUHTOTPaxeoOpoH-
XWUT, CTeHOo3 ropraHu 1—2 crenenu, OPBU.
[Monyyana OOIIENPUHATOE KOHCEPBATHUBHOE
JledeHUe; OCMOTpP TOpTaHU He IIPOU3BOAWIU.
BrimucaHna Ha 9-e CyTKM Mocje Havasna 3abosie-
BaHUA C HE3HAUUTENbHBIM YIy4llleHMEeM; coXpa-
HSUTUCH SIBJIEHUSA CTE€HO3a F'OPTAaHU, PeAKUU Cy-
XOH Kallesb. YXyZAllleHUe COCTOSIHUA OTMeYeHO
poAuTensaMU BedepoM HaKaHyHe TrOCIIMTaIn3a-
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LMY B HAllly KJIMHUKY, KOTZ|a OABIIIKA U Kalllelh
YCUJINITUCE.

[Ipy HOCTYIUIEHHUU COCTOSIHUE TsDKesloe. Bsimas.
KoxxHbIe TOKPOBHI Os1€IHBIE, C CEPOBATHIM OTTEH-
KOM. /IpIXaHUe IIYMHOE, 3ByYHOE, C BTSDKEHHEM
BCEX YCTYIUYMBBIX MECT I'DYyZJHOH KJIETKH. YMe-
pEHHasA OXPUIUIOCTb. AYCKY/JIbTaTUBHO JbIXaHHE
TIPOBOZUTCSA BO BCE OTZEJEL JIETKUX, IPOBOAHbIE
XpuIbel. YacToTa AbIXaTeNbHBIX JBIKEHUH 44 B
MuH. TOHBI cepilia IPUIVIYIIEHbI, PUTMUYHEIE,
nyiabe 120 B MUH.

ITo 5KCTPEeHHBIM IIOKa3aHUAM I0Z HTOPOTAHO-
BBIM Ha3odapHHreaIbHBIM HapKO30M IIPOU3Be-
JeHa IIpAMas MUKpOoJapuHIrockonusa. Hapy:xHoe
KOJIBIIO TOPTaHU, BeCTUOY/ISIDHBIE U T'OJIOCOBHIE
CKJIaZIKU He u3MeHeHbl. Cpa3y 107 r'oJI0COBBIMU
CKJIaIKaMHU B 3aIHUX OTZe1ax 06Hapy:KeHO 6O0JIb-
110e KOJIMYECTBO IPaHYIALNH, TepexoJAINX Ha
6GOKOBBIE CTEHKH ITOJT0JIOCOBOTO IIPOCTPAHCTBA,
CY’KUBAIOIIMX IIDOCBET JBIXaTeNbHBIX IyTeH
6onee yeMm Ha 3/4. [Ipu yAaseHUU IpaHyIALUAN
MHUKPOWHCTPYMEHTaMH OOHapyXeHO U yAaJIeHO
WHOPOZHOE TeJO0 — YacThb CEMEHH IOJCOTHYyXa.
TpaxeoOPOHXOCKONMA — B IPOCBETE Tpaxeu U
6GPOHXOB I'HOMHOE OT/Ze/IIEMOE B YMEPEHHOM KO-
JINYECTBE, JPYTUX MATOJOTUYECKUX M3MEHEeHUH
He 00HaPYXEHO. YYUTHIBasA BEIPAyKEHHbIE BOCIIA-
JINTebHBIE U3MEHEHU B II0AT0JI0OCOBOM OTZelle,
UHTyOUpOBaHa TPyOKoil Portex BHYyTpEHHUM
guametrpoM 4,5 MM. HasHaueHa aHTHOaKTepH-
ajpHasg W IPOTUBOBOCIAJIUTENbHAA Tepamnus.
Ha 5-e cyTku nocie yzaneHusa UHOPOZHOTO Tesla
nog, GTOPOTAaHOBHIM HapKO30M IIpOH3BeZeHa
KOHTPOJIbHAA MUKDOJIADMHIOCKONIMA — B 3a-
JHUX OTZe/ax IIOAT0JIOCOBOTO IIPOCTPAHCTBa
GUOPUHO3HBIN HaleT, TPaHyaAnuN He oOHapy-
JKeHO. DKCTybupoBaHa.

Brimncana Ha 12-e cyTku nocsie yAaleHUA
WHOPOZHOTO Teja B YAOBJIETBOPUTEIHHOM CO-
CTOAHHUM CO CBOOOAHBIM AbIxaHUeM. IIpyu KOH-
TPOJBHBIX (UOPONAPUHTOCKONUAX 4epe3 1 u
8 mec. — xaynob HeT, ApIXxaHUe cBOOOAHOE, IOA-
BIDKHOCTD T'OJIOCOBBIX CKJIaZIOK COXpaHEHa, Ipo-
CBEeT JibIXaTeNbHBIX ITyTel IMUPOKU.

HABJITOAEHME 2.

BosbHOM B., 2 meT 7 Mec., IOCTYIIWI B KJINHUKY
¢ )xasob6aMu poAuTesel Ha BBIpAXXKEHHYIO OXPU-
IUIOCTh, 3aTPYAHEHME AbIXaHUA IIPU HAr'Py3Ke.

W3 anamHesa: II0CjIe lepeHeCeHHOU OKOJIo 2 Mec.
Haszaz OPBV Bo3HUKJIA pe3KO IIpOrpeccupyromas
OXPHUIUIOCTh, 3aTPyAHEHUE AbIXaHUA NMpU GU3U-
4yecKoll Harpyske. BpauaMu 1o MecTy »KUTeNlb-
CTBa 3aloZo3peH NalWuIOMaTo3 IOpTaHM, Ha-
TIpaBJieH B Hally KIWHUKY. [Io MecTy >KUTeIbCTBa
OCMOTP TOPTaHHU He IPOU3BOVIIHU.

ITpu NOCTYIIEHNHU COCTOSTHUE CpefHeH TKeCTH.
AkTuBeH. KO)XHBIE TTIOKPOBBI OOBIYHON OKPaCKHU.
JlpIxaHue B IIOKOe CBOOOJHOE, IIpU Harpyske —
LUIYMHOE, C BTSDKEHHEM B OOJIACTH 3IUTaCTPU.
BeIpakeHHaA OXPHUIUIOCTb BIUIOTH 0 adOHUU.
CepZiedyHoO-7IeToO4YHasA JeATeJbHOCTh He Hapy-
1IeHa.

ITpu $u6POTAPHUHIOCKONINY 1107, MECTHOM aHe-
cTe3uell B IIPOCBETE T'OJIOCOBOU INeau oOHapy-
’KeHO ob6pa3oBaHue 6esoro 1BeTa, B 06J1aCTH Iie-
peAHel KOMMCCYPH U B 3aJJHUX OTZAeIaxX IpaBoi
TOJIOCOBOM CKJIAJKU — I'PAHY/IALNN APKO Kpac-
HOrO IIBeTa, IPOCBET AbIXaTeIbHBIX ITyTel Cy:keH
Ha l/2.

ITo 3KCTpPeHHBIM MOKa3aHWAM IoJ GpTOpoTaHO-
BBIM HazodapHHTeaJbHbIM HapKO30M IIPOU3-
BefleHa IpAMasd MUKpoJapuHrockonusa. Mu-
KPOMHCTPYMEHTaMHM yjaleHo obpa3oBaHHe
(oxasaBlIeecs «KOJIOCKOM» OBCa), PacIIONOKeH-
HOe TapaUleJIbHO MMPaBOU I'OJIOCOBOM CKIaZIKe U
CBOMMU KOHI]aMU «QUKCUPOBAHHOE» B TPaHYIIA-
nuax. 'pa”yssanuy yaaneHsl. Tpaxeo6pOHXOCKO-
KA — MaTOJIOTUM He BbIABIeHo. HasHadyeHa aH-
THbGaKTepUaabHasA, MPOTUBOBOCIAIUTENbHAA U
UHTQIALIMOHHAA Tepanus.

BrimmucaH Ha 10-e cyTku mocie yAaaeHUsa WHO-
POAHOrO Tejia Co CBOOOAHBIM AbIXaHHUEM, JIETKOH
OXPUIUIOCTBIO. IIpH KOHTPOJIBHOM OCMOTpe de-
pe3 2 Mec. JpIXxaHue CBOOOZHOE, FOI0C BOCCTAHO-
BwiICA, Tipu GUOPOIaPUHTOCKOIIUY MTATOJIOTHH B
ropTaHu He 0OGHApPYKEHO.

HABJIFOJAEHUE 3.

BoswHOII X., 8 Mec., IIOCTYIIWI B KJIMHUKY I10 CaH-
aBMallMM Ha NHTYOAI[MOHHON TpyOKe.

U3 anamuesa: 3a6osen octpo 1 mec. 5 gHel Ha-
3aZ, — Kalllelb, IOABEM TeMIlepaTyphl Teja
no ¢ebpwibHbx 1udp. Ha cieayromuii aeHb
oCTpo BO3HUKJIA aboHUs, 3aTpyJHEHHE JbIXa-
HyA. [OCIUTaIN3UPOBAH B CTAIlIOHAD 110 MECTY
SKATENbCTBA C JAMArHO30M «OCTPHIH CTEHO3UPY-
IOUIUI JITaDUHTOTPaxeOOPOHXUT», MOMydal KOH-




TpyaHblil AarHo3 B ieAUaTpuu

cepBaTUBHOE JiedeHUe. B CBA3U ¢ OTCyTCTBHEM
addexTa OoT NMpoBOAUMOH Tepanmuu 3a 5 AHEH
[I0 TOCIIUTANIN3AalMU B Hally KJIMHUKY IIOZ Hap-
KO30M IIpOM3BeZeHa MpAMasd JIApUHIOCKOIINS,
BBIIBJIEHO OOpa3oBaHUEe B OPTaHU, peOEHOK C
TPYZOM MHTYOHPOBaH.

IIpu NOCTYIUIEHUH COCTOSIHME KpaliHe TsDKesloe,
ucrouieH GU3NYECKU U HEBPOJIOTUYECKH. JIpIxa-
HUe Yepe3 MHTYOaIlMOHHY0 TPyOKy Portex BHy-
TpeHHUM AuaMmeTpoM 4,0 mMm. Ha 3agHeil creHke
IJIOTKY PaHyJ/IALNA, TpaBMa CIU3UCTON 0607104-
ku. l'opraHb Heob6o3prMa.

ITo CpOYHBIM MOKa3aHUAM M0J (GTOPOTAHOBHIM
HAapKO30M IIpOBeZieHa IpAMas MHUKPOJIapUHIO-
cxomnus. DKcTybupoBaH. Ha 3aziHei cTeHKe IIoT-
KU — BOCHAJINTEIbHBIE ABJIECHUA U IPAHY/IAMA.
HagropraHHUK U 4epIiaJlOHarOpTaHHbIe CKIIaJ-
KU He n3MeHeHBl. OCTaJbHbIe 3JIEMEHTHI TopTa-
HU uddy3HO THUIIEpEeMUPOBAaHBI, BOCIIAJIEHHI.
B obsacTu npaBoii BeCTUOY/ISIPHOM CKJIaZKU 06-
pa3oBaHMe Ceporo IBeTa, YaCTUYHO IIPUKPBITOE
rpaHyIANUAMY U GUOPUHO3HBIM HaJIETOM, KOCT-
HOM IUIOTHOCTH, IPAaKTUYeCKH IIOJHOCTHIO 3a-
KpbIBarollee mpocseT ropranu. O6pazoBaHue 3a-
XBa4yeHO FOPTaHHBIMU IIUIIIAMHY U C HEGOIbIINM
ycunreM yzaneHo. KpoBoTeueHue ymepeHHOe.
YaaneHHBIM 06pa3oBaHUEM OKa3aJiCs IUIOCKUH
dparMeHT MACHOM KOCTH pa3MepaMH OKOJIO
2 x 0,5 x 0,1 cM, BHeZIpeHHBI! B BEPTHKAJIbHOM
HalnpapJeHU! B TOJIY IIPaBOM BeCTUOYIAPHOHU
ckiagku. ToJbpKO IociIe yAaleHus WHOPOZHOTO
TeJIa POJUTENN BCIIOMHIIH, YTO AaBalu PeOeHKY
rococaThb KyCOK BapeHoro Msca.

B nocreonepanoHHOM nepuozge peGeHOK HH-
TyOHpOBaH B TeUEHUE 5 CYTOK B CBA3M C KpailHe
TSKEJIBIM THOHHBIM TPaXxeo6pOHXUTOM, 00bIeco-
MaTUYeCKUM HCTOIIeHHeM, IIOCTTUIIOKCHIeCcKOH
sHIledanonaTHuel, ABICHUAMH CEpAEeYHO-COCY-
JAUCTON U JbIXaTeJbHOM HEeJZOCTaTOYHOCTH: Ta-
xuKapzausa o 160 B MUH, TaXUIHO3 A0 60 B MUH.
Ha3HaueHa aHTHOaKTepualbHas, MPOTHUBOBOC-
TajuTeNbHasA, TOPMOHANIbHAsA, AeruApaTalioH-
Has Tepanus, KOpMJIeHHe depe3 30HZ. Ha doHe
NIPOBOZVMMOrO JIeYEeHUA ABJIEHUA CepAeYHO-JIe-
TOYHOM HeZOCTaTOYHOCTU KYIIMPOBAHBHI.

Ha KoHTponpHOU (GUOPONIAPUHTOCKONIUY IIPU
BBIIIHUCKE — Hapy>KHOe KOJIBI[0 TOPTaHU U Be-
CTUOY/NApDHBIE CKIAZKU He W3MEHEHHI, IIpaBad
BecTUOY/IsIpHASA U TOJI0COBast CKIAAKU AebopMu-

pOBaHbI, pyOI[OBO M3MEHEHBI, 3a CYET Yero Mpu
¢dboHaLNY rOJIOCOBBIE CKIAAKU HE CMBIKAIOTCA IO
Bcel synHe. ITpoCBeT T'OJI0COBOM ILENU U TOA-
CKJIaIKOBBII OTZEJ IIUPOKUE.

Ha KOHTpOJIbHBINM OCMOTP B Ha3HaU€HHOE BPeMs
MaTh pebeHKa He npuBesia. [1o TenedoHy co06-
1WA, YTO CaMOYyBCTBHE pebGeHKa y/ZOBJIETBO-
putenbHOe. JlbIxaHuE CBOOOJHOE, COXpaHAETCs
OXPHUILIOCTb.

HABJIFOJAEHMHE 4.

BonpHasg C., 12 neT, IOCTYNIIWIA B KJIMHHUKY C XKa-
Jio6aMu Ha 3aTpyJHEHUE AbIXaHUsA, OXPUTLIOCTbD.
W3 aHamHe3a: OXpPUIUIOCTH C 4-X JyieT. Ha ¢done
TIOJTHOTO 3ZI0POBbSI B TeYeHHE MOCIeAHUX 5 He-
JleJIb OXPUIUIOCTb 3HAYUTENbHO YCUIWIACh, I10d-
BWJIOCH IIOCTEIIEHHO IIporpeccupymllee 3aTpy-
HeHUe JbIXaHuA.

IIpy OCTYIUIEHUHN COCTOSTHUE CpeJHEeN TAKECTH,
JIbIXaHue B IIOKOe IITyMHOBAaTOe, IIPU Harpy3ke —
LIYMHOE, C BTSDKEHUEM YCTYITYMBBIX MECT T'PYA-
HOU KJIeTKU. BrlpakeHHas OXPUILIOCTb, BIUIOTH
o adhoHUMU.

®apuHroCKOIUA — KOHIVIOMepaT NalwUIoM Ha
JIeBOU MUHZAJIMHE.

IIpu ¢u6POIAPUHIOCKONINY IIOJ, MECTHOM aHe-
cTe3neil — B IepeJHUX OTAeIaX ropTaHu obHa-
PYKeHO 6ajutoTUpyollee oOpa3oBaHue, Cy)KUBa-
Iolllee MMPOCBET r'OJIOCOBOM Iiesiv Ha 2/3.

ITo CpOYHBIM TOKa3aHUAM I0J, GTOPOTAHOBEIM
HazodapUHreaJIbHBIM HapKO30M IIpOM3BeeHa
npaMas MUKpOJIapUHTOCKonuA. M3-mog mepez-
HeW TPEeTU IPaBOU I'OJIOCOBOM CKJIAJKU UCXOAUT
KpynHOOYTpucTOoe obpa3oBaHUe AUAMETPOM JO
7—8 MM, MOKPBITOE HEM3MEHEHHOW CIU3UCTOU
o6osoukoii. O6pa3oBaHUe yZAJIeHO MUKPOWH-
CTPyMEHTaMH €eAWHBIM KOHIVIOMEPATOM, B €ro
Tosle OGHApyKeHa «IleIyXa» CeMEHU ITOJCON-

Hyxa (TuUcTo/JOrvs — IHUOTeHHas TpaHylIeMa).
Tpaxeo6POHXOCKOINA — IATOJOTUU HE BBIAB-
JIEHO.

B nocieonepalliOHHOM IleproZe Ha3HaueHbl aH-
TUOMOTUKY, WUHTAIALAN ruApokopTtusoHa. Ila-
MIWUIOMBI ITIOTKHM yZajJeHBl Ha 5-e CyTKU IIocye
yZajeHNs NTHOPOJHOTO TeJjla; IUarHo3 «IaIllujLIIo-
MaTO3 IMIOTKU» MTOATBEPKAEH I'MCTOIOTUIeCKH.

BrimucaHa Ha 10-e cyTKU 1ocjie yfajeHue UHO-
poAHOro Tesna, mpu GUOPOTAPUHIOCKOINH CO-
XpaHAETCA HE3HAUYUTE/IbHAA r'IIE€peMUA HpaBOﬁ
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T'OJIOCOBOM CKJIAZKU, MPOCBET AbIXaTeIbHBIX ITy-
Telt mupokuii. Ha rpanulie iepesHel u cpegHeit
TPETH I'OJIOCOBBIX CKJIAZOK — HeOoIbIINe IIeBye-
CKHe€ Y3eJIKH, C HUINIHEM KOTODBIX, IT0-BUUMO-
My, 1 OBUIA CBSI3aHA OXPHUIUIOCTH, OTMedaeMas y
6OJIBHOH € 4-X JIETHETO BO3pacTa.

[Tpu KOHTPOIBHOH GUOPOIAPHUHTOCKOIINY Yepe3
3 MecAra — Hapy)XHOE KOJIbL[O TOPTaHU, BECTHU-
Oy/IApHBIE, TOJIOCOBBIE CKIAJKH, TOACKIAAKOBBII
OTZeJl — He U3MEHEHBI, IPOCBET JbIXaTeNbHBIX
myTed mupokuii. Ha rpanuie nepegHeii u cpea-
Hel TPeTH I'OJIOCOBBIX CKJIAZIOK — Y3€JIKH, TOJIO-
COBBI€ CKJIAQZKHM HE€ CMBIKAIOTCA B 3aJHHUX OTAE-
sax. PekoMeHz0BaHO QOHOIIEANYECKOE JIeUeHUE.

3akIo4yeHue

[IpuBefeHHblE HAGMIOAEHUA CBUJETENbCTBYIOT
O BO3MOXXHBIX TPYAHOCTAX AWUArHOCTUKU WHO-
POAHBIX TeJ TOPTaHW, OCOOEHHO IIPHU OTCYT-

CTBHMHU aHaMHECTHYEeCKUX JAaHHBbIX O BO3MOYKHOM
acriupanuu. Masblii Bo3pacT JeTeil, acnupanusa
uHopogHOro Tesna Ha ¢poHe OPBU B mepBoM u
TpeTbeM HaGIIO[EHUAX IPUBEIU K OLUTMOOYHO-
My AWAarHo3y OCTPOI'O CTEHO3UPYIOIIEro JIapHH-
rorpaxeobponxura. OAHAKO OTCyTCTBUE 3-
¢dekTa OT KOHCEpBAaTHUBHOM Tepanuu TpeboBamo
OT Bpauel CTalliOHApOB II0 MECTY >KUTEeJIbCTBA
pOBEAEHUA BSHAOCKONMU ropraHu. KinHunue-
CKas CUMIITOMaTHKa UHOPOAHBIX TeJl BO BTOPOM
U 0COGEHHO B YeTBEPTOM HaOIIOAEHUSIX, CUMY-
JIMpoOBajla CUMIITOMBI ITallWJZIOMaTo3a TOPTaHU.
DH/IOCKOTIMS TOPTAaHU ITO3BOJIWIA BEPUUITMPO-
BaTh AUArHO3 MHOPOAHOTO TeJIa.

[lo HameMy MHEHMIO, IPOrPECCUPYIOIAA OXPU-
IUIOCTb U/WIH JJIUTEIBHO COXPaHAIOLINeC ABJIe-
HUA O6CprKLII/II/I AbIXaHUA ABJJIAKOTCA ITIOKa3aHH-
€M K 9KCTPEHHOMY OCMOTpY I'OpPTaH! y aljieHTa
sob6oro Bospacta. l
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IloackiaaakoBasg reMaHruoMa
KaK NPpUYMHA CTEHO3a rOPTaHU
y JeTeu I'PyIHOro Bo3pacra

6pa3oBaHUA U3 KPOBEHOCHBIX

COCYyZIOB — CcaMble PacIpocTpa-

HeHHble HOBOOOpPa30BaHUsA y Je-
Tel mepruozsa HOBOPOXKAEHHOCTH U IIePBOTO r'ofia
JKU3HU. VIX 9acToTa cpesu eTeli 3Toro Bo3pacra
cocrasisgeT g0 10%, npuyem go 70% — zAeBOuY-
KU. B 60JbIIMHCTBEe HAOIIOAEHNUM OHU JIOKaIU-
3yIOTCS B 06JIaCTH TOJIOBHI U LIEU, MOTYT GBICTPO
YBEJIMYMBATHCA B pa3Mepax, IPUBOAS HE TOIbKO
K Pa3BUTHIO OOIIMPHBIX KOCMETHYECKUX Jedek-
TOB, HO U BBI3bIBasg QYHKIIMOHATbHbIE HapyIle-
HUA ABIXaHUs, VIOTAHUsA, 3peHud u ciryxa [1—3].
TpaguiMoHHO 3TH 06pa3oBaHUA OOBENUHIIOT
TEPMUHOM «T'€MaHTHOMa», OZHAKO, B CBS3U C
pasHooGpa3ueM IpOSABIEHUH, KJIMHUYECKAas
MpaKTUKa IOKAa3bIBaeT, YTO 3TOT TEPMUH WHC-
TIOJIB3YEeTCS AJIA XapaKTEPUCTUKU PA3IHMYHBIX IO
6uosorndeckuM popMaM mopaskeHuil. B ¢BA3YU ¢
STUM I'pYIIION UccaenoBaTteneil [4] npesioxkeHa
HOBas KJIaccuduKalisa, COmIaCHO KOTOPOU pas-
ar4apT 3 TMna o6pa3oBaHUN M3 KPOBEHOCHBIX
COCYZIOB: COCYZMCTBIE TUIIEPIUIa3UuU (OIIyXOJIeno-
ZfoOHBIE cocyaucTble 00pa3oBaHUs, BO3HUKAIO-
e B pe3yJbTaTe PeaKTUBHOM mposudepaiuu
SH/IOTENNsA, BEI3BAHHOM BHYTPUYTPOOHOI TKaHe-
BOU TMIIOKCHEN WM UHBIMHM 3MOPHOHAIBHBIMU
HapylIEHUsAMU); COCYAUCTbIe MaabGopMaluu
(BpOXZIeHHBIE HapyLIEHWS CTPOEHUA COCYAU-
CTOM CeTH) M UCTUHHBIE COCYAUCTBHIE OITyXOJIH.
Togapsrolee GOJBITMHCTBO TaK Ha3bIBAEMBIX
WHOGAHTWIBHBIX TeMaHTHoM, T.e. 00pa30BaHUM,
0o6GHapy)XMBaeMbIX y JeTell MepBOro roja Ku3-
HY, TpPEACTaBI€HO COCYAUCTHIMHU THIIEepILIa3U-
aMu. OHU OOBIYHO TIPOSBIAIOTCA K BO3PacTy
1—3 Mec., XapaKTepU3yIOTcs ObICTPHIM POCTOM
B TeUYEHHE IEePBBIX MeCAIEB CBOETO CyIIeCTBO-
BaHUA C NocjeAyionell MeJJIeHHOU CIIOHTaHHOM
WHBoOJOIMEH. VI UMEHHO K COCYAMCTBIM THUIIEep-
IJIa3UsAM OTHOCATCS Haubosiee 4acTo BCTpevaro-
1uiMecs y IeTei mepBoro rojia JKU3Hu ob6pa3oBa-

HUS U3 KPOBEHOCHBIX COCYZOB, TOKATU3YIOIINECs
B rOpTaHU. B CBS3U ¢ UX «M3JI06IEHHOM» JIOKa-
nu3auyiedl B HIDKHEM OT/iejle TOPTaHU OHU TIOJIYy-
YUJIU Ha3BaHUeE «IIOZACKIaIKOBasA reMaHTuoOMa».
Kak u pu coCyZAVCTBIX TUIIEePIUIA3UAX, IOKAIU3Y-
FOLIMXCS Ha KOXKHBIX TOKPOBaX, IMOACKIAAKOBAs
reMaHTHOMa B/IBOe Yallle BO3HUKAET y ZieBo4ek. Ee
TEPBBIM Y OCHOBHBIM CHMITTOMOM SIBJISIETCS CTe-
HO3 rOpTaHy, 0OBIYHO BIIEPBBIE BO3HUKAIOLIMI Ha
2—3 mecsAnax )Xu3HU. [[pUGIM3UTENBHO Y TIOTOBU-
HBI JIeTel UMEIOTCS TaKXKe COCYAVCTHIE THUTIEPILIA-
31U, JIOKAJM3YIOIINECs Ha KOXe, Jallle B 00IacTu
TOJIOBBI U 1IeU (M3JTI06IeHHAas JIOKaIN3aLus — 06-
J1acTh «60poAb»). OBBIYHO 0 MTPOBEAEHUS SH/O-
CKOIIMYECKOT'0 OCMOTpa TOPTaHU 3TH CUMIITOMBI
OIIMOOYHO MPUHUMAIOT 33 TPOSIBIEHUs JIOYKHOTO
Kpyma. JIeTAM NpoBOAAT TPaAULIOHHOE JIeYeHHE:
OKCUT€HALIMOHHYIO ¥ MHTAIAIMOHHYIO TepaIuio,
aHTUTMICTAMUHHBIE IIperapaThl, KOPTUKOCTEPOU-
[IbI CUCTEMHO M B MHTAJISAIUAX U T.A. [IpU cTeHOo3e
TOpPTaHU, YIPOXKAIOIIEM JKU3HU, TPOU3BOAAT UH-
Tybaruio Tpaxeu. Ha ¢omHe mopobHO#N Tepamuu
cocTosiHUEe pebeHKa HECKOJIBKO YIydIlaeTcs, Of-
HaKo y GOBUIMHCTBA GOTBHBIX TPU3HAKU CTEHO3a
TOPTaHU COXPAHAIOTCA WIM PELUAVBUPYIOT Yepe3
HECKOJIBKO JHEHN TI0C/Ie OTMEHBI JIEYeHUs], B CBA3U
¢ 4eM OOBIYHO ZIETAM HAKJIabIBAIOT TPAXEOCTOMY.
JluarHo3 ycTaHaBIMBAIOT SHOCKOITUYECKA — BO
BpeMs GUOPOIAPUHTOCKOIIMY WIH IIPU IIPOBe-
JE€HUU TIPIMOM JIAPUHTOCKOIIUU TI0Z HAaPKO30M.
TNoackmaAKoBast FeMaHTHOMa BHIIVIAAUT KaK MT-
KOTKaHHOe 06pa3oBaHue C POBHBIMU KOHTYpPaMu
Ha LUIMPOKOM OCHOBAHUU CpPa3y IO/, FOJIOCOBBI-
MU CKJIaZIKamu, 6ojiee Wi MeHee 3HAYUTEThHO
BBICTYIIAIOIlee B IIPOCBET ABIXaTeNbHBIX IIyTEH,
HAaCHIIIEHHO KPacHOTro LBeTa, WHOrja — C I[ra-
HOTHUYHBIM OTTEHKOM.

i edeHus1 AeTel ¢ MOACKIAaZKOBOM reMaHTH-
OMOH B HacTosillee BpeMsA B OCHOBHOM HCIIOJIb-
3YIOT CUCTEMHBIE KOPTUKOCTEPOU/BI B OOBIIUX
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(5—7 Mr/Kr/cyT) A03aX; XUPyPrudeCcKue Ja3ephl
M30JIMPOBAHHO WIU B COYETAaHUU C KOPTUKOCTE-
pornzaMu; XUPypruieckKre onepanyu Hapy>XHbIM
ZOCTYTIOM U Ap. Bce 3TH METOAMKY UMEIOT Te WK
WHBbIE HEAOCTAaTKU, U B 3BHAYUTECJIBbHOM IIPDOLIEHTE
HabiozeHnH TpebyIoT TPaXeOTOMUH.

B 2008 r. 6BUIO OIMyOJIMKOBAHO IIEPBOE CO-
obmenne 06 3$GEKTUBHOCTH Tepamyy TaK Ha-
3bIBA€MBbIX I/IHcl)aHTI/IJII)HI)IX TeéMaHI'iOM KOX>XHBIX
IIOKPOBOB y 11 ZeTeil mpy MOMOIIY HECETEKTUB-
Horo [-6;10kaTopa IpoIrpaHosioaa, 061aLaoIero
aHTHAHTUHAIbHEIM, THUIOTEH3UBHBIM U aHTHA-
putMmuyeckuM 3ddextom [5]. DddexT mpompa-
HOJIOJIA aBTOPbI BBUIBIIM CIy4ailHO — IIE€PBBIM
[BYM IIallM€HTaM TPYZHOTO BO3pacTa C OBICTPO
pacTymMy MHOGAHTWIBHBIME T[€MaHTHOMaMU
KPUTHUYECKON JIOKA/IM3alWM, He MOAAAIOIINMU-
C CUCTEMHOM KOPTHUKOCTEPOMJHOI Tepamuy,
mpemnapar ObUT Ha3HAYEH B CBSI3H C KapAHAIbHBI-
MU HapylIeHUsIMH, BBI3BAHHBIMU JJIUTETbHBIM
[IpUMEHEHNEM KOPTUKOCTEPOUZOB. B HacTosee
BpeMsl OIyGIMKOBaHBI PabOTHI, ITOCBSIEHHBIE
Tepanuyl IMPOIPAHOIOIOM COCYAUCTHIX 06pa3o-
BaHUH Pa3IMYHO JOKaIU3alyy, B TOM YUCIe —
TIOZICKJIaIKOBOM [6, 7]. [JleiicTBUe mpenapaTa Ipu
COCYZMCTBIX THUIlepIUIa3uAx usydaercsa. ddbdext
TIPOIIPAHOJIONA MOXKeT OBITh OOYCJIOBJIEH arloll-
TO30M KaNWUIAPHBIX 3HIOTENTHNANbHEIX KJIETOK,
TPUBOAALIMM K WHBOJIOLMM HOBOOOGpa30BaHUS,
GBICTPEIM Cy>XEHHEM COCYZOB, CHIDKEHHEM OSKC-
[IPECCHY T€HOB, OTBETCTBEHHEIX 3a dasy ee pocra.
Henb3st NCKTIOUNTD TaKKe HAIMYUE U KaKUX-TTH60
APYTUX MEXaHW3MOB, IIPUBOAAIINX K NHBOJIIOLITUN
VMEHHO COCYAUCTBIX THIEpIUIa3uii, T.K. B Tepa-
TIUU IPYTHX IPYIII 06pa30BaHui U3 KPOBEHOCHBIX
COCyZIOB IIPONIPaHOON ManodbdeKTHBeH. Yuu-
TBIBas OTHOCHTEIBHYIO PEKOCTb JIOKATU3ALUN
COCYZMCTO! TUIIEpIUIA3U B TOPTaHU U UHTEpeC
1eJUaTpoB K HOBOMY METOZY Tepaluu, IPUBOAUM
COOCTBEHHOE KIMHUIECKOe HabmoeH1e.

KJIMHUYECKUI IIPUMEP

BonsHas /[I. TrocIUTaIM3upoBaHa B UHOEK-
LIMOHHO-OOKCUPOBAaHHOE OTAEJIeHHe HapaAoM
CKOpOM mmomoIny B Bo3dpacre 1 mecan 19 gHelt ¢
JUAarHO30M «OCTDBIM CTEHO3UPYIOUIUH JIapUH-
rOTpaxeuT, CTeHO3 ropranu I—II crenenu».

V3 aHamHe3a: pebeHOK oT 1-ii 6epeMeHHOCTH,
MPOTEKAaBIIEH C TOKCUKO30M (TOIIHOTA, PBOTA)

B | TpuMecTpe, 1-X CPOYHBIX (U3NOIOTUIECKUX
ponos. Poaunacek feBouyka BecoM 3830 r, AnnHa
52 cMm, no Anrap 8—9 6ajUIoB, paHHHH Nepu-
on — 6e3 ocobeHHOcTel. C poXXAeHUA — IPYA-
HOe BCKapMJIMBaHUe. BhIlycaHa U3 poazoMa Ha
5-e cyTku. C pOXJeHHUsA OTMe4YeHBl MHOaHTUIb-
Hble TeMaHT'MOMBI Ha KOXKe BepxXHell TyObl, Ipa-
BOY IIeKW, JIeBOM KUCTH, MOACHHIE, KOTOpBIe
MeZJIEHHO pacTyT. B Bo3pacTe 1 mecALa NOABWI-
csl MHCIHPATOPHBIN CTPUJOp, KOTOPBIM IIOCTe-
MIEHHO yCWIMBAaJCA. B cBA3M ¢ ycrwInBarommMces
CTPUAOPO3HBIM ABIXaHUEM, NOABJIeHUEM BTsKe-
HUA YCTYITYUBBIX MECT I'PYAHOMN KJIETKU, POAUTe-
JIY BBI3BaJIM OpHUrazy CKOPOI ITOMOIIY, KOTOpast
rocuuTanu3upoBaia pebeHka.

[Ipn mnocrymienuu: Temmeparypa Tena 37,2.
Ko)xHble MOKPOBHI GJieZIHbIE, MHOXKECTBEHHBIE
nHGAaHTWIbHBIE FeMaHIMOMEI. 1JnaHo3 Hocoryo-
Horo TpeyroyubHUKa. Bec 4 kr 800 r. I'pyab coceT
BsUIO, BbIcachkiBaeT Mo 60—70 r. /[pixaHue B 1O-
KOe LIIyMHOe, IIpY IIadye — C BTsDKeHUeM YCTYII-
YUBBIX MeCT I'PyJHOH KJeTKU. VIHCIINpaTOpHBII
CTPUZAOP. AyCKY/JBTaTUBHO JbIXaHHe IPOBOJAUT-
csl BO BCE OT/eJbI JIETKUX, eAUHUYHbIe IIPOBOJ-
HBle XpUIIbl. YacToTa JAbIXaTeJIbHBIX ABIDKEHUH
44—A46 B MuH. CepAiedyHble TOHBI PUTMUYHBIE,
LIYMBI He BBICIYIIMBaOTCA. JacToTa cepAedHBIX
cokpamenuii 130—140 B MuH. JKUBOT MATKUM,
npu nanenanyy 6e36ose3HeHHBIN. [leyeHb ¥
Kpas pebepHO fyTH, cesie3eHKa He MaJbIupyeT-
cs1. Mouencnyckanue cBobogHoe. CTysn 06bI9HOM
OKpacKH, Kallnuieo6pasHbIH.

OcMoTpeHa OTOPUHOJIAPUHTOIOrOM: ¢opMa
Hapy>KHOI'O HOca He H3MeHeHa, Ileperopojka
10 CpeAHel JMHUU, CIU3UCTasd 060I0YKa HOca
po3oBas, HOCOBbIE PAaKOBHMHBI He OTeuYHbIE, B
0OIIMX HOCOBBIX XO/laX CJIU3UCTOE OTAEISIEMOE.
Ciuzucras 060I09Ka [TOJIOCTH PTa U IVIOTKU PO-
30Basd, B JIAKyHaX MUHZJAJIUH IaTOJOTHYECKOTO
OTZie/I1eMOro HeT. PernoHapHeIe TUMQOY3JIbl He
YBeJIMYeHbI. YIIIU: 3aylIHble 061acTH He U3MeHe-
HBI, TaIblIalud ux 6e300/e3HeHHasA, CIIyXOBbIE
MpOXoAbl IINPOKUE, GapabGaHHbIE IIE€PENOHKU

6yeZiHBIEe, KOHTYpHPOBaHHL. [OpTaHb — JbIXa-
HHe HIyMHOe, NHCIIUPATOPHBINA cTpugop. l'onoc
3BYYHBIM.

OcMoTpeHa HEBPOIIATOIOrOM — rugporedanys,
nepebpabHas UIEMUS THIIOKCUYECKOTO FeHe3a,
sHIedasonaTHA CMELIaHHOTO IeHe3a.
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KiuHudeckuii aHaius KpoBU — 6e3 3HAaUMMBIX
reMaToJIOTUYECKUX HapyLUIeHUH.

PebeHKy Ha3HauYeHa OKCHUT€HOTeparus, WHra-
JIAIIMY C IIyJIbMUKOPTOM, CHCTeMHas aHTHOaK-
TepuasbHas Tepamusd, MyKOIUTUKU. Ha ¢one
TIPOBOAVIMO TEPAINY B Te€YEHHE CyTOK JbIXaHUE
HECKOJIBKO YJIYYIIWIOCh, OZHAKO OCTaBaOCh
LIYMHBIM, TIpH O6eCIIOKOMCTBE — C BTSDKEHUEM B
06J1aCTH IPEMHOM IMKH.

YuuTteiBas Bo3pacT pebeHKa (1 JeTeil mepBhIX
MecsAIeB KU3HU CTEHO3UPYIOUIUe JapUHTOTpa-
XEeUTHl He XapaKTepPHBI), OTCYTCTBHE 3HAYUMOM
AVHAMUKU Ha GOHe MPOBOAMMOI Tepanuu, OT-
CYTCTBUE KaTapasJbHBIX SBJIEHUN, HaIU4Iue WH-
baHTWIBHBIX TeMaHTHOM Ha KO)XKe, 3arofo3pe-
HO obpa3oBaHue ropraHu. C JUarHOCTHUYECKOH
Lenbp0 IpousBesieHa (GUOPONAPUHTOCKOIHUS:
TpyLIeBUAHBIE CHUHYCHl, HAaArOPTAaHHUK, Yepria-
JIOBUJHBIE XPAIIHY, MeXKYepIaJIoBUAHAas 061acTh,
BeCTUOY/ISIpHbIE CKJIQJKU He H3MeHeHHL. [0Jo-
COBBIE CKJIAZKU OJiefiHbIe, TIOABMXHOCTb COXpa-
HeHa B ITOJIHOM oObeme. Iloj seBoii roaoCcoBOM
CKJIAJKOM OKpyIIoe ob6pa3oBaHHEe Ha IIMPOKOM
OCHOBaHUMY, C POBHBIMU KOHTypaMU, HacChII[EH-
HO KPAacHOTO IIBETA, CYy:KHBaloIlee IIPOCBET JbI-
XaTeJbHBIX ITyTel Ha 2/3 (puc. 1). 3akioueHue:
MOACKIaAKOBasA reMaHToMa.

i KynupoBaHUA fBJIEHUI CTeHO3a TOpTaHHU,
BBI3BAHHOI'O IIOZCK/IaZKOBOM reMaHTMOMOM, Ha-
3HA4YeHbl CUCTEMHBIE KOPTUKOCTEPOU/BI: JeKca-
MeTa30H 8 Mr/cyT BHyTpUMEIIeyHo. Ha doHe
TOPMOHA/IBHOM Tepaluy B TeUeHUE CYyTOK JbIXa-

Puc. 1. SHdodpomozpadus 20pmaHu Ha 80oxe, NOSYUEHHAS,
80 8pemst pubponapunzockonuu. [Io0cknadko8as zemanzu-
oMma nod n1egoti 2010c0801l ckaadkoil

HUe YJIydIIWIOCh, OZHAKO, YUUTBHIBasA BBICOKHU
PHUCK OCJIOXXKHEHHI CCTEeMHOM KOPTUKOCTEPOUZ-
HOH Tepamnuy, pelleHO IIPOBECTH KypC JIedeHUsT
nponpaHosonoM. Iloce KOHCyabTallK KapAuo-
Jiora ¥ JOIOJHUTENbHOTOo obcaemoBanus (OKT,
Y3U1 cepzna, XoATepOBCKOE MOHUTOPHpPOBaHUE
OKI, 6uoxuMusA KpOBHUs) HadaTa Tepamus IIpo-
TIPaHoJIOJIOM B 0o3e 1 MI'/KI'/CyT ¢ OfHOBpEMEH-
HOH OTMEHOM KOPTHKOCTEPOHWZOB. YUUTHIBAsS
XOPOIILYIO0 TOJIEPAaHTHOCTh pebeHKa K Ha3HaYeH-
HOU Tepamnuy, yepes 7 gHel Zi03a IPOIIpaHoIoia
yBeJIru4deHa [0 2 MI/KI/CyT, KOPTUKOCTEPOU/bI
OTMEHEHBI. fIBJIeHUA CTeHO3a IOPTAaHU IIOJIHO-
CTBIO KynupoBaauch k 10 cyTkam Tepanuu Ipo-
npaHosonoM. [IpousBeseHa KOHTpOsibHas u-
6poslapuHrocKonusA: o6pa3oBaHHe 3HAYUTENBHO
YMEHBIIWIOCh B pa3Mepe U CY>KHUBAeT IIPOCBET
MeHee 4eM Ha 1/4 (puc. 2). OZHOBpeMeHHO OTMe-
YEeHO yMeHbIIIeHHe OKPAacKU KOXKHBIX I'eMaHTHU-
OM. YUYUTHIBas HOpMaJM3alluIo [bIXaHUA, XOpO-
LIYIO0 IEPEHOCUMOCTD TePalUy IIPOIIPAHOJIONOM,
pe6eHOK BBIIIKCAH C JaTbHEeHIIUM HabIoAeHueM
B ycrouax KL

IIpu MOBTOPHBIX OCMOTpAxX €KeMeCAIIYHO — Jbl-
XaHUE OCTaeTcs CTaGWIbHO CBOOGOAHBIM; KIIU-
HUKO-Ia00paTOpHEIe T0OKa3aTelu — B IIpejenax
BO3pacTHON HOpMEL. [Ipu moBTOpHBIX GuUbpO-
JIApDUHTOCKOINUAX IOACKIAAKOBAasA reMaHrHuoma
BHU3YyaJbHO He OllpeZiesislach ¢ Bo3pacTa 6 Mecs-
neB. [eMaHrHOMBI Ha KOXKe ITOJIHOCTBIO perpec-
CUpPOBaJIU B 9-MeCcAYHOM Bo3pacTe. B BospacTte
10 MmecAleB HayaTo IOCTEIIeHHOe CHIDKeHMe

Puc. 2. BHdogomozpagdus zopmaru mozo e 6016HO20
uepe3 2 HeOeslU NOCJle HAUAA MePaAnUU NPONPAHOLOTIOM.
ITo0cknadko8as 2eMaH2UOMA 3HAUUMENLHO YMEHBUULACH
8 pasmepax
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ZI03b1 NIPOIIPAHOJIONA; TIOJHOCTBIO IIpenapar oT-
MeHeH K 11 mecanam »usHu. [Ipyu KOHTpOJIbHOM
ocMOTpe B 1 rof, — KOXXHBbI€ ITIOKPOBBI YUCTHIE,
JAbIXaHue CTabWIbHO CBOOOZHOE, r'0JIOC T'POM-
KWW, IIPU 3HAOCKOIINM T'OPTaHb BU3yaJbHO He
U3MeHeHa.

B 3akiroueHue cyieflyeT OTMETHUTD, YTO B CIydae
Pa3BUTHA CTeHO3a IOPTaHU y pebGeHKa IpysHO-
ro BO3pacTa HeoOXOAWMO HCKIIOYUTh HAIHYWe
COCYAMCTOM THIepIIa3uM AbIXaTeIbHbIX ITyTei.
Hau6onee BaKHEIM METOZOM AMArHOCTUKU Ia-
TOJIOTUM TOPTaHU y JAeTed moboro BO3pacTa,
HayuHasA C MEepBBIX JHEH KU3HU, sBaserca ¢u-
6pOJIApUHTOCKOIINA, TTIPOBOAUMAaA Oe3 ceAaruy,
IIO3BOJIAIONIAA OIIEHUTh (QYHKIHOHAJIBHOE CO-
CTOSIHHME TOPTaHU U IIpHU HeobxoguMocTH oboc-
HOBaTh HEOOXOAMMOCTb APYTHUX METOZOB obcie-

moBauus. IloackiazKoBas TeMaHTHoMa dYalie
BO3HUKAET y Z€BOYEK, MOXKET COIPOBOXKAATHCS
aHTMOMAaTO30M KOXKU. [IprMeHeH e HeCeIeKTHB-
HOro -610KaTOpa MPOIPAHOJIOIA MOXET SIBUTh-
cs IepBOM JIMHKEH Tepanuu JeTel, CTpaJaroIux
UHOAHTWIBHBIMU TeMaHrruoMamu. eTkoe co-
GJtoZieHre TPOTOKOJIA JIeYeHUsT 110/ KOHTPOJIEM
KapzuoJora, meuaTpa U OTOPUHOJIAPUHIOIOra,
TpeABapUTeIbHOE OOIIEKINHUYECKOE U KapAro-
Joru4yeckoe obciesoBaHue A BBIIBJIEHUA BO3-
MOXKHBIX ITPOTUBOIIOKA3aHUM K Teparuu, mocTe-
TIeHHBIM MoA60p Z03Bl Ipemnapara, THaTeIbHOe
HabozieHe 3a pe6eHKOM B X0/le BCETO Meproza
JIedyeHUs], a TaKXKe IIPOLlecC MOCTENEHHONH OTMe-
HBI TTO3BOJIAIOT TOJIYIUTh OXKUZAEMBIN KINHUYE-
ckuil 3GGEeKT ¥ MUHUMU3UPOBATh BO3MOXKHBIE
HexXeJyaTeabHbIe sABaeHys. i
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J1IMTEJIbHO CTOSIIEe
MHOPOJHOE TEJIO CJIE3HOI0
MelIKa U peneT4yaTroro

JIAOMpPUMHTA

e6enok XK., 2 mer, 18.08.2016 .

ob6patwica B KL Mopo3oBckoit

IT'KB ¢ xanobamu Ha obGpasoBa-
HUe B 00;1aCTH IIPAaBOT'o HIDKHETO BeKa C IIPU3Ha-
KaMH BOCIIaJIeHUs.
U3 anamHe3a, cCOOpaHHOI'O CO CJIOB MaMBbl, U3-
BECTHO, 4To 14.07.2016 r. (Haxozsch B Benropoza-
CKOI1 06s1acTH) pe6eHOK yIIaj ¢ caMOKaTa JINIOM
Ha CKOLIEHHYIO TpaBy (MOMyduna 2 LapanuHbI
Ha MpaBoY IleKe, ITpOHMKAloOIlee paHeHHe COo-
JIOMHUHKOH B 06J1aCTH IPaBOTO HIKHErO BeKa),
MEeCTHO OKasaJi IMoMoIb (IIpoBesn 06paboTKy
PaH, HAJOXWIN aceNTUYECKyIO IOBA3KY), B IIO-
ceyroniye HU Ha HIDKHEM BeKe ObUI HeOOoJIb-
moi orek. B Hawyase aBrycra BHOBb IIOSBUJICS
HapacTalomuil OTeK U IOKpacHeHHe IIoJ, HIDK-
HHUM BeKOM. B 3To ke BpeMs (B Hauase aBrycra)
OTMeYasuCh NMPU3HAKU PECIUpPAaTOPHON MHOEK-
uuu (6BUT HACMOPK, MOBBIINIEHHE TeMIIepaTy-
pbD). 18.08.16 o6paTmnuck B KL Mopo3oBckoit
JATI'KB, pekoMeHi0BaHa rocliuTaanu3anusa B OTae-
nenue oprampmonoruu MJITKB.
IMocne poob6enemoBanus 23.08.16 mpoBezneHO
XUpYpruyecKoe BMeIaTeabCTBO (B 061acTy Ipa-
BOr'0O HIDKHETO BeKa yZasleHO THOMHOe OoT/essde-
Moe, U3MeHeHHbIe pacIUlaBjleHHBble TKaHM, pac-
TojIararooyecs A0 IPOeKIUN CIe3HOro MeIlKa,
HaJloXXeH KOCMeTHYeCKUH IIOB), NMpOBOAWIACH
cHCTeMHas U MeCTHas IPOTHUBOBOCHIANNTEIbHAS
Tepanus.
Yepes 10—14 aHell BHOBb MOSIBUINCH BOCIIAIU-
TeJbHBlE M3MEHEHUA B 00acTh MeANaTIbHOTO
oTZeia MPaBOro HIDKHEro BeKa. PebeHOK OBbLT
OCMOTPEH BpayoM-0(TaIbMOIOIOM, BHIIIOJHEHA
KOMITblOTepHasA ToMorpadus OpoUT U OKOJIOHO-
COBBIX ITIa3yX, Ha KOTOpOI oIlpefesAnach 30Ha
VIUIOTHEHUS MATKUX TKaHeH B 06J1aCTH MeJuab-

HOTO yIVIa IIpaBoil OPOUTEI, HEOZHOPOJAHO HaKa-
IUTMBAIOIIasi KOHTPACTHBIH IIpenapar, B e€ CTPYK-
Type OIpeZeJIICA o4ar OTCYTCTBUS HAKOIUIEHUS
KOHTpACTa, JaHHble M3MeHEHUs PacIpOCTPaH:-
JIUCh B TIEpeZHYE KJIETKU PEIIETIATOro IaGupUH-
Ta Yyepe3 y4acTOK KOCTHOM JeCTPyKLUMM Ha Ipa-
HUIIE CJIe3HOH U pelIeT4yaTod KOCTel. YUUThIBast
PelUAVBUPYIOMINI XapaKTep BOCIAIUTETbHBIX
M3MEHEHUI B 06J1aCTH HI)KHETO BeKa, HaIN4YHe
JIeCTPYKTUBHOTO IIpoliecca B 061acTU OpOUTHL U
pemreryaToro JjabWpHHTA, BO3HUKJIO II0J03pe-
HIe Ha HOBOOOpa3oBaHUe JaHHOH obactu 11bo
3aTAHYBLIMICA BOCIAIUTENbHBIN MPOIECC, BO3-
MOXXHO, CIIPOBOLIMIPOBAHHEIN TpaBMOU. B cBsa3u
C 3TUM 6BUIO IPUHATO pPEIIeHNE TOCIIUTATU3UPO-
BaTh pebeHKa B JIOP-OTAeIEHUE JJIA IPOBEJEHUS
COBMECTHOM OTOPHUHOJIAPUHTOJIOTMYECKOH U 0¢-
TaJIbMOJIOTUYECKOH OTIepariuiy Ha OKOJIOHOCOBBIX
rasyxax v opoure.

15.09.2016 r. pebeHKy IIpOBeZieHa SHJOHA3Ab-
Has 9HZOCKOIIMYeCcKas STMOUJOTOMUS, B IPOIiEC-
ce KOTOpOU B 06J1aCTU pelieT4aToro JabupruHTa
yZaleHbl KOHIIOMEPAThl I'PAaHY/IAIMOHHON TKa-
HU, U B OOJIaCTH TPOEKIMU CJIe3HOTO MeIIKa
6BUTO OGHAPYKEHO HHOPOAHOE TeJIO (KYCOK COJIO-
MBI), Tpo6ozaroIlee CIe3HBIM MELIOK M y4acTOK
JECTPYKIMH B 06JIaCTH CIe3HOU KoCTH. VIHOpoJ-
HOE TeJIO yAaJeHo, IPoBeieHa PeBU3US JaHHOMU
30HBI U yZaJeHO IaTOJIOTMYECKOE COZAEPKUMOE
B IIpeZieyiax 370POBBIX TKaHel. BTOpeIM aTamom
omepaiyu OBUIO BCKpPBITHE abcliecca MPaBoOro
HIDKHEro BeKa (yZajeHO THOMHOe OTZesseMoe,
HCCEeYEHBI MTaTOMIOTUYECKN U3MEHEHHbBIE TKaHMH)
Y peBU3UA CJIE3HBIX IMyTel. B mporjecce 30HAMpO-
BaHUA CJIE3HBIX IIyTel GbUIa MOATBEPXKAEHA He-
COCTOSITEIbHOCTh CJIE3HOTO MEIKa U, YIUTHIBAs
06beM MOCTTPAaBMAaTUYECKUX U3MEHEHUN (ciies-
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HBIH MEIIOK, CcIe3Has KOCTh, YacTh pPelIeTIaToro
JIabUpUHTA), 3aKJIOYUTENbHBIM 3TAIllOM Ollepa-
uuu ObUIAa 3HZOCKONUYECKas JaKpUOLMCTOPU-
HOCTOMHUA C TPOBeAEeHHEM OMKaHAIUKYIAPHOU
WHTYOalUY CJIE3HBIX MyTeH.

IMocre NpOBEAEHHON B IOCIEOIEPALOHHOM
Teprozie CUCTEMHOMN U MeCTHOH IIPOTHBOBOCIIA-
JINTEIbHON Tepanuy peGeHOK BBINHUCAH B YZOB-
JIETBOPUTENBHOM COCTOSAHMU. CO CTOPOHBHI IIO-
JIOCTH HOCA U OKOJIOHOCOBBIX ITa3yX Ha MOMEHT
BBIITMCKY BOCITJINTEIbHBIX U3MeHEHNH He oIIpe-

JeJseTcs, ToceollepallioHHasAs paHa Ha HIDK-
HeM BeKe IIoCJIe yJaJeHNs IIBOB COCTOATEsIbHA.
CucreMa NMPOTEKTOPOB B CJIE3HBIX IIYTAX COCTO-
ATenpHa. [laHHBIE THCTOJOIMYECKOTO HCCIeZO0-
BaHUA yZaJeHHBIX TKaHeH MOoATBEPAIIN BoCIa-
JINTEJIbHYIO IPUPOZY 3ab01eBaHuA.

[naHupyeTca AWMHaAMUYecKoe HabirogeHue pe-
GeHKa eXXeMeCsSYHO C pellleHHeM BOIIpoca O BOC-
CTaHOBJIEHUU OTBOAANIEH GYHKIUHU CIE3HBIX ITy-
Tel U yZaseHuu nNpoTeKTopos. M

BpoxxaeHHas xXoJiecrearomMa
cpeJHero yxa y peodeHka 5 jer

OJlecTeaTOMOM cpefHero yxa Hasbl-

BalOT crenudUIecKuii MaToNOrH-

MECKUUM CyOCTpaT, COCTOSIIUM U3
IIPOU3BOAHBIX OPOTOBEBAIONIETO ILIOCKOKJIETOY-
HOTO SIUTENUs, YKUPOBOU TKAaHU M KPHUCTAJUIOB
xosecteposa, GOpMUPYIONIHiica, KaK IPaBIIO, B
pesy/bTaTe AJUTENbHOTO XPOHMYECKOTO BOCIA-
senus. CormacHo Haubosiee pacIpOCTpaHEHHOM
MUTPAIMOHHOM TEOPUH, XOIeCTeATOMAa 0OpasyeT-
¢ B pe3y/bTaTe IPOHUKHOBEHUs B 6apaGaHHYIO
TOJIOCTh KJIETOK anujepMuca 6apabaHHOM mepe-
IIOHKU U CJIyXOBOTO IIPOXOJa Yepe3 UMEIOIYIOCsa
crorikyro nepdoparuio [1]. [Tporpeccupyromuit
POCT XOJIECTEATOMBI IIPUBOAUT K IIOCTEIIEHHOMY
Pa3BUTHIO KOCTHBIX JAE€CTPYKTHUBHBIX HSMQHGHHﬁ,
paspylaeTcs Lelb CIyXOBBIX KOCTOUEK, IIPOTpec-
cUpyeT TYroyxocThb. JlajbHeillee pacrpocTpa-
HEHHE XO0JIeCTeaTOMHOTO Ipoliecca IIPUBOIUT K
PaspylLIeHUI0 CTPYKTYp BUCOYHOU KocTH, ¢op-
MUPOBaHHIO OTOTEHHBIX MEHUHIHUTOB, abCLIeCCOB
MO3ra, Iape3am JMIEBOTO HEePBa, TPOMOO3Y CHTr-
MOBUZHOTO CUHYCa, JAOUPUHTUTY, CETICUCY U APY-
TMM OCJIO>KHEHHUAM.
T'YICTOMOIMYECKU XOJIECTEATOMAa COCTOUT U3 OpO-
TOBEBAIOIIET0 MHOTOCJIONMHOTO IUIOCKOTO 3ITH-
TN C YeTHIPbMA cIossMU (6a3aJbHOTO, IIUIO-
BaTOrO, 3€PHHCTOrO, POTOBOr0), HAEHTUYIHOTO
HOPMaJIbBHOMY SIHJEPMUCY, — STOT SIUTENU II0-
JIyYWI OIIpe/ie/ieHre MaTPUKCa XOJIECTEATOMEL. 10

06pa3sHOMy BBIp@YKEHUIO OTOXUPYPIOB, XOJecTea-
TOMa — 9TO «KOXKa B HEITOJIO)KEHHOM MecTe» [3].
Ps11 aBTOPOB XapaKTePU3yeT ee KaK SIUJePMOU/-
HYIO KUCTY C aBTOHOMHBIM U IIPOTPECCHUPYIOIINM
POCTOM, BBI3BIBAIOLIYIO pa3pyllIeHHEe OKPYKaro-
IIMX TKaHeH, B 0COOEHHOCTH KOCTHOM, C TeHEH-
nuel K peunguBy [5]. JleueHHe XosiecTeaTOMBI
BCerJa XupyprudecKoe.

JlMarHOCTHKa XOJIeCTeaTOMbI y GONBHBIX XPOHH-
YECKUM CpeZHHM OTHUTOM B HAcCTOsIlee BpeMs
He BBHI3bIBAaeT OCOOBIX 3aTpyAHeHui. OfHAKO B
JIETCKOU TIPaKTHUKe 3TO HEe BCerja IIPOCTO, YTO
00yC/IOBJIEHO B TOM YHCJIE U BO3MOXKHOCTHIO
BPOXKJEHHOTO XapaKTepa XOJIecTeaTOMEBL. Ilo-
sIBJIeHWe XOJIeCTeaTOMBbl 3a WHTAKTHOU Gapa-
6aHHOI TIepenoHKOW 6e3 NpeAlIeCTBYIOINUX
SIMU30/I0B CPEAHEro OTUTa OOYCIOBIEHO, Kak
cUMTaeTcs, MonaZaHueM B 6apabaHHYIO HOJIOCTh
3aYaTKOB JKTOAEPMAJbHOTO IPOUCXOXKJEHUS
B mpoliecce 3Mb6puoreHe3a. /o HeJaBHEro Bpe-
MeHU BPOXKAEHHAs XojecTeaToMa CpeJHero yxa
CcUMTa/Nach KpaiiHe peJKWM BUZOM IaTOJIOTHH,
U ee OMNHMCAHWA B JINTEPAType HOCKWIN OOBIYHO
XapakTep eAVMHWYHBIX Habmogenuit [1, 2, 4].
B ganpHeleM ¢ pasBUTHEM METOJOB KOMIIBIO-
TepHOU ToMorpaduu, yIydllleHHneM KadyecTBa Au-
arHOCTHUYECKOM OITHUKU KOJIMYECTBO CJIy4aeB ee
OIMCcaHusA KaK OTeYeCTBEHHBIMU, TaK U 3apybex-
HBIMY aBTOPAMU YBEJTUIMIOCH.
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VccneoBaHUsA BPOXKAEHHOW XOJIECTEATOMBI He
BBIABWIN Kakoe-TuOO 3HAauYMMOe OTIMYME B ee
THUCTOJIOTUYECKOM CTPOE€HUU OT BTOpI/I‘IHOﬁ XoJ1e-
creaToMbl [6]. OgHAKO B KIMHUYECKOM TEUEHHUU
VMeeTcs OrpPOMHAas pa3HHLA, OO6YyCIOBIEHHAs
JUIATEIbHBIM OeCcCUMIITOMHBIM TedeHueM. Meg-
JIEHHBIN IIPOI'PeCCUPYIOUINH POCT BPOXKAEHHOH
XOJIeCTeaTOMBI B CpeIHEM yXe He BBI3BIBAET Y pe-
6eHKa GOJIEBBIX OILIYIIEHUI WIM TeMIIepaTypHOU
peaxI[uy, OTCYTCTBYIOT SIIM30bl THOETEYEHUA U3
yxa. Jlaxke B CJTy4asx y»Ke BOZHUKIIEH 1eCTPYKIIU
CJIyXOBBIX KOCTOYEK POAUTENN pebeHKa He BUJAT
OCHOBaHMI obpamaThcsi K Bpady-0OTOJIapHUHI0JIO-
Ty, IIOCKOJIBKY IeTSIM, KaK IIPaBUJIO, He CBOHCTBEH-
HO TIPeAbSB/IATDH XKAJIOOB Ha CHIDKEHHE CIyXa, a
HaJIMYMe XOPOIIIETro CTyXa Ha IIPOTUBOIIOIOKHOM
yXe UIUTeJIbHOE BpeMs KOMIIEHCUPYET UMEIOLILY-
10CS TYTOYXOCTb, Zieiasl ee He3aMeTHOH B ObITy. [To
3TOI NpUYHHE GOJIbIIas YacTb JeTel IOCTymaeT
B CTallOHAp C y»Xe Pa3BUBIINMUCA OCIOKHEHU-
MM, MMesl BBIDaXE€HHBIE paspylleHUs CTPYKTYp
BHCOYHOI KOCTH.

BpoxzeHHass xojecreaToMa HeGOIBIINX pa3-
MepOB ZIMarHOCTUPYeTCA y JieTel, KaK IPaBuo,
CJIy4aiiHO. DTO MPOUCXOAUT BO BpeMs ITpodiiak-
TUYEeCKHUX OCMOTPOB WIM IIPU 06palleHnusax K OTo-
JIAPUHTOJIOTY 10 KaKOH-TNOO APYTroil IpUYHHE.
VHorZia BPOXKZAEHHYIO X0JIECTeaTOMy AUAarHOCTU-
PYIOT KaK CJIy4aiiHyl0 HaXOZKy IpY IIPOBeJEHUU
KOMIIBIOTEPHOH TOMOTpaduy T'OJIOBHOI'O MO3Ta.
[TprBOAMM COGCTBEHHOE HAGIMIOAEHHE.

PeGenok K., 5 jiet, IOCTynWI B OTZAe/NIeHHE OTO-
pUHOIapuHronoruu B ¢pespasne 2017 r. U3 anam-
He3a M3BECTHO, YTO pebeHOK poC M pa3BUBAJICI
COOTBETCTBEHHO BO3pAcCTy, XaJob CO CTOPOHBI
JIOP-opraHoB HUKOI/Z]a He IPeAbABIIAI, SITU300B
OTUTOB He OTMeYasoch. 3a ZBe HeJenu 10 obpa-
eHus: pebeHKy 10 peKOMeHAINK Bpada-HeBpO-
JIOTa BBITOJIHEHA KOMITbIOTEpHast ToMorpadus ro-
JIOBHOTO Mo3ra. Ha mosy4eHHbIX n306pakeHUsX B
npaBoi 6apabaHHOMN MOJIOCTH BBIABJIEHO CHIDKE-
HUe ee BO3YyIIHOCTU 3a cYeT HaJW4YHsA OKPYIJIOro

06pa3oBaHUsI MATKOTKAHHOM IUIOTHOCTH, 3aHU-
MarolLIero okoJo 1/3 ee o6bema. PekomeHzioBaHa
KOHCYJ/IBTaIllVs Bpaya-OTOPUHOIApHUHI0JIOTa.

[Ipy OCMOTpE: COCTOSTHUE YAOBIETBOPUTETIHHOE,
skamob He npexabspisier. CripaBa 6apabaHHast Te-
PEToHKa TycKJias, MCTOHYeHHas], 3a Heil B mepe/-
HEBEPXHUX OTAeNax BU3yaJU3UPyeTcs YMEPEHHO
Mpoabupyrolee OKpyIioe o6pa3oBaHue Geroro
uBeta (puc. 1). BricTaByieH AMArHo3 «BPOXKAEH-
Has XoJlecTeaToMa CPeJHEro yxa CIpaBa», PEKo-
MEeH/IOBaHO XHpyprudeckoe jedeHue. [Tocte mpo-
BEZIEHHOTO HEOOXOJMMOTO IPeAOIePal[HOHHOTO
ZoobceoBaHys pebeHKy BBIIIOJTHEHA THMIIaHO-
IUTaCTHKA cupaBa. B 6apabaHHO# monocTu obHa-
PY’KeH OKPYIVIBIH XOJleCTeaTOMHBIN KOHIJIoMepaT
B MaTpPHUKCe JUAMETPOM 6 MM, HHTUMHO CBSI3aH-
HBIH ¢ 6bapabaHHOM eperroHKo. [Tocte yaaneHust
XOJIECTEATOMBI [IPOBeZIeHa peBU3us HGapabaHHOM
TOJIOCTH. JIpyroii aTOJIOTUN He BBIABIEHO, LIEh
CJIYXOBBIX KOCTOYEK COXpaHeHa, MoABIKHA. [1po-
BeZleHa ItacTuka fedexrta 6apabaHHOI TeperoH-
KM GpparMeHTOM (Gaciii BUCOYHOM MBIIIIEL. Be3
ocIOXKHEHUI. Pe6eHOK BBITMCAH M3 CTallOHapa
yepes 4 AHA TOCJIe onepalyu. [Ipu ocMOTpe B Ka-
TaMHe3e yepe3 3 HeJ| 0TMeYaIoCh IOJTHOE BOCCTa-
HOBJIeHHe GapaGaHHOMN MEPENOHKH U BO3YIIHO-
ctu 6apabaHHOM TIOJOCTH.

JlaHHOe HabioJeHNe IPeACTaBIieT HUHTEpeC B
CBfA3U C PEJKOCTBIO OIMCAHHOM ITaTOJIOTMH U Jie-
MOHCTPHUPYET BBICOKYIO AMArHOCTHYECKYIO 3Ha-
YUMOCTh KOMITBIOTEpHOH TOMOrpaduu B arHo-
CTHKe IIaTOJIOTHH CPeSHETO yXa y Aereil. B

Puc. 1. Omockonuue-
cKas KAPMUHA NPAB020
yxa. Busyanusupyemcs
Xosiecmeamoma, npoad-
6upyrowas 6 obacmu
nepedHesepxHezo
keadparnma 6apabaruoil
nepenoxKu
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IOBeHWIbHBIN pecIMPATOPHbIN
NAMUJIJIOMATO3 C MOPAZKEHUEM
JIETKHUX: KJIMHUYECKOe

HAOJIIOICHUE

BEHWIbHBIHN pecniupaTop-

HBIM nanwiioMaTto3 (FOPII)

— HauboJsiee pacIpoCTpaHeH-
Had JoOpoKadyecTBEHHAA OIIyXOJb, ITOpaxalo-
mas CIU3UCTYI0 OBOJIOUKY JABIXaTeNbHBIX ITy-
Tel, IperuMyIlecTBeHHO TOPTaHU.
JlocToBepHbIE CTaTUCTUYECKUE JAHHBIE O 3a60-
neBaeMoctu IOPIT B P® orcyrcrByroT. B CIIIA
exxerogHo peructpupyerca 0,6-4,3 ciydaeB
3aboneBaHus gereit Ha 100 000 HaceneHus,
B Jauuu — 3,62 ciaydaa Ha 100 000 Hacere-
Hua [1, 2]. Takum obpasom, FOPII — goBoIBHO
peAKoe, HO MpeACTaBJAIlee CYLeCTBEHHYIO
npobseMy 3aboseBaHHE B CBA3U C TAXKECTHIO
TedyeHus (FOPII ropraHu MOXXeT NPUBOAUTH K
OOCTPYKIIUY JbIXaTeIbHBIX ITyTeHd U acHUKCUN),
BO3MOXXHOM MaJIMTHU3allMeH MaluaoM, a Tak-
’Ke JJINTeIbHOCTBIO U JOPOTOBU3HOMN JedeHU.
IOPII cTpazarT AeTy 060UX MOJOB C OAUHAKO-
BOM yacToToil. Bosnee yeM y 75% OONBHBEIX CUM-
NITOMBI BO3HUKAIOT [0 MATWIETHEr0 BO3pacTa,
a UK 3a60J1€eBa€MOCTH IIPUXOAUTCA Ha IIePBBIH
(22,8%) u BTOpPOIi (23,6%) rogs! xxu3Hu [3].
OtuonoruyeckuMm o¢axtopom IOPII aBisercs
BUpYC NanwIIoMHbl 4deroBeka (BITY) mpeumy-

mectBeHHOo 6 u 11 Tuna. Haubosee yacThIMU
MexaHuU3MaMu nepezadu BIIY B meTckoM BO3-
pacTe ABIAIOTCA BEePTHUKAIbHBINA, KOHTAKTHBIN
U aspo3onbHbli [4, 5]. BIIY npu IOPII BbIAB-
JISTFOT HE TOJIBKO B IMOPa’XEHHOM OITyXOJIEBBIM
IIpolleccoM SMUTENNH, HO U B HEe3MEeHEeHHOM.
B suTeparype MMEIOTCA JAaHHBIE, CBUAETENb-
CTByIOL[E O TOM, YTO BHPYCOM IIOpakaeTcs
BeChb JMUTENUM JbIXaTeIbHBIX IIyTel, HO 3a60-
JleBaHUe MOXeT JJUTeJbHO IPOTeKaTh JIATeHT-
Ho [6]. K akTUBanuu BUpyca MOTyT IPUBOJUTH
pa3IuyHBIE COCTOSHHUSA, COIPOBOXKZJAlOUIHeCcs
pasBuTueM uMMmyHozedunura. [Io Mepe Boc-
CTaHOBJIeHUs OGYHKUUU WMMYHHOM CHCTEMBI
MOXET HaCTylaTh AJUTeNbHAs KIWHUYecKas
peMuccus.

OcHoBHBIMU nIposABaeHUAMHU IOPII ropranu AB-
JIAIOTCS HapyIIeHUs AbIXaTeJlbHOU U GOHATOP-
HOM ¢yHKIUK. OGBIYHO HEPBBIM CHUMIITOMOM
3aboseBaHUA ABISIETCSA OXPUILUIOCTH, KOTOpas
IIOCTENIeHHO MPOTPEeCcCUpPYeT, BIUIOTH JO pas-
BuTUA apoHUU. BpeMeHHOI HMHTEpBaa OT IIO-
SIBJIEHUS TIEPBBIX CMMIITOMOB 3a60JieBaHUs /10
TIOCTAHOBKU AuarHo3a pasiandeH (0T HeCKOJb-
KHUX MECAIEB 0 HECKOJIBKUX JIET) U 3aBUCUT OT
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CKOPOCTH pOCTa OITyXOJIU, Bo3pacTa pebeHKa, a
Tak>Ke OIIBITA Jievalllero Bpaya.
PacrnpocTpaHeHHUIO ANIWIJIOM B HIDKeJIeXalre
OTZeJNbl AbIXaTeIbHON CHUCTEMBI MOTYT cofeli-
CTBOBAThb BBHICOKAasA aKTUBHOCTBH OITyX0JIEBOT'O
rpoliecca, pasZipaxeHue CIU3UCTOH 000JI0IKU
TPaxeoTOMHYECKON Tpy6Okoil (Ipu mpoBege-
HUU TpaxXeoTOMUU pebeHKy, CTpajarmlneMy
IOPIT roprany) M camMoO TpaxeajbHOe JbIXa-
HHE, CIOCOOCTByOIee MMILIAHTAIUU KJIETOK
ManwLIOM Ha CIU3UCTYI0 OOOJIOYKY Tpaxew,
6pOHXOB U JIerkuX. CUMIITOMaMH NalwLIioMa-
TO3a Tpaxeu y MaleHTOB C TPAaXeOoCTOMOH AB-
JIAI0TCA HapyllleHue JbIXaHUA Yepe3 TPaxeoTo-
MHYECKYI0 TPYOKY U OTKAITUBaHUE MallWIJIOM
yepe3 TpaxeokaHIomo [7].

[ManmuutoMaTO3 JIETKUX — caMas pefgkas popma
IOPII, B MUpoBoIi JuTepaType ONMNCAHO JUIIb
HECKOJIbKO /IeCATKOB TakKWUX IaiueHToB [8].
Hawubonee yacto ganHaa ¢opma pa3BHUBaeTCA
TIpY JJIUTENTbHOM KaHIOJIMPOBAHUU TPaXeu.
JlMarHocTuKy 3aboseBaHUsA NIPOBOJAAT IIOCPea-
CTBOM 3H/IOCKOIIMYECKOI'0 KCCJIeJOBaHUA AbI-
XaTeJbHBIX IIyTeH C KCIIoNb30BaHUEM GuOpO-
BOJIOKOHHOW ONTHKU («30JI0TOM CTaHAAPT»);
TIpAMOY MUKPOJapHUHTOCKOIINUU I10J, HApKO30M
(nosBosnsieT auddepennuponars OPII oT apy-
T'O¥ TaTOJIOTHH Y)Ke Ha IIepBBIX dTanax 3aboe-
BaHUA y ZeTel 060T0 Bo3pacTa); peHTreHO-
JIOTUYECKOI'0 UCCAeLO0BaHUA U KOMIBIOTEPHOMH
tomorpaduu [7].

OcHoBHBIM MeToAoM JedeHusa HOPII apinsgerca
SHZOJAapUHIrealbHAsA OllepalUsa C UCIIO0Jb30Ba-
HHEeM XHUPYyPTUYeCKHUX Ja3epoB I0J, HApKO30M.
OpHako cToiKas peMuccus 3a6oseBaHUA NpU
HCIOJb30BAHUU TOJBKO XHUPYPTHUECKOTO Me-
TOZA JiedeHUs pa3BUBaeTCsA MeHee YeM Yy TPeTU
nanueHToB [9]. Ilo 3TOi npuYuHe B KJINHUYe-
CKOM IpPaKTUKeE OOGBIYHO UCIIOIb3yeTCsA KOMOU-
HallUA XUPYPrU4ecKoro U MeAUKaMeHTO3HOI'o
snedeHUs. Kpuoxupypruueckuii MeTo/, IMoKasaH
TOJBKO TIPU JIOKAJIN30BaHHOU ¢opme HOPII.
[Ipy MeUKaMeHTO3HOM JIedUeHUH HCIOIb3YIOT-
¢ uHTepdepoHbl (reHHO-UHXXEHEePHBIEe O-UH-
TepdepoHbI), WHTAIAUOHHBIE I[UTOCTATUKU
(mpocnuzuH), oCaeAHee BpeMsa XOPOIIo cebs
3apeKoMeH/ZI0BaJl TaKOW MeTOZ JiedeHUs, Kak
9HAOTpaxealbHOe BBeAeHUe BucTtuza. OpHa-
KO HU OZIH U3 BhINIellepedYNCIeHHBIX METOLO0B

JieueHUs: He TapaHTUPyeT peMuccruu 3abosieBa-
Husa [10].

IIpuBoguM HabarogeHue pebenka c FOPII c mopa-
XKEeHHueM JIETKHUX.

JleBo4yka, 8 jieT, IIOCTYyIIMJIa B OTOPHUHOJIAPUH-
rojorudeckoe oTAereHHe MOpPO30BCKOU ZeT-
CKOM TOpPOJCKOYW KJIMHUYECKOU OOJBHUIBI C
skanmobaMu Ha 3aTpPyAHEHHOEe LIYMHOE /JbIXa-
HUe, IPUCTYIbl OCTAHOBOK JABIXaHUA BO CHE.
Co cyioB oTa pebeHKa, B MOCAeAHNE HECKOb-
KO AHel AbIxaHue pebeHKa yXy[IIMUIOCh, MOs-
BWINCH IPUCTYNIBI allHOd BO cHe. JIuxopaaku
He oTMevasoch. brlla rocnuTaau3upoBaHa Io
SKCTPEHHBIM [TIOKa3aHUAM B CBA3U CO CTEHO30M
BEPXHUX JIbIXaTeJIbHBIX ITyTe.

C 2 neT pebGeHOK HabirogaeTcsa IO MOBOAY ma-
NWwUIoMaTo3a TOpTaHW, IIocjeollepaliOHHBIM
py6LIOBBIM CTEHO30M ropTaHu 2-i creneHu. [le-
BOYKa ObUIa HEOZHOKPATHO T'OCIUTATHU3UPOBA-
Ha B CBA3U C PeLUJVWBUPYIOLUIUM TeyeHUeM Iia-
NWUIOMaTo3a 'OpPTaHy, a TaKyKe THeBMOHUAMU.
M3 aHaMHe3a U3BECTHO, YTO pebeHOK OT
2-1 6epeMeHHOCTH, MPOTEeKaBIIEel ¢ OCI0XKHe-
HUAMM, aHaMHe30M: B | TpumMmecTpe aHeMus
1-i1 cTenmeHU TAXKECTHU, TOKCUKO3, Bo II Tpu-
MecTpe TneloHeQpUT, yrposa IpephIBaHUs,
deTomnaneHTapHas HEZOCTATOYHOCTb. PoAbI
cpouHble, Macca Tesa 3590 rpaMMoB, AauHa 54
cM, OIleHKa Io mkane Amnrap 8/9 6amnos. Ha
4-e CyTKY KU3HU pe6GeHOK ObUI IepeBe/ieH B To-
POZCKOM NepUuHaTaJIbHBIN LIEHTP C AUarHo3oM
«OTKPBITOE OBaJbHOE OKHO, GIeOUT MyIIOYHOM
BEHBI, HEOHATaJbHas JKeJTyXa»; OblIa BEITHCA-
Ha C BBI3JJOPOBJIEHUEM.

Ha nepBoM rozy >XuU3HM OTMedascs ajlepru-
YeCKUM [JepMaTuT, B 00IeM aHajiu3e KPOBU
MepUOANYECKU PETHCTPUPOBAIAcCh 303UHOGU-
YA,

C Bo3pacTa 2 jeT cTpajaeT ManuuIOMaTO30M
ropraHu. bosee 10 pa3 rocrnuranamusupoBagach
B PJIKB r. Ye6oKcaphl B CBSI3U C pelUAUBaAMU
MmanuuioMaTo3a TOpTaHU. IIoYTHM KaKABIiA
peLUAuB COIPOBOXJAJCA BO3HUKHOBEHUEM
MMHEBMOHUH, OJHAKO IIOCJIe HaJl0XeHUs Tpaxe-
OCTOMBI B Bo3pacTe 5 JieT THeBMOHUU IIpeKpa-
TUINCh.

Bo Bpemsa rocmuranu3ainuii pebeHKy MHOTO-
KpaTHO IIPOBOAWJIOCH XHpypruiyeckoe yza-
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JleHue TanuIOM TOpTaHu, TakXe JeBOouKa
Tostydasia IpOTUBOBUPYCHYIO UHTepdepoHOoTe-
panuio B BRICOKUX ZI03aX KaK B CTallOHape, Tak
u ambynaTopHo. HecMoTps Ha mpoBoAuMoOe Jie-
YyeHUe, JAJUTEIbHON peMHCCHHM He HacCTymaso,
U B Bo3pacTe 7 jieT peOeHOK BIIepBbIe I'OCIU-
tanusuposaH B M/IT'KB c nenbro yzaneHua na-
NWIJIOM TropTaHu. B pesynbTaTe MpoBeAeHHBIX
BMeENIATENbCTB pebeHKy yAanieHbl IamuIOMbI
u pybel ropTaHu, NpOBeJeHA JAeKaHIOIAINA,
Ha QoOHe JieYeHUA JbIXaHUE HECKOJIbKO YIyd-
LIMIOCH, Pe6EHOK OBLI BBIMIKMCAH JOMOH.

B Bo3pacTte 8 jieT pe6eHOK BHOBb ITOCTYIIaeT B
M/T'KB B CBA3U C OABIIIKOM, OCUILIOCTBHIO T'OJIO-
ca (HacrosAmasa rocuuranusanusa). Belmo npo-
BeZleHO oOcieZloBaHue.

[Tpu mpoBezeHnu GUOGPOIAPUHIOCKONIMU: Ha-
PYXKHOe KOJIBLIO TOPTaHU PyO6II0OBO M3MEHEHO,
KyJIbTS HaATOPTAHHUKA, IIOJOCTh FOPTAaHU Ile-
JNeBUAHOU GOPMBI, B 061aCcTH OBIBIINX BECTH-
GYJIIPHBIX U F'OJIOCOBBIX CKJIAJOK PYOIIbI, CYXHU-
BarIye IpocBeT 6oiiee yeM Ha 3/4; B obiactu
OBIBLIEN TpPaBOW BECTUOYJNADHON CKJIAJKH,
KOMHCCYPBHI, UeplaJoBUAHOIO XpAllla clipaBa —
KOHIVIOMepaThl NalIWIOM; B IPOCBETE «I'OJI0CO-
BOI HIelN» MaNWIIOMBI He BU3yaaU3UPYIOTCH;
TIOZICKJIaZIOYHBIN OT/Zesl OCMOTPETh He YAAIOCh.
l'ucTosoruyeckoe HcciaefoBaHUe OIepalyoOH-
Horo marepuana ot 29.03.2017, 3akjiroueHue:
TIJIOCKOKJIETOYHBbIE MallU/UIOMBI.
PeHTreHojoru4eckoe  HCCAeAOBaHUE (ot
27.03.2017): peHTTeH-IpU3HAKU JABYCTOPOH-
HHUX 0YaroBO-UHQWIBTPATUBHBIX H3MeHEHUM
B JIETKUX C aTeJeKTaTUYeCKUM KOMIIOHEHTOM;

PEKOMEeH/lyeTCsd PEHTIeH-KOHTPOJIb B IUHAMU-
Ke, IIPY He0OX0ANMOCTH KOMIIbIOTEPHAA TOMO-
rpadus (KT) rpyZHOH KIETKH.

KT opraHoB rpyznoii kiaetku: KT-nmpusnaku
AVCCEMUHUPOBAHHOIO IIpoljecca JEerkKux, Gu-
6poarteseKTasa CpeJjHel ZIoJU IPaBoro JIeTrKo-
ro; ¢ y4eToM aHaMHe3a U3MEHEHHUA MOIYT CO-
OTBETCTBOBATh NaNWLIOMATO3y JeTKUX (puc.).
TakuM o6pa3oM, Ha OCHOBaHUU JaHHBIX aHAM-
He3a (6oseeT ¢ 2 JIeT, HIOBTOPHBIE I'OCIIUTAIN3a-
LIMU B CBA3U C HapacTaHUeM CUMITOMAaTUKU U
YXyZAIIeHUEeM COCTOAHUA), GubposapuHIocKo-
NUU U JPYTUX JOIOJHUTENIbHBIX WHCTPYMEH-
TaJIBHBEIX HCCIeZ0OBaHUH (peHTreHorpadus op-
ra”HoB rpygHo# kietku, KT opraHoB rpyzHoit
KJIeTKH) OBbLI ITOCTaBJEH JUarHO3 «peluJUBU-
pyOIINK nanuwioMaTo3 ropranu. CTEHO3 rop-
TaHU 2-3 creneHu. [lanmmioMaTos Ierkux».

JlaHHOe KJIMHHW4YecKoe HaOJIoZeHHEe JAEeMOH-
CTpUpyeT TAXKejloe U peAkoe NPOABJIEHUE U
6e3 Toro HevacToro 3aboneBanus, IOPII y pe-
6eHKa 8 JIeT ¢ IJIOXUM OTBETOM Ha IPOBOJAU-
MyIo Tepamnuio. B

Puc. KomnbromepHaﬂ momozpamma Jjieekux

Cnmcok JIMTepaTypsbl

1. Derkay C.S. Task force on recurrent respiratory papillomas. A preliminary report. Arch. Otolaryngol. Head

Neck. Surg. 1995;121(12):1386-1391.

2. Lindeberg H., Elbrond O. Laryngeal papillomas: The epidemiology in a Danish subpopulation. Clin.

Otolaryngol. 1990;15(2):125-131.

3. Ony¢dpuea E.K., Comzparckuii }0.JI., Ctpeirura FO.B., IlorocoBa WN.E. PenupuBuUpyIOMMii pecrnupaTop-
HBIIl [aNWIIOMAaTo3: COBPEMEHHOe COCTOSHME, HpoGieMbl. BecTHHK oTopuHOMapuHrosoruu. 2009;4:

66-71.

4. OpunnHHUKOB [0.M., Kucenes B.1., CongaTckuii 10.JI. u Aip. PacnpocTpaHeHHOCTb TUIIOB BUpYyca MaH/LUIOMBI
4eJl0oBeKa U UX BIUAHME Ha TedeHHUe 3a00JIeBAHUA Y JleTell, CTpaJaouX PeIUAUBUPYIONINM peclipaTop-
HBIM IIaIIW/UIOMAaTo30M. BecTHUK oTopuHonap. 2004;3:29-33.




TpyaHblil AarHo3 B ieAUaTpuu

201

5. Wiatrak B.J., Wiatrak D.W., Broker T.R., Lewis L. Recurrent respiratory papillomatosis: A longitudinal study
comparing severity associated with human papilloma viral types 6 and 11 and other risk factors in a large
pediatric population. Laryngoscope. 2004;114(104):23.

6. Abramson A.L., Steinberg B.M., Winkler B. Laryngeal papillomatosis: Clinical, histopathologic and molecular
studies. Laryngoscope. 1987;97(6):678-685.

7. Congarckuit 10.J1. PenuAnBUpYIOMNI pecnupaToOpHbIi nanuwuioMaTo3. Bonpocsl coBpeMeHHOMH IeAAUaTpUU.
2007;6(1):69-74.

8. Zawadzka Glos L., Jakubowska A., Chmielik M. et al. Lower airway papillomatosis in children. Int. J. Pediatr.
Otorhinolaryngol. 2003;67(10):1117-1121.

9. Congarckuii F0.JI., Onydpuesa E.K., lenun H.B. u fip. FicXoas! I0BEHWIBHOI'O PECIIMPATOPHOro NalM/LUIOMa-
To3a. Pocc. oropuHonapunroiu. 2004;4(11):70-73.

10. Peyton S.W., Wiatrak B. Is cidofovir s useful adjunctive therapy for recurrent respiratory pullomatosis in

children? Int. J. Otrhinolaryngol. 2004;68:413-418.

OcTpblii cpeHniA THOMHBIA
OTHUT y peOeHKa 5 Jier,
OCJIO’KHUBIIUIACA MACTOUIUTOM
M a0C1IEeCCOM BUCOYHO-
HMZKHEYEJIOCTHOTO CYCTABAa

CJIO)KHEHUsI OCTPOr'o BocCIase-

HUS CpeJHEero yxa SBIAIOTCA

YacThIMU U PasHOOGpa3HBIMU
[1, 2]. OgHO u3 caMBIX pacIpOCTPaHEHHBIX
— ocTpeli Mactougut [1]. PacmpocTpaHeHue
BOCIIAJIUTENBHOTO IIpollecca Ha CTPYKTYPhI
HIDKHEYENIOCTHOTO CyCTaBa BCTpeYaeTcs HC-
KJIIOYUTENbHO penko [3, 4]. KoHTakTHOe nHbU-
OUpPOBaHHUE IIOJIOCTU BUCOYHO-HUXHEYEIIIOCT-
HOTO CyCTaBa U3 CpPeJHEr0 yXa IPOUCXOAUT
yepe3 KaMeHHCTO-6apabaHHyl (I1a3epoBY)
menb [5]. OgHAKO BO3MOXKHO U reMaTOreHHOe
pacmpocTpaHeHHe ¢ pa3BUTUEM OCTPOTO I'HOM-
HOro aprtpuTa, abclecca, a B IOCIeAYIOLUEM
aHkwWwio3a [6—12]. Y geTeil paHHero Bospacra
LIBBI HA MECTe COeIUHEHUA KOCTeH COCTOAT U3
MacCUBHOTO (GUOPO3HOrO CJIOST; COEAUHUTENb-
HOTKaHHBIE TIPOCJIONWKU B KOCTHBIX CTEHKax
6apabaHHOI MOJIOCTH B CUIY HE3aKOHYEHHOTO

OKOCTeHeHUs Oosiee BhIPaKeHBI, Y€M Y B3pOC-
JIOTO, YacTO IPUCYTCTBYIOT AETHCHEHINH, YTO
TaK)Ke CIIOCOOCTBYET PacIpOCTPAHEHHIO BOCIIA-
JIeHUA Ha cocefHUue CTPYKTypHI [1].

KJIMHUYECKUN CIYYAN

PeGeHok A., 5 seT, nocTynui B MOPO30BCKYIO
JETCKYI0 TOPOJCKYIO KJIWHUYECKYI0 OOJBbHUILY
01.10.2015 mo ckopo¥ IIOMOIIM C HaIpaBu-
TEJIbHBIM JUarHO30M «II0Z03peHNe Ha OOKOBOM
IJIOTOYHBIH abcuecce». [Ipu MOCTYIUIEHHUH OTMe-
YJaJuch XKano0bl Ha 3aTpyZAHEHMUE IIPU OTKPHIBA-
HUU pTa, 60Jb B IPAaBOM yXe, HACMODK, IOBBHI-
LIeHVe TeMIIepaTypPHl.

V3 aHaMHe3a HM3BECTHO, YTO pebGEHOK »Kajo-
BaJICA Ha 3aTpyAHEHHEe HOCOBOTO JbIXaHUA, Ha-
CMODK U 601 B IIPaBOM yXe B T€UeHHE HeZeH.
IMoxy4asn TOJBKO MeCTHOe JjedeHHe (aHecTe3H-
PYIOLIYE KaIUI! B IPAaBOE yX0), 6€3 IOJI0KUTENb-
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Horo addekTa. 3a TpU AHA A0 TOCIUTANIUAIAYN
BO3HUKJIM OO/MU NIpU OTKPHIBAHUU PTa, NOABU-
JIOCh BBIHYK/IEHHOE II0JIOJKeHUe T'OJIOBHI U IIeH,
TeMIlepaTypa TeJa mogjHuMaznach zo 38,5°C.

IIpu mocTymieHNu peGeHOK B CO3HAHUH,
Banbiii. Temnepatypa Tena 38,5°C. BrlpakeH-
HBIH TpusM. JIMIIO aCCUMETPUYHO 3a CYET pe-
aKTHBHOTO OT€Ka B IIpeaypUKyIAPHON obiacTu
cmpaBa, NpU HajgbHaluy OTMedaeTcs 6oses-
HEHHOCTb, YIUIOTHEHHe MATKUX TkaHei. Ilpu
PHUHOCKOIIUHY CJIM3UCTast 060JI09Ka HOCOBBIX pa-
KOBHUH THIlepeMHpOBaHa, OTe4Has, CIU3UCTOe
oTzensieMoe B 00IIMX HOCOBBIX XxoZax. [Ipu da-
PUHTOCKOIIMY 3€B CHUMMETPUYeH, HEOHBIE AyXK-
KU PO30BbI€, MUHZAJIMHEI €3 aTOJ0rUYeCKOr0
COZIEPKMMOTI'0 B JJaKyHaX, CIU3UCTasg 000I09Ka
3a/lHel CTeHKH IVIOTKU PO30Basi, YMCTasd, He BhI-
6yxaeT. 3ayurHas obyacTh cpaBa 60jie3HEHHA
IIpY Majbllalliy, KOXKa B 3ayLIHOM o6iacTu He
U3MeHeHa, yllHasd paKOBHHAa He OTTOIBIpEeHaA.
IIpy opockonuy BHIBOAHON IIPOTOK IIpaBOM
OKOJIOYILIOH CJIIOHHOH >Xese3bl 6e3 ocobeHHOo-
CcTel, rulepcaJiMBaIliUM HeT, NpU IajblIalliu
peTpoMOJIAPOH 006sacTHU cIIpaBa BBIABIAETCA
60JIe3HEHHOCTh. [IpY OTOCKONHUU B XPALIEBOM
U KOCTHOM OTZeJie HapyXXHBIH CIyXOBOM IIpo-
XOZI MIMPOKUI, CBOOOAHBIM, KOXKa OJeHO-PO-
30Basg, NPU YCTAaHOBKE YIIHOH BOPOHKU 0o-

Puc. 1. KomnviomepHas momozpadus 8UCOUHbLX Kocmetl
pebetika A. 8 akcuansbHoll npoekyuu. Cmpeakamu yka3aHvl
8ePXyWKA NPABO2ZO COCLEBUIHO20 OMPOCMKA U abcyecc
BUCOUHO-HUIICHEUETIIOCMHO20 Cycmasa

JIeBHEHHOCTb CO CTOPOHBI IlepeJHel CTeHKH,
6apabaHHasd IlepelnoHKa CcIIpaBa THUIEpPeMU-
poBaHa, MH)WIBTPHUPOBaHA, BbIOyXaeT; ciaeBa
6e3 ocobenHocreli. IllemoTHas peysb crpasa
3 M, cieBa 6 M. B aHanu3e KpoBU: JIEHKOIIUTO3
(14,3x10°/m1), COD 75 MM/4.

[Io 5KCTpeHHBIM IIOKa3aHUAM BhINIOJIHEHO KT
BHCOYHBIX KOCTeM, OKOJIOHOCOBBIX Na3yX, MAT-
KUX TKaHel IIey ¢ KOHTPAaCTHBIM yCHJIEHUEM.
Ha cepuu KT-cpe3oB 6apabaHHas MOJIOCTb,
AYEeUKYU MUPaMUABl U COCLIEBHAHOTO OTPOCTKA
MpaBOM BHCOYHOM KOCTU TOTaJbHO 3alloOjHe-
HBI ITATOJIOTUYECKUM COZEeP)XUMBIM. CIyXOBBEIe
KOCTOYKH COXPaHeHBbI, B3aUMOOTHOIIEHHEe HX
He HapymeHo. [Ipy BHYTPUBEHHOM BBeJeHUU
KOHTpacTa B MATKUX TKAHAX HIKHEUYeTI0CTHOU
SIMKU BU3YaJHU3UPYETCA JKUAKOCTHOE 06paso-
BaHUe HeNpaBWIbHOM OBaJbHOH HOPMEI, pas-
MepaMu Z0 6x22x10 MM, ¢ ITUPOKON CTEHKOM
(o 4—5 MM), KOoTOpoe IpuieraeT K IOBepX-
HOCTH BHCOYHON KOCTH, OXBaTbIBaeT CyCTaB-
HyI0 TOJIOBKY MBIIIEIKOBOTO OTPOCTKA NpaBOi
BeTBU HIDKHEYETIOCTHOM KOCTHU U IOJTHOCTBHIO
3aHMMaeT NOJIOCTb cycTaBa. /luacras KocTeil,
COCTaBJIAIOLIVNX BUCOYHO-HIKHEUEMIOCTHOH Cy-
CTaB, IOCTUTAET 9 MM.

[Ipm TpenmaHalMM COCLEBHUJIHOIO OTPOCTKA
KOCTb MATrKadA, A4YeWKH 3alloJHeHBl TpaHy-

Puc. 2. KomnbiomepHas momozpagust 8UCOUHbLX Kocmell
pebenka A. 8 kopoHapHoli (a) u cazeumansHoti (6) npoex-
yuu. 1 — abeuyecc 8UCOUHO-HUICHEUeIIOCMHO20 CYCmasa;
2 — A6J1eHUs NPABOCMOPOHHe20 Macmouduma
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JIALIMOHHOM TKaHbIO, CBOOOZHOIO THOS HET.
[TaTosoTMYeCK W3MEHEHHble TKaHU yzaje-
HBl. BrIllonHeH mapaieHTe3 (MOJIy4eH THOM).
Bosmb CKyJIOBOTO OTPOCTKA BHCOYHOM KOCTH
OTCemapoBaHbl MATKHWE TKaHU IO HallpaBiie-
HUIO K KaICyJe BHCOYHO-HWXHEUYETIOCTHOTO
cycraBa. Ilocneznss ob6HaXeHa, IPOU3BEJEH
paspes KallCyJbl, I0JIy4eHO OOUIbHOEe IHOMHOe
oTAeNsseMoOe TIOZ JaBjeHHeM (IIOCEBBI poOCTa
He Janu). YCTaHOBJEHA ApeHaXHasd CHUCTeMa
C KOHTpaIlepTypoil: ZiBe IOJIble CHUJIMKOHOBBIE
TpyOKU gramMeTpoM 2,5 MM, 0be yCTaHOBJIEHBI
B IIPOEKIUU cycTaBa (mepBas BrIBeJleHa B IIpe-
aypUKYIAPHYIO 001acTh Ha TIOBEPXHOCTD KOXKH,
BTOpas yJIO)XXeHa B KOCTHOe JIoXe, chOopMUpo-
BaHHOE C IIOMOINbIO 6opa IO XOZYy CKYJIOBOTO
OTPOCTKa K CYCTaBy, U BbIBeZleHa B 3ayLIHYIO
obJiacTh).

B 1mocieonepaniOHHOM IIepUOZE €XeAHEBHO
Yyepe3 ZpeHaXX IIPOBOAUJIOCH IIPOMBIBAHHUE IIO-
JocTu abcluecca BHCOYHO-HIDKHEUYETIOCTHOTO
cycTaBa pacTBODOM aHTHOMOTHKOB, IEPEBA3KU
3ayIIHOM Ioc/IeonepallioHHOM paHbl. Ha 5 eHb
ZpeHax ObU1 yzaneH. Pe6eHKy IpoBOAWICA KypC
a"HTubakTepuaabHOl Tepanuu (1edpTpraKcoH
1,2 r x 2 pa3a B CyTKU BHYTPUBEHHO 8 AHell),

npotuBorpubkoBas Tepanusa (¢paykonason 100
Mr 1 pa3 B CyTKU BHYTPUBEHHO 8 JiHell).

B pesysnbTraTe NpoBeZIeHHOTO JIeYeHUs B TeUeHUe
1 Hex y pebeHKa HOpMaIN30Balach OTOCKOIH-
4YecKas KapTHUHA, IMOJBIKHOCTb BHCOYHO-HIIK-
HeYe/JIOCTHOIO CycTaBa BOCCTAHOBUJIACh, B
aHasm3e KpoBU: JeHkouuts 9,43x10%/1, COD
12 mm /4. Kypc cTaiiuoHapHOrO JIeYeHUs COoCTa-
BuI 8 fHeill. PebeHOK BBIKCAH OMO¥ IOZ Ha-
6mrogenue JIOP-Bpaua u neguarpa.
OCOo6eHHOCTh JaHHOTO KJIMHUYECKOTO HabJIio-
JeHusA 3aKklodaeTcs B pPeJKO BCTpedaloleMcs
OCJIO)KHEHHM OCTpOro cpesHero orura (oTo-
TeHHBIH abcliecc BUCOYHO-HIKHEUYETIOCTHOTO
cycraBa). CrnesyeT o6paTUTh BHUMaHUeE IpakK-
TUYECKUX OTOPHHOJIAPDUHTOJIOrOB Ha Audde-
PeHIIMaTbHYIO AUATHOCTHUKY TaKOTO poja MaTo-
JIOTUU C OCTPBIM I'HONHBIM NTapaTOH3UUIUTOM,
IIpX KOTOPOM MMEIOTCs 06I[Hie CUMIITOMBI, Ta-
KHe KaK BBIHY>K/JEeHHOe IOJIOXKEHHe TOJOBBl U
ey, CUibHasA 60Jb B ropje, TPU3M, perioHap-
HBIH OZIHOCTOPOHHUH JIUMdaZeHUT. Permaloree
3HaueHUe B IIOCTAaHOBKe JMarHosa ChII'pajo
CBOeBpeMEHHO BHINONHeHHOoe KT-ucciaemosa-
HHe BHCOYHBIX KOCTel U ero aZileKBaTHas Tpak-
ToBKa. M
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TakTuka BeaeHusd neTem
C JIBYCTOPOHHMMM (hJIerMOHAMU
CJIE3HOIo MelllKa

JIeTMOHAa CJIE3HOTO MeIIKa — Tsi-
JKeJIoe OCJIOXKHEHHE THOMHOTO
JaKpUOLIMCTUTA  HOBOPOXKEH-

HbeIX. OHa BO3HUKAeT IIPU PaCIPOCTPAHEHUU

BOCIAJIEHUs 3a TpeZesbl CJIe3HOr0 MeIlKa Ha

OKpYXKarlllie ero TKaHW. [Ipoljecc MOXeT Jo-

CTUYb OpOUTANBHON KJIEeTYaTKH, MOJOCTH de-

pema, BbI3BaTh TPOMOO3 KaBEpPHO3HOr'O CHHYCA,

MEHUHTHUT U CENCHUC C TeMaTOTeHHBIMU OYaraMu

rHoliHON nHQekunu (1). PacmpocTpaHeHHOCTh

THOMHO-BOCIIATUTENBHBIX 3ab0/IeBaHUi opraHa

3pEeHUA U ero IPUJATKOB CPeAY HOBOPOXKAEHHBIX

TMoAYEPKUBAET 3HAYMMOCTh CBOEBPEMEHHOTO U

addexTUBHOTO JeUeHMA ITUX 3aboeBaHMii (2).

B cBA3u ¢ 3TUM BHIOOP a/IEeKBATHOTO 3THOIMA-

TOTEeHUTHUYECKN OOOCHOBAHHOTO JIEYeHU:d, IIO-

3BOJIAIOIIET0 CBOEBPEMEHHO KYIIMPOBATh T'HOM-

HO-BOCITQJINTEJIBHBIN TIpOIleCcC, NpeAOTBPAaTUTh

pas3BUTHE OCJIOKHEHUH 1 OHOBPEMEHHO BOCCTa-

HOBUTH CJIE300TBe/IEHE, IIPECTABIIAET IPAKTU-

YeCcKUU UHTEepec.

B HacTosAmEM COOOIIEHUN IPUBOAUTCA CIydail

U3 IPaKTUKY, HATVISAHO J€MOHCTPUPYIOIIH 3d-

HeKTUBHOCTD pAaHHETO XUPYPTrUIECKOTO JIEYEHUS

pebenka c ¢pylerMOHOM CIE3HOTO MeIKa, MT03BO-

JIMBIIYI ZOOUTHCS BBI3ZIOPOBIEHUA B KOPOTKUE

cpoku 6e3 Ha3HaueHUsI ob1iel aHTUOAKTEpUaIb-

HOU Tepanuu.

Bonsuas M., B Bo3pacTe 8 AHEHW >KU3HH, MOCTY-

mwia B oTAeseHre opTaTbMOJIOTUN U MUKPOXH-

pyprum miasza Mopososckoil JI'KB 1mo ckopoii

TIOMOIIIH.

N3 aHaMHe3a H3BeCTHO, 4TO pebeHOK oT 1-i

6epeMeHHOCTH, IIpOTeKaBlleil 6e3 OCIoXKHe-

HUH, 1-X CPOYHBIX POZIOB. Bec mpu poXKAeHUN —

3200 r, pocT — 51 cMm, olLleHKa IO IIKasne Anrap

8—9 6asuioB. BeinrcaHa U3 pOAWIHHOTO oMa Ha

3-u cytku. C poXKZeHUs OTMEYasoCh CJIe30CTOs-

HUe Ha oboux rasax. JleueHue He MPOBOJWIH.

Ha 6-i1 ieHb moc/ie pOXKAEeHUA MOSBUIOCH THOM-
HOE OTAesIeEMOe U3 KOHBIOHKTHBAJIbHOI I10JI0-
ctu. [lo pekomMeHZAIMN TATPOHAXKHOU CECTPHI
MaMa ZIeBOYKY Haydajia MPOMBIBATh KOHBIOHKTH-
BaJIbHYIO [TOJIOCTh PacTBOPOM dyparivHa.
KnuHyka crpeMuTenbHO Hapactana. Ha cie-
AYIOIIUN /leHb MOSIBWICS BBIPAXKEHHBIN OTEK U
TUIEepEMUs KOXKU BeK, MHOWIbTpAIuA 061acTu
CJIE3HOTO MellKa. Pe6eHOK OBbLI OCTABJIEH B CTa-
IIOHAp.

[pu TOCTYIUIEHUU: COCTOsIHYE pebeHKa TsKeToe.
[asHble IIeny COMKHYTH. Ha o6oux ra3ax BBI-
PaKeHHBIN OTeK BeK (6osiee MHTEHCUBHBIN OTEK
HIDKHEro BeKa), TunepeMusa KOXXU BeK, Mallepa-
L¥sT KOXKU HIDKHETO BeKa M Hapy)KHOT'O yIvia Ivia-
3a. IHGWIBTpauysa U runepeMus KOXXU B IIPOEK-
UM CJIe3HOro Melka. 'HOWHOe OTAe/lsseMoe U3
KOH'BIOHKTHBAJBHOM IIOJIOCTY UM HIDKHEH cjes-
HOM TOYKU. ['MIiepeMus KOHBIOHKTHUBBI HIKHE-
ro cBoza. [lepegHuii OTpe30K 1a3a He U3MeHEH.
['masHoe AHO 6e3 BuAMMOi# nmatosoruu (puc. 1).

Puc. 1. BoavHasa M., 8 OHell #cusHu




TpyaHblil AarHo3 B ieAUaTpuu

B o611em aHa3e KpOBU JIEMKOIIUTO3 17 ThIC. Pe-
6GEeHKY IIOCTaBJIeH AUArHO3 «ABYCTOPOHHAA dJIer-
MOHA CJIE3HOTO MeIllKa».

Cpasy 1mocJe MOoCTyIUIEHUS B OTeleHue pebeHKy
NIpOBeZIeHO 30HAMPOBaHKE HOCOCIE3HOI'o IIpo-
TOKa 000MX IVIa3, CJIe300TBeZleHre ObUIO BOCCTa-
HOBieHO. CJie3Hble IyTHU IPOMBITEl PACTBOPOM
nedazonuHa (1: 100000), ciae3HBI MELIOK 3a-
MOJIHEH PacTBOPOM aHTHUOMOTHKA. MecTHas Te-
pamnusi orpaHUYWIACh MHCTWUIALUIMU BUTA0aK-
Ta 6 pa3 B geHb. OOIIy0 aHTUOAKTEPHATBHYIO
Tepanwuio He IPOBOJVIIH.

Ha 2-e cyTku oTMeYyeHa MOJIOKUTeNbHAA JUHA-
MuKa: pebeHOK Hayasl OTKPBIBATh IVIa3a, 3HAYU-
TeJIbHO YMEHBIIWICA OTEK BEK U 06J1acTU Cies-
HOTO MeIIKa, KymUpoBajach WHQWIBTpAIUA
BHYTPEHHETO yIVIa [VIa3a, KoTopas 6buia cBs3a-
Ha C 3aI0JIHEHHUEM CJIE3HOTO MellKa FHOWHBIM
COZEPKMMBIM W OTEKOM €ro CTeHOK. YMeHb-
LUIWJIOCh KOJTHMYECTBO THOMHOTO OTZAENIEMOTo
(puc. 2).

Ha 3-#i zeHp mocjie 30HAUPOBAHUA Ha 060UX
1a3ax UCYes3Ju IposiBieHus GJIerMOHBI: OKPY-
JKaloU[e TKAaHU ObUIM MpaKTUYeCKU He u3Me-
HEHBI, OTZeJIAeMOE U3 CJIE3HBIX TOUYEK U CJIe30-
CTOSIHHE OTCYTCTBOBaIU. [lepefHUN OTpe30K
mia3a He uaMeHeH (puc. 3). PebeHOK ObUT BBI-
MHCaH JOMOU C peKOMeHZALUAMY MPOAOIKATh
UHCTWLIALIMY BUTabakTa (6 pa3 B ieHb) B Te-
yeHHe 7 JHEN.

Puc. 2. Bmopoti deHb nocsie 30H0uUposa-
Hus. /[eycmopoHHAA (leeMOHa ce3-
HO020 MeWKa HOCOCIe3HO20 NPOMOKA
oboux znas

PenziBa CTEHO3a  HOCOCJIE3HOTO  IIPOTO-
Ka Ha MpOTMKeHUU 6 MecslleB He OTMeYeHO.
TpaguIOHHO JiedyeHue TIpu $IerMoHe IPUHITO
HauMHATh C Ha3HauYeHUsa obuiell aHTHUOaKTepu-
aJIbHOM Tepanuy U TOJBKO I0Ce KYITUPOBAHUA
OCTPOTr'O COCTOSTHUS INPOBOAUTH 30HJAVIPOBAaHUE
HococnesHoro mporoka (1, 4, 5). IIpuyuHOM
¢erMoHBI C/I€3HOrO0 MeIIKa BCErZa BBICTYIIAeT
6JI0Kazia CIe300TBeAeHHA, MO3TOMY 3THOIATO-
reHeTUYeCcKHe TPUHIUMIBL JIeYeHUs THOMHBIX
OCJIO’KHEHUH [JaKPUOLMCTUTA HOBOPOXKJEHHBIX
B IEPBYIO OYepesb MOAPa3yMeBaloT BOCCTAHOB-
JIEHUS OTTOKAa CJIe3bl, ZOTIOJTHEHHOE CHMIITOMA-
TUYECKOH Tepanuell — IpUMeHEHWeM aHTU-
GakTepuaJbHBIX TpenapaToB. B c¢BA3M ¢ 3TUM
PS4 aBTOPOB TIPUZEPKUBAETCA APYroM TaKTUKU
JledeHUss — paHHEero 30HJUPOBAHUA HOCOCJIE3-
HOTO IIPOTOKA C MPOMBIBAHUEM CJIE3HBIX ITyTel
pactBopoMm aHTHb6buoTHKaA (2, 3). Pe3ynbraThl
JleyeHUs Hallero ManueHTa MOATBEPXKAAIOT 3¢-
(beKTUBHOCTh UMEHHO TaKOTO MOAX0Aa: GbICTpOe
BBI3JOpOBJIeHNEe pebeHKa 6e3 Ha3HaueHUA 00-
el aHTH6aKTepHUaIbHOM TEPaNUK, OTCYTCTBHE
OCJIO)KHEHUM, OTCYyTCTBUE pelnjuBa 3aboseBa-
HUSA, a TaKKe yMEeHbIIEeHUEe JJUTENTbHOCTH Tpe-
6BIBaHUA B cTaniuoHape. [1oy4eHHBIH pe3yIbTaT
CBUJETEILCTBYET O 11eJIeCO06Pa3HOCTH MIPOBeZe-
HUS paHHETO XUPYPIUYeCKOro JIeYeHUs y AeTelt
C OCTIOKHEHHOM HOPMOM JaKpUOLKCTUTA HOBO-
poxzaeHHoro. B

Puc. 3. Tpemuil 0eHb nocue 30H-
ouposaHusi. feneHus greemoHbL
KYNUpo8aHsl
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K Bompocy o BbIOOpe TEXHUKHU
ONepaTUBHOIO BMeIIaTeIbCTBA
U IJIACTUYECKOr0 MaTepuaJia
MPU TPABMATHYECKHNX
MOBPEKAEHUSIX KOCTHBIX

CTE€HOK OpOHUTBI

TocyIeIHUE roAbl IeTCKUY TpaBMa-

Tu3M B Poccuu mpuobpen TeHAeH-

LU0 K HEYKJIOHHOMY POCTY. YBe-
JIMYIIOCH KOJIMYECTBO ZIeTeH C IOBPEXAEHUAMU
OpOUTHI, COYETAIOUUMUCS C YEPETTHO-MO3TOBOM
TpaBMoii. IIpu mOZOGHBIX TpaBMax y AeTel
4acTO BO3HUKAKOT JAedeKTbl KOCTHBIX CTEHOK
op6uTH, Tpebyollre XUPYPrUYecKoro BMella-
TEeJbCTBA C HCIIONb30BAaHUEM ILIACTHYECKOTO
MaTepuasna. Bompochl, MOCBAIIEHHbIE AUArHO-
CTHKe, ONEPATUBHOMY JIEUEHUIO, BBIOOPY ILIa-
CTUYECKOTO MaTepuaja IPU TpaBMaTHYECKUX
TIOBPEX/AEHUAX KOCTHBIX CTEHOK OPOUTEHI, B Ha-
cTosilee BpeMs IpUoOpeTaoT 0coOyI0 aKTyalb-
HocTh (1, 2).

ITpuBeeHHBIN HIDKe CIy4all U3 MPaKTHUKU WUTIO-
crpupyeT 3$GeKTUBHOCTb KOHTYPHOH IUTACTUKY
OpOUTHI IeMUHEPATN30BaHHBIM KOCTHBIM aJLIo-
uMiuiantaToM (K1) npu nepenomax ee CTEHOK
y AeTei.

BonbHoit C., 14 neT, MOCTynWI B 1-e HeHpoOXU-
pyprudeckoe otaeneHue Mopososckoit JAI'KE ¢
AVarHO30M: COTpsICeHHe TOJIOBHOT'O MO3ra, KOH-
Ty3Us OPOUTEL, I0Z03PEHNE Ha ITEPEIOM HIDKHEHN
CTEHKHM OpOUTH IIpaBoro miasa. /lisa okasaHusA
CHeNVaTu3UPOBAaHHON  O0dTaTbMOIOTHYECKOM
oMoy pebeHOK ObUI IlepeBeZieH B OTAeIeHUe
0bTaNIbMOJIOTUN U MUKPOXUPYPIHH IVIa3a.

IIpu mocTyIIeHUH: OCTPOTa 3pEeHUs NMPaBOro U
sneBoro masa = 1,0. YeTbIpeXTOYEYHBIN TECT —
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OZIHOBPEMEHHBIN XapaKTep 3peHus ¢ 5 MeTpoB
u ¢ 1 merpa. Jumionus Ipu B3IAZe NPsMO,
KBepxy, KHU3y. Jk3odranbmomerpus (P = 95
cM) OD = 12 MM, OS = 13,5 mm. T'unodransm
1 Mm.

IIpu ocMoTpe. BEIHY>X/JeHHOE TIOJIOXKEHUE T'OJIO-
BBl — HAaKJIOH BIIpaBO. OI‘paHI/I‘IeHI/Ie IIOABMK-
HOCTH NPaBOro IVIa3HOTO s16JI0Ka BBEPX U BHU3
(puc. 1). Ilepeanuii oTpe30K He u3MeHeH. ONnTH-
YyecKue cpeZbl Ipo3paydHbl. Ha ia3HoM ZiHe maTo-
JIOTUYECKUX U3MeHEHUH He 06HaPy>KEHO.
JlanHbBle KOOPAUMETPHUU — PHUC. 2.

A

Puc. 1. BHewHuii 8ud peberKa npu NOCHynieHuu:

Ha 0630pHO#1 peHTreHOrpaMMe OpOUTBI OTYET-
JINBBIX TPAaBMaTUYECKUX ITOBPEXAEHUH KOCTHBIX
CTEHOK IIpaBOi OPOUTHI HE OIPeZEesIETCs, THEB-
MaTHh3anyA [IPaBOH BEPXHEYENIOCTHON MHa3yXu
ToHXeHa. [IpoBezeHa KOMIIBIOTEpDHasA TOMO-
rpadusa (KT) opOuTEL, Ha KOTOPOH OIpezeneHb
KT mpu3HaKu OCKOJIBYATOTO IepesioMa HIDKHeH
CTeHKU IpaBoii opouTs (puc. 3).

PebeHKy ObUIa IIpou3BeJeHa IUIACTUKA HIDKHEHR
creHKU npaBoii opbutsl JKU. IMocieomnepanu-
OHHOe TedyeHMe 6e3 ocobeHHOCTel. BrinucaH Ha
10-e cyTku.

A — enasHoil mopmukosiuc (201084 HAKOHEHA 8 CMOPOHY NOBPENCOEHH020 21d3a);

b — 3nauumensHoe oZpaHuueHue noosusjcHoCmu npasozo 2,1a3Ho20 a6oka 88epx;

B — 3nHauumensHoe oZpaHuuveHue noodguicHocmu npaeozo 2aa3Hoz2o a610ka 6HU3

Puc. 2. Pedynsmamut koopoumempuu 60sbHozo C. ITpa-
80CMOPOHHSASL HEOOCMAMOUYHOCMb 8epXHell npsAMoll U
HudycHell Kocotl Mbluy,

Puc. 3. KomnsiomepHble momozpammut 60nbHo20 C. [1epe-
JIOM HUdiCHell CMmeHKU npagotl opoumsl ¢ yujemaeHuem u
Nponancom codepiumozo opoUMbL 8 8ePXHEUENIOCTIHYIO
nasyxy. Ymonujerue (omek) causucmoil epxHeuesnrocm-
HbLX NA3YX
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Ipu BBINKCKE: YETHIPEXTOYEUHBIH TECT — Hey-
CcTOMYMBOE GMHOKYJIAPHOE 3peHre ¢ 5 M, ¢ 2,5 —
OGUHOKYJIIDHOE 3peHHe. YMepeHHOe OorpaHude-
HMe NOABIKHOCTU KBepXy U KHU3Y. [ToqHOCTBIO
BOCCTAHOBWIACh KOHBEPreHIYsA. YMEHbIIWIOCh
ZBOeHHe B pabodeil 30He. DK30dTaIbMOMETPHUA:
(P =95cm) OD = 15 mm, OS = 13,0 MM.

Yepes 6 MecAlleB NOC/Ie oIlepalii: OCTPOTa 3pe-
HUA IIpaBoro u jeporo miasza = 1,0. YeTslpexTo-
YeYHBIH TeCT — GUHOKY/IAPHOE 3peHHe C 5 M U €
2,5 M. HopmasnbHOe nosoxeHue royuossl. [TonHoe
BOCCTaHOBJIEHHE II0BIXKHOCTH IVIa3HOTO A0I0Ka

A

Puc. 4. Bewneil 8uo pebenka uepes 6 mecsiyeg nocjie onepayuu:

A— HOPMAJIbHOE NOJI0NCEHUE 20J108bL;

(puc. 4). KoHBepreHiusa yoB/lIeTBOPUTENbHAA.
Ox3odranbmometpus: (P = 95 cm) OD = 14 mm,
OS = 13,5 mm.

KoopanmeTpus B ipeziesrax HOpMBI (puc. 5.).
KontposnpHaa KT nmokasana ocTaTOYHyIO He3Ha-
YuTeIbHYIO fedopManuio 6e3 IpU3HAKOB Aedek-
Ta HIJKHEU CTeHKU opOuTH! (puc. 6.).
ITpuBeseHHBIN IPUMeEp ABJIAETCA HAIAAHOH Jle-
MoHcTpanueit 3¢ppeKTUBHOCTH CBOEBPEMEHHOM
Y aZleKBaTHOM AMAarHOCTUKYU B COYETAaHUM C CO-
BPEMEHHOW TEXHUKOU IUTACTUKUA KOCTHEIX CTe-
HOK OpOUTHI ¢ ucrionb3oBaHueM JKI. B

B — goccmatosieHue no08uUlCHOCMU npasozo 21a3H020 a6a0ka 86epx;
B — goccmatosieHue nodguxcHocmu npaesozo 2aa3Ho20 2610ka 8HU3

Puc. 5. Peaynsmamst koopdumempuu 60161020 C. uepe3 6 mecsiyes

nocne onepayuu

Puc. 6. KT 60020 C. uepe3 6 mecsuyes nocsue
onepayuu

CnucoK Jireparypbl

1. BenpueHko B.A., Pribanbuenko [H., [Iputsiko A.I'. O TaKTHKe JledeHUs TIePEeIOMOB HIDKHEN CTEHKU IVIa3HU-
el C6. crareii: [lepeioBble TEXHOMIOTHMHM MeJUIIMHBI Ha CThIKe BekoB M. 2000. C. 71—73.

2. Jluxkemsuiu M.B. TexHOJIOIMY U3TOTOBJIEHUA KOCTHOT'O IUVIACTUYECKOTO MaTepuaa A IpUMeHeHUA B BOC-
CTaHOBUTeJIbHOI XUPypruu. ABToped. Auc. JOKTOpa MeJ. HayK, Mocksa. 2005. C. 48.
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PoJb paHHeil BUTPIKTOMMM
B JICYEHUHU NOCTTPABMATHIECKUX
3HI0(TAJIBMHUTOB Yy JeTen

OCTTpaBMaTUYECKUi dHAODTAD-

MUT OCTaeTCA OZHUM M3 CaMBIX

TSDKENIBIX OCIOKHEHUH MPOHUKA-
IOIMX paHEHUH IVIa3a U pa3BUBAeTCA C YaCTOTOU
2—17% ciny4yaeB. Hann4dre WHOPOAHOTrO Tejla B
I71a3y 3HAYWUTEIBHO MOBBINAET PUCK BO3HUKHO-
BeHU:A dHAOPTAIBMUTA [0 CPABHEHHUIO C IIPOHU-
KaloMUMK paHeHUAMH 0e3 BHeJPEeHUs UHOPOZ-
HBIX Tea [1, 2].
ITporHos 3a6oeBaHnA, KaK IPaBWIO, TSKEJBIH.
[Tpu CBOEBpPEMEHHOM U a/IeKBATHOM KOMILIEKC-
HOM JIeYeHUH SHAOPTIBMUTA B 1—2-1 cTaznax
ocTaeTcs HaZieXK/ja Ha COXPAaHHOCTD 3PUTENbHBIX
dynxkuwii [3]. DddexTUBHOCTD eueHUs B 6oree
TTO3ZHUX CTaJUAX 3a49aCTYIO OLIeHUBAEeTCs KOCMe-
TH4YecKuM 3 HeKTOM — coXpaHeHHeM Ila3a Kak
aHaTOMHUYECKOTo opraHa. Bo3moxHa cy6arpo-
¢dus mazHoro s6;10Ka. [Ipu TsKENIOM SHAOPTATD-
MHTe WIK NaHOPTAIBMUTE C YTPO30H Pa3BUTHUSA
MEHMHTUTA WIN APYTUX OCJIOXXHEHUH IPUXOANT-
cs1 IpuberaTh K SHYKJIealnu.
Haubonee selicTBEHHBIM METOZAOM JIEYEHUS DH-
podrampMuTa B HacTosIlee BPeMs OCTaeTcs 3a-
KpbITas CyOTOTaJIbHAA BUTPIKTOMUSA C BBEACHU-
eM aHTHUOAaKTepHATbHBIX NTPENapaToB B IOJIOCTh
asa. YaajeHrue WHQGWIBTPHPOBAaHHOIO THOEM
CTEKJIOBUHOTO Teja YCTPaHsEeT MOIIHBEIE Me-
JAVaTOpBl BOCIAJIEHUA, CO3/aeT OGlaronpuATHbIE
YCJIOBUS I A€HICTBUA €CTECTBEHHBIX 3aLTUTHBIX
MeXaHU3MOB. [Ipy 3TOM 3a c4eT paBHOMEPHOTO
pacrpeziefieHUs1 JIEKapCTBEHHBIX IIPeraparoB
BO BHYTDHWIVIA3HBIX CpeZax IIOBBHIIIAETCA pe-
3yJIBTaTUBHOCTh AHTHOMOTHUKOTEpANuu. B xoze
BUTP3KTOMUHU YZAJA€TCA ATOJOIMYEeCKUH cyo-
CTparT, CHIDKAeTCs [TOBPeXKAaoliee JeHfCTBUE MU-
KPOOHBIX ITpOTea3 Ha ceTYaTKy [4].

Pe6Genok Esmm3aBera I, 11 neT, IOCTyNIWIA B OT/e-
JieHre opTaNTbMOJIOTUY U MUKPOXUPYPTUU I1a3a

Mopo3zosckoit ITKE 08.08.13 r. ¢ AuarHo3oMm:
«OS — 2HA0PTANBMUT Ha I1a3y C IPOHUKAIOIUM
KOJIOTBIM POTOBHUYHBIM paHeHHeM, OllepHpPOBaH-
HBIM, OCJIOXXHEHHBIM BHeJpeHHEeM HHOPOJHOI'O
Tesa».

VI3 aHamMHe3a U3BECTHO, YTO IIpOHUKAlollee pa-
HeHHe C BHeJpeHHeM MeTa/UINYeCKOro MHOPOZ-
Horo Teja nonay4deHo 29.07.13 r. Ha gadve. Ilep-
BUYHAasA XUPypruyeckas o6paboTka ¢ yaareHrneM
WHOPOJHOI'O Tejla U3 IlepefHel KaMephbl U Kypc
KOHCEPBAaTUBHOW Tepamuu OBUIM INPOBEAEHBI
B 00JylacTHOU OGOJILHUIIE IO MECTY IOJIy4eHUs
TPaBMBI.

[Ipu mocCTymIeHNH COCTOSHME IVIa3a paclieHeHO
Kak Tsxesnoe. OcTpoTa 3peHHs — IpaBWIbHAA
cBeromnpoekiuda. OdTaapMOTOHYC (TaIbIaTOP-
HO) — BBIpa)kKeHHas runoToHus. IIpu sxorpadu-
YeCcKOM OOC/IeZJOBAHUY BBIABJIEHBl JKCCYJATHB-
Has B3BeCh B CTEKJIOBUAHOM Tejle, YTOJIeHKe
obosouex.

ITpu ocmoTpe OS — cMellaHHaA UHbeKIUA. Bhl-
pa)keHHBIN oTek poroBullsl. Ha porosuiie Ha 2-X
yacax KOJIOTOe IpOHMKalolllee PaHeHUe C OTed-
HBIMU UHOWIBTPUPOBAHHBIMU HeaJalTHUPOBaH-
HBIMU KpassMU. B BepxHeBHyTpeHHEM OTZelle, B 3
MM OT TUM6a ¥ KOHIIEHTPUYHO €My, POTOBUYHBIHI
paspes AMMHON 4 MM, COOTBETCTBYIOIIMI olepa-
LIMIOHHOMY JoCTyIly. Paspes He repmeTusupo-
BaH. [lepeansas kamepa menkas (okoso 1,5 mm),
B3BeCh 3KCCyZlaTa BO Bjare IepejHeil Kamephl.
3padok 0KoJIO 6 MM, peaKIlisa Ha CBeT OTCYTCTBY-
eT (mocTTpaBMaTuueckuil muzpuas). Pazyxkka
1acTo3Ha, KPOBOU3IUAHUA B CTPOMY PaZyKKU
B HIDKHEM oTZene. [UyGikenexaliye OTAensl He
TIPOCMaTPUBAIOTCA M3-32 BBIPAKEHHOI'O OTeKa
poroButisl. Pediekc ¢ ra3Horo Ha OTCyTCTBYeT.
IpoBeaeHo onepaTuBHOe sedeHune OS: apaleH-
Te3 pPOrOBUIIbI C IIPOMBIBaHHEM IlepeJHell Ka-
Mepbl paCTBOPOM aHTHUOHMOTHKA. [epMeTH3auus
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KOJIOTOTO paHEHUs UM OIlepalOHHOIO paspesa
poroBunpl. CyOTOTanbHAsA BUTPIKTOMUA C BBe-
JeHUEM aHTHUOHMOTHKA B IIOJIOCTh CTEKIOBUAHOTO
Tena (reHTamMuuH). IIyHKIMOHHAA OpOUTOTO-
MU C YCTAaHOBKOM MPPUTAlIIOHHOM CHCTEMEBI B
peTpobynpbapHOe pocTpaHCcTBO. [Tocie IPOMBI-
BaHUA NepeJHEN KaMephl paCTBOPOM aHTHOHO-
THKa CTaJIa BU3YaJIU3HMPOBAaThCA DKCCyZaTUBHAA
B3BECh B CTEKJIOBUZHOM Tesie. [J1a3Hoe JHO: CTy-
LIeBaHHOCTb I'DAHMI] JYICKA 3pUTEIBLHOTO HepBa,
BBIPQKEHHBIN OTEK CETYATKU B I[EHTPAIBHOM OT-
JeJie ¥ IOJTHOKPOBHE COCYZOB.

B mocieonepanroHHOM Iepuofe pebGeHOK Io-
JIyqasl UTHTEHCHBHYIO OOIIYI0 M MECTHYIO aHTH-
6aKTepuaJbHyIO, MPOTHBOBOCIAIUTENBHYIO U
COCYyZOYKpeIUIAIONylo Tepamnuio. HasHaueHue
aHTHOaKTepUAJIbHEIX IIPENapaToB IIPOBOAWIN
C Y4eTOM pe3y/lbTaTOB OaKTePHOJIOIHMYECKOro
HCC/IeIOBAHUS MaTrepuaa, B3ATOIO HUHTpaolle-
panuoHHo. C /e3MHTOKCHUKAIMOHHOM LEIbIo
BHYTPHMBEHHO BBOJWIN PEOMOIUIIIOKUH. C Ie-
JIBIO YMEHBIIIEHUA OTeKa, YIy4IIeHUA TPOPUKU
1 GopMHPOBaHMA IUIOCKOTO PyOIja POTOBUIIBI
6bUIa YCTAHOBJIEHA CWIMKOH-THZpOresieBas Jie-
ye6Has KOHTAKTHAA JIMH3A.

JlaHHbIe IIOCJIEOIEPAIOHHOr0 06CIeZOBaHMs.
[letimndoror-kamepa: CHIDKEHWE TOJMIIAHBL U
OINTHUYECKOHN IUIOTHOCTH POTOBHUIBI B AWHAMUKE

(€995 10 775 MM 1 ¢ 67,5 710 52,0% COOTBETCTBEH-
HO). ToHOMeTpuA: OPTAIBMOTOHYC HOPMAaJIH30-
BaJICA, HAXOJACh B Juamna3oHe 17—I18 MM pT. CT.
OcTtpoTa 3peHHA TP BBIIHCKE COCTABWJIA
0,3—0,4. CoxpaHAInCh OCTaTOYHBIE ABJIEHUA OTe-
Ka 1 IIOMYTHEHUA POTOBHIIBI, YMEPEHHBIE SABJe-
HUA OTeKa CeTYaTKH B IIeHTPaJIbHOM OTZele.
Yepes 3 MecsAla IpoBeJeH IOBTOPHBIN Kypc Jie-
YeHUs, BKIIOYAIUN 31eKTpodopes ¢ KoJUIaiu-
3MHOM U HelpoTpodudeckyro Tepanui. OcTpo-
Ta 3peHus IIpU BeINKCKe cocTaBwia 0,7—0,8.

B mociezHue rogpl OCOOEHHO aKTHUBHO Iepe-
cMaTpuBaeTcs pPOJIb BUTPIKTOMHHU B JIeYEHUU
9HZO0DTATBMUTOB Pa3IMYHOIO TeHe3a, Bce yalie
BBICKA3bIBAETCS MHEHUE O HEOOXOJUMOCTHU paH-
Hero xupypruueckoro jedeHusa [4]. IIpuBezeH-
HBIA KJIMHUYEeCKUH ciydall KpacHOPE4YMBO CBU-
JETeNbCTBYeT B IIOJIb3y PaHHErO OIepaTHBHOIO
BMeIIaTe/lbCTBa, YCHIEHHOTO aZleKBaTHBIM KOM-
IUIEKCHBIM JIeYeHHeM JeTel ¢ 3HA0PTaIbMUTOM
B [IOCJIEOTIEPAIIJMOHHOM IIepHoZe.

TakuMm obpa3oM, A MoBeIIIeHUA 3O PEKTUBHO-
CTH JIeYeHUs TAKOT'O T'PO3HOT'0 OCJIO)KHEHHUS paHe-
HUH m1a3a, Kak MHOEKIINOHHBIH SHAOPTaTbMUT,
KpaliHe Ba)XHBIMHM SBJIAIOTCA CBOEBpeMeHHas
JVarHOCTHKA BOCHAJIUTEIBHOIO IIpoliecca, paH-
HAS BUTPIKTOMUSA, aJeKBaTHasd aHTUOAKTepu-
aJIbHas U COIyTCTBYyMOIas Tepamnus. i

Cnmcok JIMTepaTyphbl
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HUKa, jieyeHrne U NMpoduiIakThka (KJIMHUKO-IKCIepUMeHTanbHas paboTa). //ABToped. Aucc. KaHA. Mef,.

Hayk. MockBa, 2003. — 117 cTp.

2. BycripeBa B.H. CoBepuieHCTBOBaHME AUATHOCTUKHU U MIPOTHO3UPOBaHUE NHQEKIIMOHHBIX OCTIOXKHEHUH TIpU
TpaBMax I7asa. //ABToped. gucc. KaHz. Mes. Hayk. [Tlepmb, 2008. — 129 cTp.
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3axBar 3payka Kak (paKTop
TOPIUTHOrO BHYTPUIJIA3HOTO
BOCIIAJICHUS M PUCKA
JIEKOMIIEHCAIIMU O(PTAJIBMOTOHYCA
y aerei ¢ apTudakuen

axBaT 3paykKa» — OCJIOXKHe-
<< HUe, crenudUIHOe I 3a-

ZHekaMepHBIX JuH3 (3KJD) u
JI0 HACTOAIIero BpPeMEeHU COXpaHAIlllee CBOIO
aKTyaJIbHOCTb, OCOOEHHO B XMPypruu IUTeHYa-
TBIX KaTapakT U IIpU BTOPUYHON UMILIAHTAIIUU
UHTPAOKYIAPHBIX JuH3. ChopMUPOBaBIIHMIC
3axBaT 3payKa BBI3BIBAET XPOHUYECKYIO TPaBMYy
PaZyXKU B 30He ee KOHTaKTa C AUCIOLVPOBaH-
HoUl omtukoi 3KJI, 4TO NMpUBOAUT K PasBUTUIO
CUMIITOMOKOMIUIEKCA XPOHUYECKOI'0 BOCIaIM-
TEeJIBHOTO IIpoliecca, OIIMCAaHHOro emle B 1984 r.
Binkhorst C.D. [2].

B kauecTBe WUIIOCTpallu¥i HEeraTuBHOI'O BJIUA-
HUS 3TOU crrenu¢puIecKoii IaTOJIOTHH IIPUBOJUM
pe3yibTaThl HaGMIOAEHUsA 3a ManUueHTOM AJiek-
canzpom I, 11 jeT, IIOCTYNIHUBIIVM B OT/eJIEHUE
0dTaTbMOJIOTMU U MUKPOXUPYPTUU I1a3za Mopo-
30Bcko# /I'KB B 5KCTpeHHOM IOpsAZKE B CBA3U C
TOBHIIIEHHEM 0TaTbMOTOHYCa U GOJISIMU B Jie-
BOM I1a3y. Pe6eHOK HaXOAWICSA Ha PEXKUME CHUIT0-
TEH3UBHBIX MHCTWUISALIMM, 3aKalbiBas B JIEBBIH
m1a3 TuMoron 0,5% u a3onT 2 pasa B JA€Hb.

W3 anamHe3a M3BeCTHO, YTO B Bo3pacTe 2,5 Me-
csalla Ha oboux IvIasaxX Halllero IaipeHTa ObLia
JAUArHOCTHPOBaHa BpOXK/JeHHad IaykoMma. B mo-
crenyouieM pebeHOK IepeHeC MHOTOKpaTHBIE
olepalyy Ha JIeBOM Iviasy:

1. B Bo3pacre 4-x MecsleB IIO3TAITHO Ha 060X
a3ax IIpOM3BeZleHbl aHTUIVIAyKOMHBbIE oIlepa-
uum (cuHycTpabeKynakToMus, 6a3anbHas UPUA-
SKTOMMUS).

2. B Bo3pacTte 9 MecAleB Ha JIeBOM IVIasy Aua-
THOCTHMPOBAaHa OCJIOXKHEeHHAas KaTapaKTa, B CBA3U

c 4eM BhIIOJTHeHa dakosMyabcubuKanus Kara-
paxTel ¢ uMmILtaHTauet 3KJI.

3. B Bo3pacrte 2 jieT Ha JieBOM IIa3y Ipou3Beje-
Ha JVCIIU3WA BTOPUYHOMN KaTapaKThl.

4. BBo3pacTe 5JjeT HaJIeBOM IVIa3y IPOU3BeAeHa
pernozuriusa 3KJI B cBsi3u ¢ GOPMUPOBAHUEM «3a-
XBaTa 3payvkar; JUCHH3UA PETPONUH30BOU u-
6pO3HOU IUIEHKU U MOBTOPHAsA CUHYCTpabeKy-
S5KTOMMA.

OmnpefeneHHBI WHTEPEC IIPEACTaBIsAeT COOOM
bakT, 4TO XUpyprhdyecKue BMeIaTelbCTBA Ha
JIeBOM IVIa3y BBIIOJHINCH HE TOJIBKO B Pa3HbIX
ropozax, Ho U B pa3HbIX cTpaHax (MosngaBus,
Poccust, PuHiaHausA).

IIpu nocTymieHun

Vis OD = 0,06 c sph-4,0D cyl-2,5 D ax 100°=0,15;
Vis OS = 0,03 csph-10,0D cyl-2,0 D ax 160°=0,15.
[IpoBeseHne A-CKaHUPOBaHUsA IIPOAEMOHCTPHU-
POBaJIO 3HAYUTENBbHYI0 MHOIM3AIUIO IVIA3HBIX
A6JIOK C yBeJMYEeHUEM IiepefHe-3aZHel ocu
(I130) zo 28,3 MM u 28,5 MM Ha IIpaBOM U Jie-
BOM IVIa3y COOTBeTCTBeHHO. ObparnaeT Ha cebs
BHUMaHHE BBIpQKEHHasA aHU30METPOIM:A, IIOA-
BUBILIAsACA HECMOTPSI Ha CUMMETPHUYHbIE 3Haye-
Hus [130.

[Tocne ocmoTpa u 0o6CiHEOBaHUA Ha IIPaBOM
IVIa3y AUarHOCTHpOBaHa BPOXKJEHHAaA OIlepHpo-
BaHHas, JaJIeKo 3allefiras KOMIIEHCUPOBaHHas
ITayKOMa; MUOIMA CpeJHel CTeleHH; aHU30-
MEeTpOIIHA.

ITpy ocMOTpe JIeBOTO IVIa3a: BEIPAKEHHAA CBETO-
60s3Hb. IlTocKass GWIbBTpPALMOHHAS IOAYILIKA,
pOroBUIla pacCTAHYTa, yBeJIMYeHAa B pasMepe
(zuameTp 13 MM), IIOMYTHEHHS OITHYECKOH
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30HBI POTOBUIIBI; B HIDKHE! ITOJIOBUHE — «3allbl-
JIEHHOCTb» SHZOTEINA U eINHUYHbBIE IPeLIUIITa-
THI Gesoro 1BeTa. [lepenHsas kamepa rrybokas,
pazyxka aTpoQHuyYHA, 3padvoK HEINPaBWIBHOHU
bOpMBI; IJIOCKOCTHBIE 3aZlHUE CUHEXWH. APTHU-
daxus; aucinokanusa 3KJI o TUIly «3axBart 3pad-
Ka» CO CMellleHHeM HIDKHero Kpas onTtuku 3KJI
Ha PafyXKy; TOHKasa GuOpO3HaA pPeTPOINH30BasA
IJIeHKa; He)XHasd JAeCTPYKIUA CTeKJIOBHIHOTO
Tela; IVIAYyKOMAaTo3Had aTpodusa 3pUTENIBLHOTO
HEpBa C BBIPAXKEHHOW 3KCKaBalyel U CABUTOM
COCYAMCTOTrO IIy4Ka B HOCOBYIO CTOPOHY.

Ha ocHOBe BBIABJIEHHBIX U3MeHEHU ITOCTaBIeH
auarHo3 (OS) — «aptudakus (mocie yzaneHUs
BPOXX/IEHHOU KaTapakThl); Aucaokanusa MOJI mo
TUIly «3axBaT 3padka»; XPOHUYECKUU UPULO-
OUKIUT. [7laykoMa BpOXKZAeHHasi, OllepHpOBaH-
Haf, JajeKo 3allesmnias, KOMIeHCHpOBaHHaA (Ha
peXXuMe THUIOTEeH3UBHBIX WHCTWUIANMN). Muo-
TIHA BBICOKOM CTelleHU. AHU30METPOIIHS».

C 1enpIo NpephIBaHUs MMAaTOTeHETUYECKOU IeNU
XPOHUYECKOTO BOCIAIWTEJIbHOrO IIpollecca Ha
JIEBOM IVIa3y IIPOBeZleHO XUPYprudecKoe ycTpa-
HeHUe «3axBaTa 3payka» ¢ penosunueii 3KJIL.
BmemaTenbcTBO  OCYIIECTBJIAIM 10 MeTOAU-
ke, npeanoxenHoii H.®. BobpoBoit ¢ coasrT.,
2002 (1), Heckosmbko ee MoauduUUMpOBaB. Xu-
pypruyeckye MaHUMYIALUW OBUTM MHHUMU-
3UPOBAHHI 3a CYeT JBOMHOIO JOCTyla — 4depe3
POTOBHUYHBIN TOHHE/Nb U 4Yepe3 IUIOCKYI0 4acTb
LIWIMApHOro Tesa. 3aZHUM JOCTYIIOM BBIIIOJ-
HeHa JIMHelHasd KalCyJIOoTOMHUsA B MepuAuaHax
KpeIUleHUs ranTudeckux aneMeHToB 3KJI (aiu-
HOH OKOJIO 4 MM) U IIO ee KOHIIaM KOPOTKHe pa-
JvanbHble Haceyku. Yepe3 IepeiHUI AOCTYII,
HaZlaBNIUBas Ha HIDKHUM Kpall ONTHKH INIaTe-
JieM, MOTPYy3WIX JUCIOLYPOBaHHYyI0 dacTb 3KJI
110, HYDKHHUH JIOCKYT GUOGDO3HOH PeTpONHUH30-
BOM IwieHKU. Ilpom3BezieHa IepefHASA BUTPIK-
ToMUA Ha uppuranuu. OZHaKO CMHEXHMOTOMUIO
IUIOCKOCTHBIX 3aJHUX CHHEXWH He IIPOBOAU-
au. JIMUTenbHOCTh OMNepaldy He IpeBhIIlana
10—12 MuHyT.

B cBA3M ¢ MUHMMHU3alUel XUpypruieckoy Tpas-
MBI peakIus IVIa3a Ha omepauuio GpakTUIecKu
OTCyTCTBOBaJja, YTO NO3BOJUIO OrPAHUYUTD IIO-
c/leonepalllOHHOEe JiedeHHe MeCTHOM WHCTHUI-

JIAIMOHHOMN Tepanueii. Ha Ham B3MISAA, MO3U-
TUBHYIO POJIb CHITPAjl OTKa3 OT CHHEXHMOTOMUU
IUTOCKOCTHBIX 33aZIHUX CUHEXUH — MaHUITYJIA-
UMY, 3aKOHOMEPHO TpaBMUpYIOLIEH caMylo pe-
aKTUBHYIO CTPYKTYPY IVIa3a — PagyKKy.
JIUTeNbHOCTh HAOIIOZAEHUA Ha/J, MallieEHTOM CO-
cTaBwia 14 mecs1ieB.

IIpu mocsieAHeM oOpallleHIU

OcTpoTa 3peHu:

OD = 0,06 ¢ sph-4,0D cyl-2,5 D ax 100°=0,15;
OS = 0,03 c sph- 4,0D cyl-2,0 D ax 160°=0,15.
Takum 06pa3oM, OCTPOTa 3peHMs y HaLIero mna-
LMeHTa He H3MeHWwIach. OZHAKO OITHYeCcKas
KOppeKIus, HeobxoanMas g JOCTIKEHUS
TpeZiollepalliOHHON OCTPOTHI 3pEeHHUs, IIOJTHO-
CTBIO COOTBETCTBOBAJIA TAKOBOM Ha IIapHOM IVIa-
3y. To ectp aHu3oMeTrponusa OplTa 06yCIOBIEHA
usMeHeHueM nonoxeHusa 3KJI oTHocuTenbHO
onrtudeckol ocu. Penosurua 3KJI yerpaHwia He-
raTuBHOE BJIUAHME aHU3OMETPOIWUH, YTO YIyd-
LIWJIO Ka4YeCTBEHHbIe XapaKTePUCTUKU 3PDEHUA.

ITonoxxkenne 3KJI xapakTepHU30BaIoCh CTa-
OGWIBHOCTBIO, BOCIAJIUTENBHBIM Ipolecc OB
KylIHMpOBaH, OITHUYECKHE CpeAbl COXPaHwIU

[IPO3pPavHOCTb. Vcyessna cBETOGOSI3HDb, YTO CBU-
JIETENbCTBYET O €€ CBSI3U C XPOHUYECKUM BOCITa-
seHreM. [IOMHMO 3TOro, AOCTHUTHYTa CTONKAs
HOpMasu3anusa opTajibMOTOHyca 6e3 mprMeHe-
HUS TUITOTEH3VBHBIX UHCTIUIALMIA.

3AKJIFOYEHUE

«3axBaT 3padyKa» — I1aTOJIOTUA, B MIEPBYIO O4e-
peab BBICTYIIAIOIIas IMyCKOBBIM (aKTOPOM Xpo-
HUYECKOT0 UPUAOIUKINTA. [ToMUMO 3TOTO, IpHU
JJIVUTENbHOM CyIIeCTBOBaHUU TOPIIUAHOI'O BOC-
TMaJIeHYs] YXYAILAITCA YCIOBUS TUAPOANHAMUKHA
BHYTPUIVIa3HOHN XXUAKOCTU, YTO MOXKET IIPUBECTU
K Pa3BUTHUIO BTOPUYHOHN IVIAyKOMBI. Y HAaIlero
nanueHTta guciaokanua VOJI crasa npuYUHON
aHM30METPOINHU, YXyZllamolei u 6e3 Toro Hu3s-
kve QYHKI[MOHAJIbHEIE TIOKA3aTeN!, a TaKKe My-
YUTETHHOMN CBETOOOSI3HU.

PaccMmoTpeHHas xupyprudeckas MeTOAMKa —
TEXHUYECKU IPOCTOH, BBICOKO3(PEKTUBHBIM
crocob ycTpaHeHUs 3aXBaTa 3padKa U ero Hera-
TUBHBIX ITocieacTBui. B
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CoBpeMeHHbIE€ METObI
BH3YAJIN3AIIMHU B TUATHOCTHUKE
MATOJIOTMHA MAKYJISAPHON 30HBI

apMaHHbIe JIa3epHble YKa3KH, IIU-

POKO HCITOB3YIOUIMECS KaK 10 Ha-

HaYeHUIO, TaK U B KA4YeCTBe UT'PY-

ek, ZajieKo He 6e3omacHel. B psage ciryyaeB aTu

YCTPOUMCTBA MOTYT CTaTh MPUYHMHOU CEPbE3HBIX

TIOBpEXAEHUI CeTYATKY, KaK IPaBUIO, ee MaKy-
JITPHOM 30HBI.

B kauecTBe WLIIOCTpanuy NpuBOAUM K/IWHHUYE-
ckuii npumep. BoabHoii I'., 10 xet. 113 aHamHe-
3a U3BECTHO, YTO CHWXXEHHE 3PEHUA BO3HUKIIO
1 roz Hasaz. Ilociae ocMoTpa 0dTasIbMOIOrOM

oD

110 MECTY >KUTEJIbCTBA peGEHOK TOCIUTATU3U-
POBaH C AMArHO30M «IJ€HTPAaJbHBIN XOpHOpe-
TUHUT». O6CIe[0BaH Ha ONIMOPTYHUCTUYECKHE
nHpEeKIuU, OOGHApPYKEHO IOBBIIIEHUA TUTPA
aHTHUTEN K TOKCOIUIa3Me, Ha3Ha4yeHO JieYeHHe
(napabynbbapHoe BBeJeHHE JeKcaMeTa3OHa,
BHyTpp — cnenuduyeckas Tepanusa). [loso-
)xutenpHoro sddexra mnocie MIPoOBeAEHHOTO
JleyeHUs He OBLIO OTMEYeHO, OCTPOTa 3PeHUsd
ocTaBasach npexHed. Pogurenu pebeHka 00-
paTWIKCh B IVIa3HYIO IOJUKJIMHUKY MOpO30B-
ckoii JITKB.

oS

Puc. 1. Ha cHumKe 221a3H020 OHA Npagozo 2a1a3a 60161020 I. uemxo duddeperyupyromes cybpemuHaibHble OMIONCEHUS

Jcenmozo ysema 8 MakyaspHoll obaacmu
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oD

Puc. 2. 3BII na waxmammuwiil nammept 60 u 20 yesn. mMuH 6061020 I

Puc. 3. Onekmpopemurozpagus (konboukoswlll u pummueckuil omsemot) 606H020 I.

oS
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Puc. 4. Onmuueckas kozepeHmMHAsL MOMOPAPUSL MAKYNAPHOLL 30HbL NPAB0O20 21a3a 60bHO20 I.

ITpu o6pamenuu: Vis OD = 0,2 H/K; Vis OS = 1,0.
ITonoxeHue T71a3 MpaBWIbHOeE. IlepeHU OTpe-
30K He U3MeHEeH, OIITUYEeCKHe CPeZbl IPO3PaYHBbI.
IIpu ocmoTpe rmasHoro AHa OU: JUCK 3pUTE/Ib-
HOTO HepBa >XEeJITO-PO30BOrO IIBETA, I'PAHUIIBI
yeTkue. Kanubp cocyzoB He u3MeHeH. B ma-
KynAapHOH 3oHe OD — B ¢doBea OenecoBaThIi
o4aXOK, (HOBEOJSIPHBIN pediieKC OTCYTCTBYeT.
(puc. 1). OS — Bce pedieKCchl COXpaHHEI, B 3€e-
JIEHOM IIBeTe XOpolllee >KeJIToe OKpalluBaHue,
B IIOJIIDU30BAHHOM CBeTe INeTKU [aiizuHrepa
BU/HBIL.

10.04.2016 r. 6pUTM IPOBEZAEHBI 3PUTETBHO BbI-
3BaHHbBIe NoTeHuuanasl (3BII), He BHIABUBIINE
TIaTOJIOTUYECKUX M3MEHEHUN 3pUTENbHOTO Hep-
Ba U IPOBOJAIIMX IyTell o6oux mia3 (puc. 2).
OnexTpopeTuHOrpadusa N03BoIMIa 0OHAPYKUTD
HE3HAUUTENIbHYI0 aCUMMETPUIO KOJIOOYKOBOTO
oTBeTa (puc. 3).

Jsa usydeHuss MOpGOJIOTMYECKUX H3MeHEHUH
B Maky/IApHOH 30He ObLIa IIDOBeZieHa OITHYe-
ckasi KorepeHTHas tomorpadus (OKT), mpoze-
MOHCTPUpOBaBIIasA CIEUPUIECKYI0 KapTUHY
Jla3epHOro oXkora [1]. BEIABIEHO IOBpeX/eHUe
HapYXHBIX CETMEHTOB (GOTOPEIenTopoB U IIHI-
MEHTHOTO JITUTENNA ceTYaTKU B poBea ¢ 06paszo-

BaHUEM JIaMEeJUIIPHOM KUCTBI HaJl 30HO TIOBPEK-
AeHUA. BOKpYr KHCTBI ceT4aTKa He H3MEHeHa
(puc. 4).

YuuteiBaa fgaHHble OKT mpu IOBTOPHOM Ha-
MpaBJIeHHOM c6ope aHaMHe3a, BBIABJIEHO, YTO ¥
pebenka 6bLia Ja3epHas yKasKa, C KOTOPOUM OH
urpai. B JaHHOM cilydyae MOKHO TOBOPUTH 00 HC-
X0Zie T1a3epHOro oxxora dosea.

3AKJIFOYEHUE

OKT BEBICOKOTO paspelleHWs — COBPEeMEeHHBIN
HEVHBa3WBHBIM OECKOHTAKTHBIM MeToz, obec-
TeYMBAIOMINI BU3yaJN3alldI0 Pa3IUIHBIX CJIO-
€B CeT4aTKu C Oosiee BBICOKMM paspelieHHeM
(ot 1 fo 15 MUKPOH), YeM y/IbTPa3ByKOBOE HCCIIe-
poBanue. OKT 1o3BoJIsIeT BBIABUTh MOP)OJIOTH-
YecKre 0COOEHHOCTH M U3MEHEHUA ONTHYEeCKOH
IUIOTHOCTH CETYATKH, JeTaIbHO U3Y4YUTh Pa3ind-
HBbIe PeTHHAJIbHBIE CJIOU KaK 10 OTZAeNIbHOCTH, TaK
U B COBOKYITHOCTH. IIpyBe/ileHHbIN KINHUIeCKUHI
clydyail HaIAZHO JAEeMOHCTPHpPYeT 3HadyMMOCTb
JAHHOM MeTOZAVKY Y IAalleHTOB ¢ U3MeHeHUAMU
B MakyJIApHOH 30He, MO3BOJIAIOIIEN IOCTaBUTh
TIpaBWIbHBIH JUarHo3 1 n3bexaTb He060CHOBAH-
Horo JedeHus. «Diagnosis bona — curatio bona»
(xopournii AruarHo3 — xopoiiee jedeHue). B

CHuCoK JIuTepaTypbl

1. OnTuyeckas KorepeHTHas ToMorpadus CeTYaTKU: mep. ¢ aHMI. / nog pepakuueii xes C. Jakepa Haguu K.,
Baxupg, [lapuHa P. lonpamana.: M., Mmeanpec-unpopm, 2016., mog pepakmnueir M.A. AMuposa. — 160 c.
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OIHOMOMEHTHA IBYCTOPOHHSISI
MOJIOCTHAS AHTUITIAYKOMHASA
orepainua y MJIaJieHIIa ¢ JaJIeKO
3ale/aien BpoKIeHHON

IJIAYKOMOM

HA4YMMOCTh CBOEBPeMEHHOH Ju-

arHOCTUKU U XUPYPrU4YecKoro

JnedeHus A9 GYHKIHMOHAIBHOTO
TIPOrHO3a BPOXKAEHHON IVIAyKOMBL He BBI3BIBAET
coMHeHUA. [IpoMeziyieHNe ¢ OIlepaTHBHEIM Jiede-
HHEM Y 3TOH KaTeropuu OOJIbHBIX MPUBOAUT HE
TOJIKO K KOCMETHYeCcKOMy AedeKTy, HO U K He-
06paTUMO¥ yTpaTe 3pUTENbHBIX QYHKIIHIA.
Ilpu BcTpeye c peGEHKOM C JABYCTOPOHHEH
BPOXXJEHHOM IVIayKOMOM IlepeJ; XUPyproM U
aHeCcTe3HO0JIOTOM BCTaeT CJI0XKHasA guieMMa. YTo
TpeAIIouYTHTeIbHee AJid IallieHTa — JIBe aHecTe-
3UU WK OZiHAa, HO GoJtee yINTEeNbHASA; TO3TaITHAs
WIM OJHOMOMEHTHAs XUPYpPrus Ha oboux Iia-
3ax?
HecMmoTpsa Ha ABHBIe IIpeMMYyIIecTBa OZHOMO-
MEHTHOM XUPYPrUM BpOXJEHHOH IVIayKOMBI
(coumasnbHble IUTIOCH KaK /1 MallMeHTOB, TaK U
JJIs1 MeAUIIMHCKOTO yUpeXAeHUs), ee IIHPOKoe
BHeJpeHUe B IPaKTUKYy CAep:KuBaeT pPUCK /JBY-
CTOPOHHMUX, YTPOXKAIOUIUX 3PEHUIO OCJIOKHEHUH,
K YMCIYy KOTOPHIX B IIEPBYIO ouepesb ClIeAyeT OT-
HeCcTU 3HAOPTAIBMUT. B yuTEpaType OMMCaHBI
ciayyau KakK OZHO-, TaK U JBYCTOPOHHUX 3HJO-
dranbmuToB [2].
O611en3BeCTHO, YTO CMEPTHOCTD OT aHECTE3UU U
YacToTa OCJIOKHEHNH, CBA3aHHBIX C aHeCTe3nde-
CKUM ITocobueM y AeTeil Miazuieli BO3pacTHOM
TrpyIIBl HAMHOTO BHIINIE, YeM Yy JeTel cTapliero
BO3pacTa U B3pocibix [3, 4]. JluTepaTypa o oj-
HOMOMEHTHOH ITOJIOCTHOU XUPYPTHUH IVIa3a y Je-
Tel oueHb HEMHOTOUYMCIeHHa [1, 5].

B HacTosA1IEM COOOIIEHUY IPUBOAUTCSA CIydaii U3
MPaKTUKU, HAVISAHO A€MOHCTpUpYyomuii 3 dek-

THBHOCTH OI[HOMOMeHTHOf;I IIOJIOCTHOM XUupypruu
y MiaZieHIla ¢ BpPOXJEeHHOU Jajeko 3amejuiei
IJIayKOMO}, IT03BOJIUBIIENl YCKOPUTh HOpMau3a-
U0 OCI)TaJII;MOTOHyca Ha 060HMX IJIa3ax.

BoawsHO# T., 11 Mec., IIOCTyIIWI B OTAEJICHUE
obTaNTbMOSIOTUN ¥ MHUKPOXUPYpPTuu miaza Mo-
po3oBckoid JITKB ¢ AMarHo3oMm «BpOXKAeHHas
JaleKo 3alleAnas JeKOMIIEHCHUPOBaHHasA Iyiay-
KoMma oboux mias». VI3 aHaMHe3a U3BECTHO, YTO
B BO3pacTe 6 MecsleB MOSIBUIACH CBETOGOA3Hb,
B CBSI3U C YeM MaMa 06paTwiach K 0pTaabMOJIO-
Iy [0 MECTY >KATEJbCTBA. BBISBIEHHBIN CHUMII-
TOMOKOMIUIEKC BPOXAEHHOM IJIAyKOMBI CTaj
TToKa3aHueM /i HalpapieHusa pe6eHka B Mopo-
30Bckyto JITKB c nesnbio 06cej0BaHuA U XUPYP-
THYECKOTO JIEYEHUS.

IIpu nocTymieHun

Vis OD = npeaMeTHOe 3peHue;

Vis OS = npeameTHoe 3peHUue,/

IIpy ocMoTpe: NOJOXEHWE IVIa3 IIpaBWIbHOE.
CBeT060s3Hb. POoroBuria ypesmndeHa B JuaMeTpe,
M6 pactaHyT. [lepeaHsas kamepa cpefHeH ry-
OGUHEI, Bjlara ee Ipo3payHa. Pasy>Kka CTPYKTyp-
Ha, 3payoK HEeCKOJbKO IIHpe cpefHero (OKOJIO
3-x MM). OnTuyeckue cpefbl Ipo3padyHbl. Ilpu
odTanbMocKonny (3aTpyAHEHa 13-3a TOBEAEHUS
pebeHKa) AUCK 3PUTENbHOIO HepBa BBIVIALUT
GJIeZIHBIM, C ITMPOKOM IMIayKOMaTO3HOM SKCKaBa-
LMel U CABUIOM COCYAUCTOrO ITydKa K HOCY.
YuuTheIBasi BbIpaKEHHBIE HU3MEHEHU:d, pPeOeHKY
TpoBeJieHa yTOYHeHHasA JUarHOCTHKa B YCIOBU-
Ax obluneil aHecTe3Wu, MOATBEpPAUBLIASA JalIeKO
3amlemuii xapakTep NIAyKOMHOTO IIpoliecca Ha
000UX IIa3ax.
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Jauubie obcnegoBanvisi: OU — BII 25 MM pT. CT.;
JuameTp porosulisl 13 mMm; IlepesHe-3aaHAA OCh
(IT30) OD — 23,28 mm; OS— 23,07 mm. ['oHMO-
CKOIMSA He BhIABWIA IPU3HAKOB TOHUOAUCTeHEe3a
HU Ha ofZHOM u3 ma3. OPTarTbMOCKOIHUA IVIa3-
Horo gHa: /I3H gexosnopupoBaH (OD>OS), Ha
OD kpaeBas, Ha OS obumpHas (6osee 1/2 JI3H)
IJIayKOMAaTO3Has JKCKaBalUs CO CABUTOM COCY-
[VICTOTO My4YKa K HOCY.

Tocse o6cnefoBaHYsA, He IPEPHIBasi aHECTE3UH,
BBITTOJIHEHA IBYCTOPOHHSST OAHOMOMEHTHAS TJIy-
6OKast CKJIepIKTOMUSA. PellleHWe O XUpyprude-
CKOM BMeIIIaTeNbCTBE Ha PYTOM IVIa3y MPUHIIN
TI0 COIVIACOBAHUIO C POAUTEISIMU U aHECTE3UOJIO-
roM. Ko BTOpOMy BMeIIATENbCTBY MPUCTYIIATA
Tocjie TTOBTOPHOUM 06pabOTKH OIlepallioOHHOTO
TI0JIs, PYK XUPypra, CMEHbI HHCTPYMEHTOB.
Omnepanusa ¥ paHHUN MOCJIEONEPAIIMOHHEIN ITe-
puoJ mpoTekanu 6e3 OCIOKHEHUN U 0COGEHHO-
cTeil. Bo BpeMsa IOCJIEONEpaIOHHOTO MpeO6HI-
BaHUs B CTallIOHape TIOMUMO 0(TaTbMOCKOITUK
TlepeZiHETO OTPe3Ka, AeMOHCTPUPOBABIIIEH OTCYT-
CTBUE BOCITAJIUTENbHON peaKIuu, CTabHIbHOCTh
mIyOUHBI ITepefiHel KaMephl U [[eHTPUPOBAHHOE
TOJIOYKEHME 3pavyKa, OCYIIECTB/ISUITA MOHUTOPUHT
cocTosiHUA 060JI0YeK I1a3a MeToZoM B-odrais-
MOCKaHUPOBAHUs. YJIBTPA3ByKOBOE HCCIIEZOBA-
HHe [T0Ka3aJI0 OTCYTCTBUE PEAKIUU CO CTOPOHBI
COCYZMCTOM 060JI0UYKY KaK B BUZIE €€ OTCIONKH,
TaK U BHOI'O OTeKa Ha oboux asax. JledeHue
OrpPaHMYWIOCh MECTHOM Tepanuel (MHCTWLIA-
UMM aHTUOWOTHKOB, CTEDOUAHBIX U HECTEPOU/-
HBIX MTPOTUBOBOCIANUTENbHBIX TpenapatoB). C
TepBOro AHS TOCJIE omepanuu 3adUKCHPOBAHO
ncye3HoBeHHe cBeTo60s3HY (puc. 1).

Pe6GeHOK BHINKCAH Ha 4-1 IeHb [TOCJIe OTlepaliyu.
OpHOMOMEHTHasA XUPyprusa He OCIOXKHUTIA Teve-
HMA Ollepalliy U NOCJIe0NepaiMOHHOrO Teproza
y Halllero nmanyeHTa, HO M03BOJIWIA UCKIIOYUTD
PHCK ITIOBTOPDHOM aHecTe3UH, YCKOPUThH CHIDKe-
HYe BHYTPUIVIA3HOI'O JaBjeHUA Ha oOOuX Iva-
3aX, co3JaTh yCJIOBHA LA IOCHeAyIolel peabu-
JIUTAIYU.

Takum 06pa3oM, IOJTyYeHHbIe pe3y/IbTaThl CBU-
ZeTebCTBYIOT B NO/b3Yy BO3MOXKHOCTU OZHOMO-
MEHTHOI'O XHMPDYPrU4€CKOro BMENIaTE/JIbCTBA Ha
oboux Irasax y MIaZieHIIeB C BPOXKIEHHOH Iiay-
KOMOH, 0cO6EHHO B CIy4ae AByCTOPOHHETO Aale-
KO 3aleziero npoiecca. W

Puc.1. BonwHoti T. luazro3 OU: «onepuposaHHas poicoeH-
Hast daneko 3auedulds endykoma». 3-i 0eHb nocie onepa-
yuu. I'nasa cnokotinsl. Ceemobos3Hb omcymemayem

Cnmcok JIMTepaTyphbl
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SHAYMMOCTD

nepCoOHN(PUIMPOBAHHOIO
MOAX0A K 3pUTE/ILHOU
peaouIMTAallMM JeTel ¢ rpyooi
aHOMAJINEeH Pa3BUTHS
nepeaHero CerMeHTa rjiasa

POXXJEHHas MaToJIOTHs OpraHa 3pe-
HUs BKJIIOYAET CaMble pasIndHbIE
AHOMAJIMY Pa3BUTHA IepeIHEro
CerMeHTa IVIa3a C IMOpPaKEHUEM TaKUX CTPYKTYD,
KakK pOTOBHIIA, Pafy’KKa U XpycTaiuk. JlucreHes
TKaHel IlepeIHero OTpe3Ka SBJIAETCS Pe3y/IbTaTOM
nepBUYHOrO Zedekra murpauuu u/win audode-
PEHIMAINY KJIETOK Me3€HXUMBI, YUYaCTBYIOUINX B
Pa3BUTHUU POTOBUIIBI, PAAYKKU U APEHAKHON CH-
creMsl Iasa [1]. Hepezako umeeT MecTo ceMeliHaa
WCTOPUST BPOXKAEHHBIX M3MEHEHUWH 3PUTENBHOTO
a”aimsaropa [2].
PeabWINTallMOHHEIE MEPOIPUATHA 6a3UPYIOTCA
Ha KOPPEKIMY IaTOJIOTUH, BBIABJIEHHOU IIPU HC-
c/lefioBaHUN opraHa 3peHust. [Ipy HeoGXOAUMOCTH
obcrezoBaHye (GOMUKPOCKOINSA IEPEAHEro OT-
pe3Ka, u3MepeHUe AruaMeTpa POrOBUIIBI, TOHOMe-
Tpusi, OPTAIBMOCKOINUSA, YIBTPa3ByKOBOE HCCIIe-
JIOBaHUe, KaK A-, Tak U B-MeToz 1 Zp.) IPOBOZAT B
YCIOBUSAX MEeAVKAMEHTO3HOT'O CHA.

IIpuBeieHHBIN HIDKEe KIIMHUYECKU cirydail Harsaz-
HO /IEMOHCTPHPYET, KaK MOXKeT GBbITh HCIO0Ib30BaHa
mobas, zaxke camasi Masias, BO3MOXKHOCTb HyHKIIH-
OHAJIbHO peabWINTaUY al[ieHTa.

BonsHas Mapus C., 4 mMec, TIOCTyIwIa i1 obcie-
JIOBaHU U JIEUEHUs B OTAe/IeHrEe 0(TaTbMOIOTHI
U MUKpoxupypruu masa Mopososckoit JITKB ¢
AuarHo3oM OU: BpokZeHHasd 3aKpbITOyI'OJbHAas
HEKOMIIEHCUPOBaHHasA IVIayKoMa. AHOMaIuA pas-
BUTUs TIepeHEr0 CerMeHTa Ivia3a: CybToTalbHOe
TIOMyTHEHUE POTOBUILIBI; UPUAOKOPHEOXPYCTaIU-
KOBOe cpaiiienrie. Mukpodraibm.

VI3 aHaMHe3a M3BeCTHO, YTO MaMa JIeBOYKU TaKKe
cTpaZaeT BPOXKAEHHON IVIAyKOMOM, KOMIIEHCHPO-
BaHHON ITOCJIe HEOAHOKPATHBIX XUPYPrUYECKUX
BMeIlIaTeIbCTB, IIPOBE/IeHHbIX B paHHEM JEeTCTBE,
¥ MUKPODTAIBMOM.

IIpu nocTyIuieHun

JaHHble 0OCIeI0BAHUA:

OU - r1aBarouiye ABKEHN IVIa3HbIX I0JI0K.
KepaTomeTpus: friaMeTp poOroBUIIbI IIPABOro IVIa-
3a — 8,75 mm, jieBoro — 9,0 MM; TUMO pacTAHYT He
MeHee 4yeM Ha 1 MM.

Y3/ 1103BOIIIO BBIABUTH 3HAUUTEIBHOE YMEHbIIIe-
HUe JUTVHEI IlepeAHe3aaHel ocu (I130) mo cpaBHe-
HUIO C BO3pacTHOM HOPMOIi — 16,79 MM Ha ITpaBOM
miazy 1 16,51 MM Ha sieBoM m1a3y (A-CKaHMPOBa-
HUeE).

[To jaHHBIM B-ckaHMpPOBaHUA CTEKJIOBUAHOE TEJIO
aKyCTUYeCKU IIPO3PavHo, 0O0IOYKY MIPIIEKAT.
OueHuTh OGTATBMOTOHYC HU OJHUM W3 HHCTDY-
MEeHTaJIbHBIX METOZOB JOCTOBEPHO He yJaloCh B
CBS3U C TpyOBIMU GU3UKO-MEXaHUYECKUMU H3Me-
HEHUAMU CTPYKTYphl pOroBUllbL. [Ipu sTOM najb-
TIaTOPHO OIpeZiessIach TUIepTeHsu + +.
JaHHbIe ocMOTpa:

OU: Cy6ToTasIbHOE IOMYTHEHHE POTOBULIBI; POTO-
BUIIA CHasgHA C IOJIeXXAIIMU cpejlaMu (pajyKKa,
xpycranuk). OgHako Ha npaBoM miasy (Ha 12 ga-
cax) coXpaHeH y4acTOK IIpO3PavyHOM TKaHU pOro-
BUIIBI pa3aMepoM OKoJo 1,5x2,0 MM, He CrassHHBIN
C pPaZiy’KKOU M 3aXBaThIBAIOIINH ITeprubepUIecKyro
¥ 4acTh MapaleHTpaJbHON 30HbI. B 3TO 06macTu
yTOJI epefHel KaMepHl JIUIIeH rPyOBIX CpalleHU.
[ny6uHa nepeziHeii KaMmephbl B 3TOM MeCTe JOCTHUTa-
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sa 2 MM. [my6Gxxenexxainye cpespl He BUAHBL Ped-
JIEKC C TVIA3HOT'O THA OTCYTCTBYET.

B Buge mombITKM (GOPMHPOBAHUA «OINTHYECKOTO
OKHa» JIJIs1 CO3/JaHUA YCJIOBUI K Pa3BUTHIO 3pUTEJb-
HOM QYHKIIMM ¥ OZIHOMOMEHTHOM HOpMasH3aliu
odTarbMOTOHYCca Ha IIPaBOM IVIa3y BBIIIOJHEHO
KOMOVHUPOBaHHOE XHUPYpPrUYecKoe BMeIlaTesb-
ctBo. Omepanyis BKJIIOYaJIa MUKPOWHBA3UBHYIO
IyOOKYIO0 CKIEPIKTOMUIO (C TUITOTEH3UBHOM Iie-
J1bt0) 1 GOPMUpPOBaHKE OOIIUPHOL KOJIOOOMEI pa-
ZIY’KKHY, BepIIMHA KOTOPOH 0CTUTasia 30HBI UPHZO-
KOpHEeaJIbHBIX CpallieHHuH (C OIITHYecKoU I1eJIbIO).
Besyc/ioBHBIN UHTEpeC TpeAcTaBsieT coboit dakT,
4yTO nepudepus XpPyCTaINKA, OTKPBIBLIASCS ITOCTIE
UPUASKTOMUH, COXPaHIA IIPO3PAYHOCTD.

C mepBBIX JHEH MOCIe ONlepalvyl POAUTENH, KaK,
BIIpOYEM, U Bpaud, oOpaTwiu BHUMaHUE Ha TO,
YTO peGEeHOK HaMEPEeHHO yCTaHaBIVBAeT IVIa3HOe
s6JI0KO, TIOBOpaYMBas ero BHU3 U HANpaBiii Ha
«paccMaTpuUBaeMble» IIPeAMETHl 30HY XUPYPrH-
yecku chopMupOBaHHOM KonmoboMel. KoHeyHO, B
JIAHHOM CJIydae HellPpaBOMOYHO OBUIO OBbI MCITOJb-
30BaTh TEPMUH «hHUKCALV B30pa» BO BCEH TIOTHO-
Te (U3NOIOTNMIECKOTO 3HAYEHUS STOrO IIpoliecca,
OZIHAKO MBI, 6€3yCJIOBHO, IPUCYTCTBOBAJIH IIPH I10-
TIBITKaX pUKCUPOBAThH B30p Ha IIpeIMeTaX, MHTepe-
CYIOIIMX HAIly MaJI€HbKYIO IallEHTKY.
Heo6xoamumo MOAYEpKHYTb, YTO 3TO ObUT euH-
CTBEHHBIN peGeHOK M3 JaHHOU BO3PacTHOM IPyII-
mbl, 6e3 KaKUX-IM6O YCWINH C Hallell CTOPOHBI
TIO3BOJIABIINI PACCMOTPETDh HAPY>KHYTO 30HY GIIb-
Tpalyiyl XUPYPrudecku CcHOPMHUPOBAHHOIO IIyTH
OTTOKa BHyTpHUIIa3HOM >xuakocTH (BIWK) (puc. 1).
PaHHUI TOC/IEONEPAIVOHHBIN NIEPUO/, OTMEYaICs
CIIOKOMHBIM TedeHHeM. HaMu He oTMeueHa peak-
LY Ha OINEepaliyiio CO CTOPOHHBI 33/IHETO OTpe3Ka
Ia3Horo s6y0Ka, HECMOTPsI Ha HeOGXOAUMOCTh
MaHUIYJALMM ¢ pafy’KKOU B IPUOTKPBLITON Iie-
pexnHelt kamepe miasa. OTCyTCTBHE pEaKTHBHOTO
oTeka (WM OTCJIOMKY) COCYZAWCTON OOOJIOYKU, HA
HaIll B3IAZ, O6bUT0 0OYC/IOBIEHO YKeCTKOM uKca-
nyeii camoll mepeziHell YacTy COCyZAHCTOro TpakTa
I71a3a 3a cYeT IUIOCKOCTHOI'O UPHUAOKOPHEATBHOTO
cpaleHus.

He HCKJIIOYEHO, YTO OTCYTCTBHE OCJTIOKHEHUH CO
CTOPOHBI 33/IHETO OTPe3Ka IVIa3HOTO sI6JI0Ka CIIO-
cob6CcTBOBaIO GbICTPOMY (POPMHUPOBAHUIO Pa3iIy-
TOM aBacKy/SIDHON OQWIBTPAIMOHHOM TMOAYIIKHI
(®I1) xak mokasaresisi 6eCIpensATCTBEHHOIO OTTO-

Puc. 1. Mapus C., 4 mec.
OD - eposcdeHHas
3aKPbIMOY20NbHAS ONe-
PUPOBAHHAS 2/IAYKOMA.
AHomanusa pazgumus
nepedHezo cezmeHma
2/1a3a; MUKpOPmMansvm.
10 Oneii nocaie onepayuu
271y60KOlL CKIepIKMmMo-
Muu ¢ onmuueckotl
K021060MO1L padyxcku.
Ha 12 uacax omuemnugo
8udHa pasaumas uns-
MpPAyUOHHAS NOOYWKA.
Buympuenastoe dase-
Hlle HOPMAU308AHO

Ka BHYTPHUIVIA3HOM JXUIKOCTU IO XUPYpPrUYECKU
chopmupoBaHHOMY IyTH. HopManusaiusa BHY-
TPUIVIA3HOTO JaBjeHus 3apUKCHpOBaHA HAMH C
TIEPBBIX ITOC/ICOIIEPALITMOHHBIX ,Z[Hefl: TaJIbIIaTOPHO
ToKa3arenu opTaJIbMOTOHyca HAaXOAWINCH B IIpe-
Jiesiax cpefiHell HOpMEI.

Ha yieBOM I1a3y MalyieHTKY B CBA3U C ITOJIHBIM Op-
TaHWYECKUM 3apallleHHeM yIvia IlepefHei KaMepbl
U OTCYTCTBHEM OPTaHUYIECKOTO CyOCTpara Ajis BMe-
1IaTeJbCTB, HAIIPABJICHHBIX HA YIyYIIC€HUE OTTOKa
BIK, ¢ majuimaTUBHOMH IeJIbl0 IIPOBe/JieHa TpaHC-
CKJIepayibHasA IUKIO(GOTOKOAry/snyA. JTa MaHU-
MyJIALNA B KOMOMHAIMH C PEXXUMOM T'MIIOTEH3UB-
HBIX I/IHCTI/IJIJIHLII/Iﬁ II03BOJIIa KOMIICHCHUPOBAaThb
0bTAIBMOTOHYC.

O6cnefioBaHue Yepe3 6 Mec IPOZEMOHCTPUPOBAJIO
CTabWIHHOCTD TIOJMyYEeHHBIX pe3ynbraToB. Coxpa-
HAeTcs GUKcalys B3opa IIpaBbIM [1a3oM (puc. 2).
Co cJIoB pozuTesiel, AeBoYKa IIOAIION33aeT K UH-
Tepecyollel ee APKOU WUTPYILIKe, HaXOAAIIEHC B
TpefiesiaXx MeTpa, ¥ HalpaBJeHHO O6epeT ee PyKOH.
[Tpu 3TOM «HAIIYTILIBAIOLIVX>» ABKEHUI peGEHOK
He mpousBoguT. Il B HAPY>KHOU 30HE aHTUIVIAY-
KOMHO¥ orepaiuu craja 6ojee IIOCKOM, OJHAKO
TIOBEPXHOCTb €€ OCTAEeTCA IVIAZKOW, BAABIEHUS
pesbeda OTCYTCTBYIOT, 0P TaTbMOTOHYC HAXOAUTCS
B IIpeZie/lax HOPMAJIbHBIX 3HA4YeHMi, a aHATOMHU-
YecKue mapaMeTphl (JuaMeTp POrOBUILIBL U TIepe/-
He3a/HUI pa3Mep) cTabWIbHEL. JlaBjieHue JI€BOTO
IVIa3a HAaXOAUTCS B MPeZie/iaX BEPXHUX I'PaHUL] Gu-
3MOJIOTUYECKON HOPMBI Ha PEXHME T'MIIOTEH3UB-
HBIX UHCTIUIALTANI.
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Puc. 2. Mapus C., 11 mec. OD — 8poxicdeHHAst 3aKPblMOy20lbHAS ONepupo-

BAHHASL KOMNEHCUPOBAHHASA 2AYKOMA; AHOMANUS PA38UMUS NepedHe20
cezmenma 2nasa; Mukpodmansm. 6 Mmec nocie onepayuul 2Jy6okoil
CckIepaKmoMuL ¢ onmuueckoll kono6omoil padyycku. BHympueanasHoe
OassieHue 6 npedesiax Guauo02UUeckoll HopmbLl. PebeHok dukcupyem 830-

DOM uHmepecyowuil e2o npedment, NPOU3BONLHO NPUNOOHUMASL 8epXHee

8€eKo

TTogBOAA UTOT, HEOOXOAUMO OTMETHTD, UYTO BaXK-
HOCTb MAaKCUMAaJIbHO TIOJIHOTO WCIIOIb30BAHUA
3PUTENILHOIO TOTEHIMANa sl CJIAGOBHZSIINX
JIIOZIeN, K KOTOPbIM OTHOCHUTCS HAllla TIAIMEHTKa,
He BbI3bIBaeT coMHeHUH. Oco6yl0 3HAYUMOCTh

probpeTaeT 3Ta yCTaHOBKA JUIA [ieTell paHHETO
BO3pacTa, TaK KaKk UMEHHO CEHCUTHBHBIM ITeproz,
XapaKTepusyeTcs Haubosiee 61aronpUATHBIMU
yernoBusaMu it addekTuBHOrO HOpMHUPOBaHUIS
dyHKIIMIT OpraHoB YyBcTB. B

CHuMCoK JIuTepaTypbl

1. Kupfer MLI. Observations on the development of the anterior chamber angle with reference to the pathogenesis
of congenital glaucomas .Am. J. Ophthalmol. 1978;(88):424-426.
2. Xne6uukoBa O.B. KJIMHHUKO-TeHETHYECKUE XapAaKTEPUCTUKU BPOXKAEHHBIX TOPOKOB Pa3BUTHSA OpraHa 3pe-

Hus. MeaunuHcKas reHetuka. 2008;(8):8-25.

3HAYNMOCTbD

JIEKTPO(DPU3N0JIOTNIECKUX
uccaegopanuii (DPN) nasa
CBOEBPEMEHHOU JUATHOCTUKH
MAaTOJIOTUM CETYATKH JIeTen
MJIaaIIed BO3PACTHOM I'PYIIIbI

POX/ZIeHHbIE aHOMAaJIMK Pa3BUTHA Y
JleTell — BecbMa paclipocTpaHeHHOe
siBJieHWe BO BceM mupe. ITof06HbIEe

TIATOJIOTUM MOTYT MMEThb PasHyIO CTelleHb BBIpa-

JKEHHOCTHM U OKasblBaTb TO WIM HHOE BJIHAHUE

Ha pacTymmi opraHusM. OCHOBHasA mpobiema

B OTHX CUTyallWsX — INpaBWIbHAas JUArHOCTHKA,

OTINYAIOUIAsACd HECOMHEHHBIMU CJIOKHOCTAMU

y ZeTel Miajuiell Bo3pacTHOM I'PyIIEL B To e

BpeMs UMEHHO CBOEBPEMEHHO IIOCTaBI€HHBIHN JU-
arHo3 I03BOJIAET BBIOPATh aIeKBATHYIO TaKTHKY
Be/IeHUs TMAallMieHTa, TOMOYb M36eXKaThb JIOMOTHHU-
TEJIbHBIX 00C/Ie[l0BaHNI, HEHYKHBIX HazHauYeHUH
U JOGUTHCS ONTUMATbHBIX QYyHKIMOHAIBHBIX pe-
3y/IBTaTOB.

B kagecTBe WLUTIOCTpanuy IIpe/icTaBJIEHHbBIX BbIIIIE
IIOJIO}KEHUI1 IPUBOAKM Pe3y/IbTaThl HaGIIOAEHNS 32
nanueHTom P., 1 roa 8 mec.
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V3 aHaMHe3a HU3BECTHO CJeZymollee: OepeMeH-
HOCTh MaTepH IIpoTeKasa 6e3 IIaToJIOTrHH, POALI B
CPOK, Bec ipu poxkzeHun 3680 . Y HOBOPOXKZIEH-
HOTO OTMedeHa I'MITOKCHsI, PasBUBILASACA BO BPeMsI
POZIOB U CHU3MBIIASA OLIEHKY IO IIKajle Amrap —
7/7 6aswioB. [Tociie poXkAeHNA peGeHKa BBIABIEHO
HapacrTarollee JpIxaTeJIbHOe PacCTPOUCTBO, ITOTpe-
6oBaBIlIee MCKYyCCTBEHHOM BEHTIJIALINY JIETKIX.
[To faHHBIM HelpocoHorpaguu AUarHOCTUPOBAH
cuHgpoM Jlenayu—Yokepa.

B Bo3pacte 1 roga poauTeNIy 3aMeTWIN 3aePKKY
MOTOPHOTI'O pa3BUTHA peGeHKa U HapylleHue 3pe-
HUSA, TIPOSABJIABIIeecs B KpaTKOBPEMEHHBIX ITOIIBIT-
Kax CJIe)XeHUA 3a IIpeZIMeTaMH ¢ OBICTPOI oTepeit
dbukcaruu B3opa. XKano6b! Ha 3a/IEPXKKY 3pUTENb-
HOTO Pa3BUTHA CTaIN NPUYUHOM oOpalleHus po-
JUTeNed B MIA3HYIO MOJUKINHUKY MOpPO30BCKOH
JI'KB.

Jannreie ocMmotpa: Vis OU cHIKeHO, 0 YeM CBH7e-
TEJIbCTBYIOT OC/Iab/leHHble IOBeAEHYECKUe 3pU-
TesIbHBbIe peaknyy (y3HaeT poguTesieii Ha paccTo-
STHUY, He IIPeBbILIaloeM 2 M).

INonoxxeHne a3 NpaBWIbHOE, ABWKEHUA B IOJ-
HOM o6beMe. BHOMUKpOCKONMA: IIepesHui oTpe-
30K He M3MeHeH, OIITUYecKue cpeJbl IPO3PayHbL.
[Ipu ocmoTpe masHoro AHa OU: AUCK 3pUTEIBHOIO
HepBa ([I3H) >xesrro-ceporo IjBeTa, HallOMHHAIO-
U BOCKOBUZHBIN, FPaHULIbI HeueTKHe. CocyZbl
CyKeHBL. B 1leHTpasbHOl 30He OTCyTCTBYeT doBe-
OJISIPHBIN peduieKc, MaKyIApHEIN pediiekc aedop-
mupoBaH. KparmgaTtocTs Maky/sipHO# 30HBEI (MZ),
pacnbUieHre NMUTMeHTa 10 BCeMy [VIa3HOMY JHY
(puc. 1).

Ilpu perucrpaiuy 3pUTeIbHBIX BBISBAHHBIX IIO-
TeHIMaIOB (3BII) BEI3BaHHBIE MTOTEHITUAJIBI TTPAK-
TUYEeCKHd He BBIEJAIOTCA Ha FOMOreHHoe Iojle U
CTPYKTYpPUPOBAHHBIM CTHUMYJI, YTO CBHUZETEIBCTBY-

oD

€T B IT0JIb3Y BBIPQKEHHBIX OPTaHUYeCKUX U3MeHe-
HUII Ha ypOBHE 3pUTEIBHOTO HepBa U IIPOBOAAIINX
myreit OU (puc. 2).

PekoMeHZJ0BaHO o6ciefoBaHME y HeBpoOJora
U IpU HeOoOXOAVMMOCTH IpOBeLeHHEe MarHUT-
HO-pe3oHaHcHOU ToMorpaduu (MPT) rosoBHo-
ro Mo3ra.

MPT 1okasazna OTCyTCTBHE OYaroBbIX U3MeHeHMUi
Y THIIOIUIA3UIO YePBs MO3KEUKa.

HesposioroM ycTaHOB/IeHa 3afiepKka He TOJIBKO
$u3MYecKoro, HO U ICUXUYECKOTO Pa3BUTHA, Ha-
3HA4YEeHO aKTHBHOE HEHPOTpodUYECKOe JIeYeHe.
[1pu AOTIOJTHUTETEHOM 06CIe0BaHUY B TeHETHYe-
CKOH KOHCY/IBTALIU TeHeTHIeCKH 00YyCIOBIeHHON
TIaTOJIOTUU He BBIABJIEHO.

JlaHHbIe TOBTOPHOI'O OCMOTPA Yepe3 4 Mec:

Bec— 16 KT, 3HaYUTEILHO ITPEBBIIAIONIII BO3PACT-
HYIO HOpMY.

Yiydammnachk GUKcanyis B3opa, y3HaeT poguTeseit
cS5M.

[NonoxkeHue Iv1a3 MpaBWIbHOE. BUOMUKPOCKOIIVA:
TlepeJHUI OTPe30K He U3MeHeH, ONTUYecKUe cpe-
Zbl Tpo3payHbl. OQTaJbMOCKONMSA IVIa3HOTO JHA
OU: coxpaHAIOTCA U3MeHEeHM: LiBeTa U KOHTypa
J3H u cyxeHue cocyznoB. B MZ oTnoxxeHusa nur-
MEeHTa B BHZIe IVIBIOOK, MCYE3HOBEHHE CBETOBBIX
pedrexcoB. [To BceMy IIa3HOMY JHY pacCesHbI
wiblbky nurMeHTa. Ha nepudepuy masHoro gHa
TI0 XOZy COCYZOB OTMeuYeHO GOpPMUPOBAHUE CIIEll-
UGUYHBIX /UIA MTUTMEHTHOI'O DETHHUTA «KOCTHBIX
TeJIel».

ITpy TOBTOpHOM 3/eKTPOU3NOIOTUIECKOM 00-
cnepoBaHuM 3BI1 npakTUyecky He BbIAESUITUCH U3
doHOBOI pUTMUKY, 1eKTpopeTHHOrpaMmMa (OPT)
yracatomas (puc. 4, 5).

[IprHuMan Bo BHHUMaHue orcyrcTBre 3BIT u OPT,
ObUI MIPOBEJEH IOBTOPHBIN HAalpaBJeHHBINH CO0P

os

Puc. 1. [Tayuenm P., 1 200 8 mec. Z]3H sncenmo-cepoz20 ysema c Heuem-
KUMU 2DAHUYAMU, PACNbLIEHUE NUZMeHMA NO 21A3HOMY OHY
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Puc. 2. 3BII Ha waxmamHblil nammepH 60 u Ha 20M02eHHOe NoJe nayueHma P., GUHOKYAPHAS pezucmpayus

Puc. 3. nayuenm P., 1,5 200a. Jleswtil ena3. Popmupo-
8aHUe XAPAKMEPHBLX «KOCMHbLX MeJiey» Ha nepudepuu
cemuamxu

aHaMHe3a, BbMBHBmHﬁ, YTO IIPpU POXACHUU Yy pe-
GeHka ObUta MOMMIAKTIWINA (HAJIM4YHE IIeCTOro
MMaJIbYMKa Ha MPaBOM KUCTH, KOTOPBIA JAepKasics
TOJIBKO Ha CyXOXXWIMH/cBA3Ke). Cpasy mocie po-
JIOB aHECTE3UOJIOT IPU COIVIACHM MaMbl YWl
PYAVIMEHTapHBIH TaJIBYMK, He 3aQUKCUPOBAB 3TO B
HCTOPUH POZOB.

YuuTeiBad NOMUJAKTWINIO B aHaMHe3e, JaHHBIE
3BI1 u OPI, kapTWHy IVIa3HOTO JHA, 3aJEepPXKKy
TICUXOMOTOPHOI'O Pa3BUTHA U U30BITOYHYIO MAacCy
Tesla, pebeHKy ObUI IOCTaBIeH AMarHo3 CUHAPO-
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Ma Bapzae-Buia — pegkoro reHetuyeckoro 3a6o-
JIeBaHUA, BcTpevarolierocss B EBpone ¢ yacTroroi
1:120 000 HOBOpOXIeHHBIX. Ba3oBBIMU KIMHUYE-
CKUMHU IIPOABJIEHUAMM CHHZPOMA BBICTYIIAIOT KaK
MHUHUMYM Y€TBIPpE M3 IIECTU TEPBUYHBIX CHIMII-
TOMOB: OXXUpPEHUe, JereHepalusa CeTYaTKH, II0-
JINAAKTIIVA, MOJIUKUCTO3 II04YeK, T'MIIOTOHAAU3M
Y 3aMe/JIeHre YMCTBEHHOI'O Pa3BUTHA. IlalneHT
TIOBTOPHO ObLT HAIIPABJIEH Ha KOHCY/IBTALUIO TeHe-
THKA, IZe NIPU CeKBEHHPOBAHUY 5K30Ma JHarHo3
OBbUI TIOATBEPXKAEH.

JlaHHBIN CTydai HaIAgHO JeMOHCTPUPYeT 3HAUU-
mocTb OPU ceTyaTKy A1 JeTel MIAAIIEro BO3-
pacTa ¢ 3aZiep)KKOi 3pUTEIBHOTO Pa3BUTHA. DTHU
HCCIEZIOBAHUA C YCIEXOM CIIPABJIAIOTCA C «TPYZ-
HBIM» JUAarHO30M U IIOMOTAloT u3bexatb Heobo-

CcHOBaHHOrO JieyeHus. «Diagnosis bona — curatio
bona».

BbIBO/IbI

1. ODPU obecrieynBaeT OOBEKTHBHYIO OLEHKY
OGUOIEKTPUYECKON AKTUBHOCTH CETYATKU U
3pUTEIPHOTO HEpBAa, YTO IO3BOJIAET OIpefe-
JIUTB 3pUTENIbHBIE QYHKIIMY pebeHKa MIaueit
BO3PACTHOH IPYIIIIHL.

2. Tlpu cHWXEHWUU 3pUTENbHBIX IIOBEeAEeHYECKUX
peakuuii MajeHbKOro pebeHKa TMOCIen0Ba-
TeJIbHOCTh JeMCcTBUM, Bezylad K HCKOMOMY
pesynbraTy, BKJIIO4aeT mpoBeZeHue 3BII u
3aTeM IIpA CHIDKEHHBIX NoTeHInanax OPI.
TTono6HbI QICOPUTM IIO3BOJIAET HUCKJIIOYUTH
HacJIe[CTBEHHbIE BPOXZEHHbIE AUCTPObUU
cetyaTky. B

Puc. 4. 3BII Ha waxmamHblil nammepH 60 u Ha 20M02eHHOe NoJe nayueHma P., GUHOKYAPHAS pezucmpayus
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Puc. 5. OPI"' nayuenma P. Ha scnbluky cgema

Ciyyaii peKoi JIOKaJIu3anum
JIMIIOIEPMOMIHOM KHMCThI IJ1a3a
y peOeHKa

pOXZEHHBIE 3NUbyIbOapHblE XO- JIOKAJIW30BAaHHAA B HETUIIMYHOM MeCTe TpyIia
BPI/ICTOMBI MIPEACTABIAIOT coboM  KiIeToK. Hawbosiee pacnpocTpaHeHHBIE TIPE-
mobpokavyecTBEHHbIE obpa3oBa- CcTaBUTENU INMUOYILOAPHBIX OOpa3oBaHUU y Ze-

HUfA, UCTOYHUKOM PasBUTHA KOTOPHIX BBHICTYIIAET  TEH — IMITOAEPMOU/IBI U I€PMOU/IBI, TOPXKAOIIYE
OTIIeIIBUIAACA B 3M6PI/IOH3J'[I)HOM nepuoze u porosuny, ]II/IM6 Y KOHBIOHKTHUBY IJIa3HOT'O H6]IO-
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ka [1]. JlunogepMouzsl OGBIYHO PaCIIOIATraloTCs
B BEPXHEHAPY>XHOM KBaJpaHTe IVIa3HOTo A6J0Ka
Y MOT'YT JOCTUTaTh JOCTAaTOYHO GOJIBIIMX pa3Me-
poB. T'HCTONOTWYEeCKH JIMIIOZEpMOW/, IIpe/CTaB-
JIfeT COOOHM JKUPOBYIO TKaHb, OTIPaHUYEHHYIO
OT CTPYKTYP IVIa3a COeJIWHUTEIbHOTKAHHOU 000-
JIOYKOM, B TO BpeMs Kak AepMouns chOpMUPOBaH
COeIMHUTENbHON TKaHbIO, BKJIIOYAIOIIEH Kosula-
TeHOBBIE BOJIOKHA, U MTOKPBIT SIIUTEINEM SIUAED-
MaJIbHOTO THIIa [2].

VIHTepec TpeACTaBIEHHOTO HaMHU KJIMHUYECKOT'O
CTy4as BbI3BaH KpaiiHe peZKoii JJoKain3aryeil au-
TIOIEPMOW/IA, PACIIOJIOXKEHHOTO B 00J1aCTU CIIE3HO-
ro MAcLA y 3-7IeTHeH JeBOYKHU.

IMaruenTka H., 3,5 ner, MOCTywia B OTAe/IeHUE
odTaspMOIOrMM ¥ MHUKPOXUPYPrUu Iasa Mopo-
3oBckoit JITKB ¢ anarHo3om OS: amuGynbbapHoe
HOBOOOpa3zoBaHHWe INIAa3HOro sbmoka. Poxureneit
ZIEBOYKY OECITOKOWI IMOSBUBIIHICA B TOZOBAJIOM
BO3pacTe CBET/IBIH «6yTrOPOK» BO BHYTPEHHEM YIULY
ma3a pebGeHKa, pasMephl KOTOPOTO IOCTENEHHO
YBEJIMYNBAINC.

O6ceioBaHME TTOKA3aJI0 OTCYTCTBHUE HapyLIEHUI
TIOZIBYDKHOCTH IVIa3HOTO sI0JI0KA U BEK, IIPAaBIIBHOE
TIoJIOXKeHYe 1a3. besoBatoe o6pa3oBaHue pa3Me-
poM okosio 10x7 MM pacrosaraaoch BO BHYTPEH-
HEM yDIy IVIa3a, YaCTUYHO IIPUKPHIBas CJIE3HOE
wmAcuo (puc. 1).

PoroBuna COXpaHsla IPO3PaYyHOCTb, IepeHssd
KaMepa U IIyO)xese)xalnye cpesl He MMeJH I1aTo-
JIOTUYECKUX OTKJIOHEeHUU. [IyGOKue ONTHYecKue
cpespl TaKKe XapaKTepHU30BAIMCh IIPO3PAYHO-
cThIO. JleTanbHasa opTasbMOCKOIIHSA [IA3HOTO JHA
aQHOMAJIH He BBIABWJIA.

DyHKIMOHAIbHBIE XapaKTEPUCTUKU OOOUX IvIa3
OTIMYAINCh CUMMETPHUYHOCTHIO ¥ COOTBETCTBOBA-
JIV BO3pacTHOM HOpMe.

COITyTCTBYIOIIIMX COMAaTHYECKUX PAaCCTPOMCTB U
HapyieHu# ¢pusnonorndeckux GyHKUUH y pebeH-
Ka He OOHapy»XeHO.

PemteHre 06 OTIepaTUBHOM JIeYEHUU ObLIO IPUHS-
TO B CBfI3U C yBeJIMYEHNEM Pa3MepOB 06pa30BaHUA
Y PUCKOM €0 HETaTUBHOT'O BIUAHUSA Ha GYHKIUIO
BeK — aHAJIOTMYHOM TOYKM 3PEHUA IpUzepXUBa-
10TCA U Apyrue obTambMoxupypru [3].

Moz obmielt aHecTe3nel MPOM3BEJEHO HCCeYeHHe
HOBOOOpa30BaHUsA. B KayecTBe XUPYPrHYECKO-
TO ZIOCTYIIA WCIIONB30BaH pa3pe3 KOHBIOHKTHUBHI
MeXXZy ITOJIYJIyHHOH CKIaZKOH U CIe3HBIM MACIIOM.

3aTeM 000JI0YKa KUCTHI TYIIBIM IIyTeM 6ObLIa oTce-
rapoBaHa OT ITOKPBIBAIOIIEH ee KOHBIOHKTHUBE,
pasZiefieHbl CpalleHUs MeXAy KUCTOH U KOHBb-
IOHKTUBOM, IOJYJIyHHOM CKJIQZKOM U CJIE€3HBIM
MACIOM. MezauanbHasd 4acTh HOBOOOPA30BaHUS
TIPOCTHPAJIACH JAJIeKO B ITyOHHY, OAHAKO aJTe3NH
K DIyGXKeseXKalM CTPyKTypaM (TakuM KakK BHY-
TPEHH:AA NpAMasA MBIIIIA U CKlepa) 06GHapy>KeHbI
He 6bUTH. IToCTeNeHHO MegualbHas YacTb HOBOO-
6pa3oBaHMA TaKKe ObUIA OTCerlapoBaHa OT IIpHJIe-
JKaIUX TKaHel. Pa3pe3 KOHbIOHKTHUBEI ObLT repMe-
THU3MPOBaH HellpephIBHBIM IIBOM (BUKpWII 8-0).
HccedeHHBIN MaTepyasl HallpaBjieH Ha TUCTOMIOIH-
yeckoe HccaeoBaHue (puc. 2).
IpeABapUTEeNIBbHBIN KIMHUYECKUH JUarHos3 (JIUIo-
JepMonz) ObUT MOATBEP)KJEH IIOCTEAYIOIUM T'H-
CTOJIOTHYECKUM HCC/IeIOBaHUEM.
[IpezncTaBieHHBIM BBIIe KIMHUYECKUN CiIydaii
TpyuMevaTe/ieH B CWIy HETUIIMYHOM JIOKaam3a-
LMY JIUIIOZIEPMONZIA B OOJIACTH CJIE3HOTO MACIA.
B suTepaType HaMU HalZieHO JIMIIb OZHO KJIWHU-
YecKoe ONHMCAHHEe AHAJOTWYHOIO PACIIOIOXKEHHA
JmnozepMonsHoN KucThl [4]. Kpome aToro, eme
B OZIHOM paboTe, MTOCBAIIEHHON pe3y/bTaTaM pe-
TPOCHEKTUBHOI'O THCTOJIOTMYECKOT0 HCC/IeZoBa-
HUA [OPAKEHUH CJIE3HOTO MACLA, JUIIOLEPMON/,
TaKKe 0GHapy)KeH BCETO B IBYX CJIyJasX, YTO MIOA-
YepKUBaeT UCKJIIOYUTENTBHOCTD €0 MoA0OHOH JIo-
kxanmusauuy [3]. W

Puc. 1. [Tayuenmxka H, 3,5 nem. Ha cHumke omuemaugo
8UOHO HOB006pA306aHUe 6eJ108aM020 OMMeHKA, PACNOJIO-
JHCEHHOe 80 BHYMPEHHEM YeJly 2Na3HOU Weall U HacmuyHO
npukpulearowee ce3Hoe mMacyo (cmpenxa)

Puc. 2. YoanenHoe Hog000Opazogarue
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TexHHKa IIOBHOM repMeTH3anyum
MPOHUKAIOMINX PAH POrOBUIIbI,
MO3BOJIAIONIAS M30€KATh
POrOBUYHOI0 CUH/IPOMA

B IIOCJIeONEPALIMOHHOM Nepuojie

aBMBI OpraHa 3peHHs y JeTel BbI-
I CTYIaIOT OZHOM M3 OCHOBHBIX IIpU-
4YUH UHBAIUAHOCTH II0 3peHuIo. 113
HUX IIPOHMKAIONIYE DaHeHUs ABJAIOTCA CaMBbIMU
PacnpoCTpaHEHHBIMM U TOKEABIMU 10 IOCIE[-
CTBUAM, COCTaBJIAA 35—85% B CTPYKTYpE ITIOBPEX-
JeHws a3 [1].
TepMmeTH3anyia NpoHUKAIOLel paHbl POTOBULIBI —
CcTaHZApTHaA Npolefypa C UCIOIb30BaHUEM MU-
KDOXVPYPTHMYECKOM TEXHUKU, B 00s3aTeIbHOM
TopsAZKe IIPOBOAUMAf BCEM JETAM, TOCTYAIOIINM
B Mopo3zosckyto JII'KB /I3 ¢ NpOHUKAIOIUMU paHe-
HUAMU POrOBHUIBL [Ipy OOIIMPHBIX paHaX POrOBU-
LIbI, 3UAIOLINX WIH IUIOXO aZalTHPOBAHHBIX Kpasx
paHbl, paHy POTrOBULBI I'epMETU3UPYIOT, HakIa-
[IBIBasl y3JIOBBIE LIBBI HA IIyOUHY 2/3 POTOBUIIBL
PaccTosHMe MexX Ay IBaMU He IIpeBhIIaeT 1,5 Mm
(B 3aBUCHMMOCTM OT pasMepOB paHbl). Y3/I0OBBIE
LIBBI CO3/IAIOT JIYYIIyIO aZalTalyio KpaeB pPaHbl U
BBIpAaBHUBAIOT ee KoHurypanuto. /i1 repMeTH-
3aI[MHM paH POTOBUIIBI GOJBITUHCTBO O(TATbMOXH-
PYProB IpeANOYMTaeT HCIOMb30BaTh CHHTETHUYe-
CKOe MOHOBOJIOKHO (HarpuMep, HeiioH 10,0).

OnHaKo HaJIMYKe HA POTOBULIE JKECTKIX KOHIMKOB
Y3JI0BOTO IIBA IPUBOAUT K IOCTOSHHOMY pasjpa-
JKEHUIO U Bpra)I(eHHOfI KJIMHUKE POTOBUYHOI'O
CHHJPOMAa — CJIE30TEYEHHIO, CBETOOOSI3HY, UHD-
€KLY KOHBIOHKTUBHI, Otedapocmnazmy (puc. 1).

Puc. 1. BonwHoti B., 13 iem. CocmosiHue nocJie ywueanus
npoHuKarwwell parsl po2osulsl. BoipaxcenHbLil poeosuu-
Hblil cunOpom. 12-1i deHd nocse IIXO
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POroBUYHBIN CHHZAPOM, IIOMHMO CHIDKEHHS Ka-
YecTBa 3pEHUS U XKU3HU MalueHTa (a LIBBI B IIO-
MOGHBIX CUTYaIUAX CHUMAIOT yepe3 1,5—2 mec),
3aTpyZAHAET TpoBeZeHre ArbdepeHInaTbHOTO
JIMarHo3a MeX/y 3aKOHOMEPHBIM pa3ApakeHHEM
1a3a MHOPOJHBIMU TejlaMU (IIBaM¥) M XPOHUIIM-
3alel BOCIIAIUTENTBHOTO IPOIiecca.

B noctesHve rozbl NOSBUIOCH MHOTO paboT, IMoj-
YEpKUBAIOIINX I[eIECO00PA3HOCTD IOTPYKEHUs
Y37I0B B IyOUHY paHsI [2].

IIpuBeZeHHBIN HINKe KIMHUYECKUN cirydail Ha-
IJIAAHO [IeMOHCTPHUPYET, KaK BJIUAET IOrpyxKe-
HUe y3JI0BbIX IIIBOB B INIyOUHY paHbl ipu IIXO
Ha TeyeHHe IOCJ/IeoNepalioHHOro nepuoja u
COCTOsAHUE alfieHTa

BonwsHO# Apremuii H., 2 1. 4 Mec., TOCTYTIWI B OT-
ZesieHrie oQTaIbMOJIOTMH U MUKPOXUPYPIHUHU IVIa3a
Mopo3zogckoit JITKB ¢ auarHozom OD: «IIpoHUKa-
olllee KOpHeaJbHOe paHeHue». TpaBMaTuhdeckas
kaTapakTa. Co CJIOB poAuTesieii, pebeHOK CIyJaii-
HO TKHYJI cebe B IVIa3 OCTPLIM KpaeM KapTOHa.
[Ipu mocTtyrieHun

JlaHHBIE 06CIeI0BAHNA:

OD — oTcyTcTBHE ITPEIMETHOI'O 3pEHMUS;

OS — xopolilee IpeIMETHOE 3peHue

JlaHHBIE OCMOTpA:

OD: cMmenraHHasA UHBEKIUA [VIA3HOTO A6JI0Ka; Ta-
palleHTpaJbHOE BepTHUKAJIbHOE JMHelHoe paHe-
HUe POTOBULBI C 3UAIOIIMMU KpasMU (BepXHUIL
CEerMeHT). YMEpEeHHBIA OTeK poroBullsl. Ilepez-
HAA KaMmepa MeJKasd, okono 1—1,5 Mm, Biara
mpo3payHa. 3payvoK OKPYIVIBIM, IIeHTPHPOBAH,
doTropeaknya CcHKeHa. PazgyXka CTpPyKTypHa.
Pa3peIB nepefHel Karcy/abl XpycTalHlKa, XOPOIIO
muddepeHIVpyOIMiica B IpocBeTe 3payka. B uH-
TPaKalCy/JIIPHOM IIPOCTPAHCTBE  HaOyXaroIue
MyTHBIE XPYCTINKOBBIE Macchl. IiTyOkenexarye
cpeZbl He BUZHBL.

ITpoBezieHO OOCiIeZIOBaHME:

B-ckan (axorpaduss) OD: B BUTpPeabHOM MTOJIOCTH
B3Bech POPMEHHBIX 3JIEMEHTOB KPOBU; OOOJIOYKH
TIpIIEKAT;

A-ckan (onpegenenue gl [130) OS.
Pedpaxromerpus OS:

B zmenp mocrymreHus (28.08.2017) peGeHKy Ha
TpaBoM IVIady BbINONHeHA IIXO INpoHUKaroLero
KOPHeaJbHOrO PaHeHMs € repMeTH3aleil paHe-
HUA y3JI0BBIMH IBamu (Heition 10/0) u morpy-

JKEHUe y3JI0B ¥ KOHYMKOB IIBOB B INIyOOKHUE CJIOU
porosulisl (puc. 2).

YuuThIBasg apeakTUBHOE TedeHHe IIocjeomepa-
LIMOHHOTO Ilepuoja, Ha 2-% geHpb nocie IIXO Ha
MpaBoOM IVIa3y Hpowu3BeZieHa ¢axoacmupanys Ka-
TapaKThl C MMIUIAHTAI[ell MOHOOJIOYHOMN 3aJHe-
kaMepHoH ynH3bI (3KJI) B KalCy/bHBIN MEIIOK.
Pacyer MOJI mpoBofWiM Ha COOTBETCTBYIOLIYIO
JIAaHHBIM 00CJIeZI0BaHUA 3[0POBOTO IVIa3a U BO3pa-
CTy pebeHKa r’UIOKOPPEKIINIO.

Ormepanus nporuia 6e3 OCIOKHeHui. B mocie-
OIIepaIlOHHOM IleproZie pe6GeHOK MOoIyJanl MecT-
HOe aHTUOAaKTepUasbHbIE U TPOTHBOBOCIIAINUTEb-
HBIe IIpernaparsl.
[NocteonepariOHHBINA
(puc. 3).

Iepuos,  apeakTUBHBIN

Puc. 2. Apmemuil H., 2 2. 4 mec. CocmosiHue nocie npoHu-
Kawuez0 paHeHUA po2osuysl. Tpasmamuueckas kamapak-
ma. 1-1i dens nocse ITXO ¢ nozpysicenuem y3n08 U KOHUUKOB
we08 8 21yOUuHy pansl. [IonHOe omcymemaue poz2osuUiHo20
cuHopoma

Puc. 3. Apmemuil H., 2 2. 4 mec. CocmosiHue nocjie nNpoHu-
Karwowezo paHeHust poeosusl. 1-ii deHs nocne akoacnu-
payuu mpasgmamuueckoll Kamapakmol ¢ uUMnaaHmayuett
HOJI (apeakmugHoe meueHue); 3-ii deHwb nocse IIXO ¢
nozpysiceHUeM Y3708 U KOHUUKOB WB08 8 2JlyOUHY PAHbl
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IIpu Bemmucke (10-ii AeHb ITOCIIE OCTYIUIEHHS)
Visus

OD — npeziMeTHOE 3peHue 6/K;

OS — xopoiliree IpeMETHOE 3peHHE 6/K.
OcTaro4yHasi KOHbIOHKTHUBa/IbHAs WHBEKI WA I1a3-
Horo A6s0Ka. B BepxHeM OTZesle pOroBUIIEI I1apa-
LIeHTpaJIbHOE BepTHKaJIbHOE JIMHEeHHOe paHeHHe,
VILINTOE y3/JI0BBIMU HIBAMU C IIOIPYy>KeHHUEM y3JI0B
U MX KOHYMKOB B IyOMHY paHbl. HauanbHas cTa-
2y GopMUPOBaHMA HEXHOrO Pyblia POTOBUIIBL
PoroBuiia BHe obsactu py6iia mpospayHa. Ilepes-
HfAA KaMepa paBHOMEpHa, OKoJIo 3,5 MM, Bjara ee
Tpo3pavyHa. 3pavoK OKPYIVIBbI, IIeHTPUPOBaH, ¢o-
TOpeakIysa coxpaHHasa. Pagyxka crpykrypHa. 3KJI

B IPaBWIBHOM IOJIOXKEHUU. 3aJHAA Kalcyia Xpy-
CTayIMKa Ipo3payHa. [1asHoe fHO — 6e3 09aroBoi
TIaTOJIOTHH.

TMoaBozsa uror, HeO6XOAUMO OTMETUTD, YTO IIOTPY-
JKE€HVE Y3JI0B LIIBOB B paHy POI'OBUIILI HE TOJIbKO HE
CHIDKaeT KadecTBa IepMEeTHU3alMY, HO U ABJIAETCA
HaZIe)KHOM NPOGIIAKTUKON POTOBIUYHOTO CUHIPO-
Ma B [TOCJ/IEONIePAIIIOHHOM IIePHOJie, CIIOCOOCTBYET
6ostee CIIOKOMHOMY €ro TeYeHHIO, YMEeHbIIAET JJIx-
TEJIPHOCTD IPeObIBaHNA ITALMEHTA B CTallIOHAPe.
TakuM 06pa3oM, IpY TEXHUYECKON BO3MOKHOCTH
TIOrpy>KeHHe Y37I0B IIIBOB B PaHy POTOBHUIBI B IIPO-
necce [TXO MoKeT OGbITH PEKOMEHZIOBAHO K IIHPO-
KO KIMHMYecKol mpakTuke. M

Cnmcok JIMTepaTyphbl
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JAnddepennuaabHas
TUATHOCTHKA 00JIei
B JKMBOTE Y JIEBOYEK M JIE€BYILIEK

pobiieMa IMarHOCTUKY U JIEUeHUS

KHUCT ¥ HOBOOOPa30BaHUH TUIHU-

KOB 4Ype3BbIYalfHO aKTyajJbHa He
TOJIBKO B CBSI3U C POCTOM UX PaCIpPOCTPAHEHHO-
CTH, HO U TAXKECTBIO BBI3BIBAEMBIX MU Hapyllle-
HUU B pa3JIMYHBIX CUCTEMAaX OPraHu3Ma, Ipexze
BCEro penpoAyKTUBHOH [1, 5, 6]. OcioxxHeHHOe
TeyeHue 3a60IeBaHUM Y JKEHIIWH C KUCTaMU U
HOBOOOPA30BaHUAMY AUYHUKOB HaOIIOZAETCA B
9,2—29,0% ciay4aeB. IIpu 3TOM OZHUM U3 Hau-
60JIee YaCTHIX U I'PO3HBIX OCJIOXKHEHUH SBIIAETCS
WX TIEPEKPYT, BHI3BIBAOIINN KapTUHY «OCTPOTO
JKUBOTa» W TPEOYIOIMI 3KCTPEHHOU XUPYPTH-
yeckol momoinu. Ornepanuyl B TaKUX CIydasx
COIIPSKEHBI C TeXHUYEeCKHMU TPYZHOCTAMU U3-
3a pEe3KOro HapylleHus Tormorpaguu Ta3oBBIX
OpraHoB, HEKPOTHMYECKUX U3MEeHEeHUU B caMoii
omyxoinu [1, 4, 6]. KUCTBI IMYHUKOB y ZIeBOYEK
COCTaBJIAIOT OT 1 0 8% Bcex ommyxosiell y eTeil.
YacroTa A06pOKAvYEeCTBEHHBIX U 3JI0KAYECTBEH-
HBIX OITyX0oJIell ANYHUKOB cocTaBideT 2,6 ciydas
Ha 100 000 geBouek g0 15 set. Hanbosee yacro
KUCTBl SIMYHUKOB Yy J€BOYEK HaOJIoZAroTCsa B
Bo3pacte oT 12 go 15 net — 55,8%. IIpaBocTo-

Puc. 1. ¥ibmpaseykoseas kKapmuHa nepekpyma u Hekpo3a
Jle8blx NPUOAMKO8 MAMKU

DOHHsAA JIOKaIM3aUMsa BCTpedyaeTcsai B 2 pasa
yamie [12]. ITepekpyT HOXKHU KUCTBHI (OILyXOJIN)
SIMYHUKA — 3TO ONACHOE COCTOSHUE, Tpebyloliee
HEMEeJJIEHHOTO XUPYPTUYECKOTO BMeIlaTeb-
cTBa. Bo3aMoXxKeH mepekpyT 11060ro 06pa3oBaHust
SIMYHUKA: KHUCThbI, KUCTOMBI, 3JI0KAY€CTBEHHOT'O
HOBOOOpa3oBaHUA. Pexxe MOXeT IepeKpydH-
BaTbCAd MaTo4yHasd TPyOa, 3Z0POBBIM AUYHUK U
Jaxe MaTka ¢ npugatkamu [7]. JlaHHas naToso-
TUs IPUBOJAUT K OCTPOMY HapyUIEHUIO MUTAHUS
B TKaHAX SUYHUKA U OGBICTPOMY Pa3BUTHIO B Hell
MopdosornyecKkux u3MeHeHu . Pa3inyaroT aHa-
TOMUYECKYIO ¥ XUPYPTUYECKYIO HOXKKY OITyXOJIH.
K mepBoil OTHOCAT aHaToMHYeckue obGpa3oBa-
HUsI, KOTOPBIE MOAXOJAT K AUYHUKY: OpbDKeiika
SIMYHMKA, COOCTBEHHAs CBSI3Ka U IOZBEIINBAIO-
mas cBsA3Ka AUYHUKA, HEPBBI, KPOBEHOCHBIE U
muMbaTuYecKre COCyZbl. XUpyprudeckas HOX-
Ka obpasyeTcsi B pe3yJbTaTe IEePeKpyTa HOXKKU
OIIyXOJIU SAMYHUKA U, IOMUMO CTPYKTYp XUPYD-
TUYECKOM HOXKKH, MOXET COZEPXKaTh MAaTOYHYIO
TpyOy, CalbHUK, IEeTIH KHUlleyHuka [13—20].
CBOeBpeMeHHasi JUarHOCTHKA OIyXOJel Aud-
HUKa Y IEBOYEK CIUTAETCSA IPUOPUTETHBIM (akK-
TOPOM YJIYYIIEHUs MIPOTHO3a PENPOAYKTUBHOTO
370poBbs. OTCYTCTBHE €AUHBIX [TOJXO00B K Bejie-
HUIO TAaKUX OOJIbHBIX Ha JTalle peabwInTaluy —
Gosblinast mpobseMa Ui KIMHUIUCTOB. Takke
OCTaeTCsI CIHOPHBIM BOIIPOC O TOPMOHAIBHOM
Tepaluu B IOCIEONEepaliOHHOM Iepuoze [7].
Y JneBOoYeK U [EBYIIEK-NIOJPOCTKOB IEPEKPYT
HOXXKH KUCTBI TUYHUKA U Ja)Ke NHTaKTHBIX IIPU-
JIaTKOB BCTPEYAETCS 3HAYUTENBHO Yallle, YeM Yy
B3POCJIBIX JKEHIIUH. DTO 00YCJIOBIEHO aHATOMU-
YeCKUMU OCOGEHHOCTSIMU BHYTPEHHUX MOJIOBBIX
opraHoB (MaJsble pa3Mepbl MaTKH, OTHOCHUTEb-
HO BBICOKOE PACIIOJIOKEeHUE TUYHUKOB B MajoM
Tasy), (UINONIOTUYECKUMU  OCOGEHHOCTIMU
(mepenosHeHre MOYEBOTO My3bIpsi, IOHOIIECKUE
3amopel, OypHasd KHIIEYHas IIepHUCTaJIbTHKA),
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a Takke OoJiee MOABIKHBIM 06pa3oM JKU3HH,
TIpUCYIIUM JaHHOU Bo3pacTHOM rpymme [1, 4].
Kpome TOro, B IeTCKOM U IIOZPOCTKOBOM BO3-
pacTe pasBUBIIeecs OCIOXKHEHHe HepeJKo ObIBa-
€T eJUHCTBEHHBIM IIOBOZOM /I OGHApYKEHU
OIIyXOJIU fAANYHUKA, a 3alo3fajoe ollepaTUBHOE
BMELIATENbCTBO, OOYCJIOBIEHHOE TPYAHOCTHIO
ZnbdepeHINAIBHON JUAarHOCTUKU C XUPYPIU-
YecKUMU 00JIe3HAMH, IOBHIIIAET PUCK Heobpa-
TUMBIX HEKpDOTHMYECKHX HM3MeHEeHHIl B TKaHU U
YacTOTy yZAaJeHUs IPUAATKOB Ha CTOPOHE Iopa-
>keHUs. Y3U-kapTuHa: sxorpadudeckas KapTUHa
ABJIsAETCA HeclenUupUIHOM, TaK KaK 3aBUCUT OT
CTelleHU NepeKpyTa U HaJIU4UA WIH OTCYTCTBHUSA
COITyTCTBYIOIIEN IAaTOJNOTMM AWNYHUKA. Ha 3xo-
rpaMMax Ipex/e BCero oIpeessaeTcsa yBeande-
HUe SINYHUKA C BHIPQKEHHBIM U3MeHeHUEeM ero
BHYTPEHHEro CTpOoeHUA. B pAze cIydaeB AUYHUK
MOXXET UMeTb BU/J, KOMIUIEKCHOTO 06pa3oBaHUs
C TIeperopogkaMH U 3XONO3UTHUBHON B3BECBHIO.
OddeKTUBHBIM  JUATHOCTUYECKUM  METOZOM
OIIeHKM O5TOTO COCTOSHHUA fABJAETCA LIBETOBas
pomniuteporpadusi, MO3BOJAONIAS BBIIBUTb OT-
CyTCTBHE WM Haaudue KpoBOTOKa. OTCyTCTBUE
KPOBOTOKA fBJIAETCA IUIOXUM IIPOTHOCTUYECKUM
TIPU3HAKOM, CBHU/ETEJIBCTBYIOUIUM 00 yKe Ipo-
usomezamemM Hekpose [18—21].

B MOpPO30BCKYIO [€TCKYyI0 TOPOACKYIO KJIH-
HHUYECKyI0 OOJIbHHILy Opurazioii ckopoii Me-
AUIUHCKOI IIOMOIIM JOCTaBJeHa JAeBOYKa
13-Tu Jset, ¢ 60JISIMU B XKUBOTE, TOCITUTATNU3UPO-
BaHa B OTZAejieHWe I'MHeKoJoruu. V3 aHaMmHesa
U3BECTHO, YTO paHee ZeBoYKa OGbLIa TOCIIUTATIH-
3UpOBaHa B JIETCKUI MHOrompoWIbHBIN CTa-
uroHap ropoza MOCKBHI € xXano6aMu Ha OCTpbIe
60N B HIDKHUX OTZe/aX >KUBOTAa, OOJbIIE clie-
Ba, NIOCTOAHHOI'O XapakTepa, HeKyNnupylouecs
TIpHEeMOM aHAJBbI'e€THUKOB, COIPOBOXKAAIOIIKECS
TOIIHOTOM. B CBA3M C WHTEHCUBHBIM OOJIEBBIM
CUHZPOMOM ObUIa BBIIIOJIHEHA AUAarHOCTHYECKAs
JIaapoOCKOMKs, WHTPAOIEPAIIMOHHO OBUI BHI-
CTaBJIEH AUArHo3: «KHCTa JIeBOTO IUYHUKa». BBI-
nycaHa C JUarHo30M: «KHCTa JIEBOT'0 ANYHUKA».

IIpu ocMoTpe: COCTOSIHUE CpefHel CTelleHU TsA-
skecTH. JleBouka IOBBIIIEHHOT'0O NUTaHUA. Koxa
U BUAMMBIE CIM3HCTHIE 4YUCTHle. TeMIieparypa
Tesja He IMoBbIleHa. OTMedaeTcd HarHoeHUe
TIOCJIEONIEPAIIMOHHON paHbBl B 0O6JACTH IIyTIKa.

[Iynbc 88 ya/MUH, pUTMUYHBIH. ApTepuaabHOe
nasienvie 120/80 MM pt. cT. JKuBOT MATKMiA, 60-
JIe3HEHHBIU NPU MaJbIIallui B HIKHUX OTAesax
JKUBOTa, Oosble ciaeBa. CUMIITOMBI pasfpake-
HUs OPIOUIMHBI COMHUTENIbHbIE. CTY/T U MO4e-
UCIIyCKaHUe B HOpMe.

TMHEKOJIOTUYECKU OCMOTp: aMIyJia IpsSMOM
KUIIKU cBobogHa. MaTka HOpMasIbHBIX pasMe-
poB, B anteversio, crabo mogBrkHasg. O6iacTh
TIpaBBIX IPUAATKOB MU najabnanuy 6e3 ocobeH-
HocTeit. O61acTh JIEBBIX MTPUAATKOB IIPH MasbIia-
uum 6Gose3HeHHa, HaJIbIUpPYeTcs obpa3oBaHUeE
Zfo 10 cm B AnaMeTpe, yMEPEHHO IOABIKHOE,
TpU TIOIBITKE CMEIIEeHUs Pe3Ko 60JIe3HEHHOE,
MATKOBAaTOW KOHCUCTEHIWH. [IpU yIbTpa3ByKoO-
BOM HCCJIeZIOBAHMH OPraHOB MaJIoro Taza MaTka
B TIOJIO)KEHUHU anteversio, pa3Mepsl B IIpezesax
HOpPMBI. /JlyIIacoBO TIPOCTPAHCTBO CBOOOZHO.
JleBBIH AMYHUK 96X85 MM, reTeporeHHOM CTPyK-
Typhl. [IpaBele mpuAaTKu: 6€3 MaTOJOTUYECKUX
v3MeHeHU. Ha OCHOBaHMM OOBEKTUBHBIX JiaH-
HBIX, JA@HHBIX THHEKOJOTMYEeCKOIOo OCMOTpa U
V/IBTPA3ByKOBOT'O WCCJIEZOBAHUA MAajoro Tasa
BBICTaBJIEH IIpe/BapUTEJNbHBIN JUarHos: «iepe-
KPYT U HEKPO3 JIEBBIX NPUAATKOB MaTKu». I1o-
Ka3aHO ollepaTHBHOE JiedeHHe B 3KCTPEHHOM
nopsizike. VIHTpaollepanioHHO  ob6Hapy)eHa
MaTKa HOpPMasIbHBIX pa3MepoB, PO30Bad, BCIO
MOJIOCTh MaJioro Ta3a 3aHUMaeT o6beMHOe 00-
pasoBaHue 10X9 CM CHHIOLIHOTO IIBeTa, UCXO-
JsAlllee M3 JIEBBIX NPUAATKOB MaTKHU. VIMeetcs
TYyroi IepeKpyT JeBbIX IPUAATKOB MaTKU BOKPYT
cob6CcTBeHHOM ocu Ha 1440°. SIUYHUK copaBa U

Puc. 2. iHmpaonepayuoHHas KApMuUHA nepekpyma u
HeKpO3da J1esblX Npudamkos Mamxu
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mpaBas MaToO4Has TpyOa 6e3 MpU3HAKOB BOCIa-
JIeHUdA, OOBIYHOro CTpoeHMA. J[yImacoBO IpO-
CcTpaHCTBO cBOGozHO. [IpomsBeseHa JeTOpCUS
JIEBBIX IIPUJATKOB MaTKU — IlepeKpyT Ha 1440°.
ITocie getopcuu B TedyeHHe 15 MUHYT KPOBO-
TOK B IIPUJATKaX He BOCCTaHOBWICA. BrImosHe-
Ha aJHEKCOKTOMHA cieBa. I'emocras — cyxo.
BrimosHeHa caHanuA OpromHOM mosocty. He-
KPOTHU3VPOBAHHBIE JIeBbIe IPUAATKU MU3BJIeUeHbI
13 GPIOUTHOM ITOJIOCTH B SHZOMEIIIKE.
I'ucrosornyeckoe 3akKjOYeHHe: TKaHb JIeBO-
ro ANYHUKA HAa BCEM IPOTKEHUHM CO CTEPTOH
CTPYKTYPOU CTPOEHUs M3-3a OBIIMPHBIX OCTPBIX
TIepUBACKY/IADHBIX KPOBOU3JIMAHUN BOKDYT 3a-
TPOMOHPOBAHHBIX COCYZOB, T€MOPParu4ecKoro
OTeKa, HeKpo3a. 3aKJIouyeHUe: IepeKpyT U re-
Mopparudeckuil HEKpo3 TKaHU JIEBOTO AMYHHUKA
U JIEBOU MATOYHOU TPyOHI, 6€3 BOCHAIUTENbHON
UHOUWIBTPALIUH.

JleBOYKa BBINHCAHA JOMOH B YZOBJIETBOPUTEb-
HOM COCTOSIHHH.

3AKJIFOYEHUE

Omnyxoiu W OIyXoJeBHZHble 0Opa3oBaHUA IPU-
JIaTKOB MaTKU y ZleTel U TI0APOCTKOB IIPe/ICTaBIIA-
10T COOOH aKTyalbHYIO IIPOOIeMy B COBPEMEHHOM
ruHekosorny. IIpu cBoeBpeMeHHOM OIlepaTHB-
HOM JIeYeHHUH NIPOrHO3 OJIaronpUATHBIHN 1A JKU3-
HU U 3J0pOBbs. HacTyruieHre MaTo4Ho 6epeMeH-
HOCTH IIPU HCIIOJIb30BAaHUU 3SH/OCKOIMYECKOTo
ZIOCTYTIA Y BHITIOJIHEHUU aJHEKCIKTOMUMU C OZHOM
U3 CTOPOH, A€TOPCUHU ANYHUKA WIHN IeTOPCUU U pe-
3€KI[MH IUYHUKA OTMEYEHO y OOJIbIIMHCTBA 60JIb-
HBIX (75%). DTO CTAHOBUTCA BO3MOXKHO B YCJIOBU-
AX KPYIVIOCYTOYHOM SHZOCKOIHYECKOH CIIY)KOBI,
TIpY CBOEBPEMEHHON TOCIMTAINU3allid U MUHU-
MaJIbHOM KOJIMYeCTBE JUAarHOCTUYECKUX OLINOOK,
Ba)XHO He YIIyCTUTb TOT MOMEHT, KOTZa AeTOPCUsI
(u/vnu $uKcanysa) TUYHMUKA IPUBEJET K BOCCTa-
HOBJIEHHIO €r0 KPOBOCHAOXXEHU:A, YTO ITO3BOJIUT
TUHEKOJIOTy COXPaHUTh OpraH, a AeByIIKe B Jajlb-
HelillleM peaan3oBaTb CBOIO PENPOAYKTHUBHYIO
dynkiuio [13—21]. 1
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Penkunii KiInHU4YeCKum
cJaydyai SMOPMOHAJIbHOM
padaoMHOCAPKOMBI

Y 1€BOYKH-IIOIPOCTKA

ApKOMBI ABJIAIOTCA 3JI0KaYeCTBeH-
HBIMU OIIYXOJIAMH, PasBHBaIOLIN-
MUCA U3 COeIUHUTE/NbHBIX TKaHel
OpraHu3Ma, B YaCTHOCTH, W3 MBIIIL, >XKUPOBOM
TKaHYU, O00O0JIOYeK, BBICTWIAIOUIUX CYCTaBbI U
KPOBEHOCHBIE COCYZHI [6, 1, 2].
PabzoMuocapkoMa COCTAaBJIAET IPUOIU3UTENb-
HO 4% OT 006I1ero 4ucia omyxoyieu y gerei. bo-
nee 90% pabAOMHOCAPKOM BBIABJAETCH Y JIUIL
zo 25 et u 60—70% — B Bo3pacre z0 10 yieT. B
LIeJIOM yZiaeTcs u3ieduThb 6oee 70% c pabzoMu-
ocapkomoii [5, 8, 9, 10].
Knaccudukanus mo Tumnam:
1. DMm6puoHanbHas pabJOMUOCAapKOMa BBISAB-
JsgeTcs Haubosiee YacTO M paclojaraeTcs
OOBIYHO B 00JIaCTH T'OJIOBBI U IIEH, MOYEBOM

My3BIpe, Barajuile, MpeAcTaTeIbHOM JKee-
3€ U AWYKaX. JTOT TUIl pabJOMHOCAPKOMEI,
KaK MPaBWIO, AUAaTHOCTUPYETCA Y MIaZIeHIIEB
¥ MaJIeHbKUX JIeTeN.

2. AnbBeonspHas pabgommocapkoMa BCTpe-
yaeTcsd B 06JIACTM KPYNHBIX MBI TYJIO-
BUIIla U KOHEYHOCTEH U OBBIYHO TIOpaKaeT
JeTeil Gojiee cTapuiero Bo3pacTa U IIOA-
POCTKOB.

3. IlneomopdHas pabaoMuocapkoMa BO3HUKa-
€T MPEUMYIIECTBEHHO Y B3POCJIbIX U KpaitHe
peaKo y feTeit.

Crazuu pabIoMHUOCAPKOMBI.

B 3aBUCMMOCTU OT pacCIpOCTPAaHEHUs OIYXOJIH

U PaZMKaJIbHOCTH Olepalnuu 6oabHbIE ¢ pabgo-

MHOCapKOMOY ITOApasie/IAIoTcsa Ha 4 TPYIIIEL:
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Puc. 1. Y31 opearos manoz2o masa

Puc. 2—3. HInmpaonepayuoHHas KapmuHa

e 1 rpynna (16%) — GonbHbIe (AeTH WK B3POC-
JIbIE) C JIOKAJIM30BaHHBIM IporieccoM (6e3 BU-
JUMBIX METACTA30B) C MOJHOCTHIO YAIAeMOU
OITyXOJIBIO;

e 2 rpynna (20%) — nanueHTHI ¢ IOKaJIU30BaH-
HOM, HO MUKPOCKOIIMYECKU He IIOJHOCTBIO
yAQIseMOU OIyXOJblO, HATMYMEM peruoHap-
HBIX TUM(}ATUIECKUX Y3JI0B U OTCYTCTBUEM OT-
AaJIEHHBIX METAacTa30B,

e3r na (48%) — GoNbHBIE C HE ITOJHOCTHIO
yZAaIsieMOU OIyXOJIblo, BUANMOU Ha IJ1a3, U OT-
CyTCTBHEM OTAAJEHHBIX METacTa30B;

® 4 rpymma (16%) — AeTu U B3pOCJbIE C OTAA-
JIeHHBIMU MeTacTa3aM{ B MOMEHT yCTaHOBJIe-
HUs AuarHosa [4, 11, 10, 9].

KJIMHUYECKUI CITYYAN

B MOpPO30BCKYIO JETCKYI0 TOPOACKYIO KIUHUYE-
CKYIO0 GOJIBHUILY II0 AeKYPCTBY CKOPOIi MeAUIINH-
CKOM IOMOIIBLIO ObLIa AocTaBjaeHa OosbHag III.,
16 seT, C ANArHO30M: «MaTOYHOE KPOBOTEYEHIE
nyGepTaTHOrO IepuoAa». Vi3 aHaMHe3a H3BECT-
HO, UTO B Te€YEHHUE 2 MECALEB Y AeBOYKH HABIIO-
JAINCh KPOBSIHUCTHIE BBIJEJIEHUS U3 IIOJIOBBIX
myTel, NEPUOANYECKHE CXBATKOOOGPa3Hble 60T
BHU3Y *KUBOTA. JleBOYKa HAOIIOAANACh TI0 MECTY
JKUTeNbCTBA. [IprHUMAaIa KpOBOOCTaHABIUBAIO-
Iye, HeCTePOUAHbIE IIPOTHBOBOCIATUTEIbHbIE
npenapaTtsl, TOPMOHAJ/JIbHYIO TEPAIIUIO B LEJIAX
OCTAHOBKM KPOBOTEeYeHMs. 3a HEAEN0 [0 rO-
CIIMTa/IM3ally KPOBAHUCTHBIE BBIJCJIEHUA YCUIN-
JIVICh, TIOSIBUWICSL HETIPUSITHBIN 3aI1aX U3 IIOJIOBBIX
myTel, pe3KHe CXBaTKOOOpasHble GOJMM BHU3Y
KHUBOTA.

B npueMHOM OTZA€/JIEHUN OCMOTPEHA JE€XKYPHBIM
TMHEKOIOroM. IIpu ocMoTpe: Hapy)XKHBIE II0JIO-
BbI€ OpraHbl pa3sBUTHI IIPABWIBHO, 110 XKEHCKOMY
Tuiy. JleBCTBEHHAs [UIEBA KOIbLEBUAHAS, DACTS-
JKUMas. BrlZierleHns U3 IOJIOBBIX ITyTel: KpoBd-
HUCTHIE, OGHIBHBIE, CO CTYCTKAMUY, HIIOCTHBIM
3amaxoM. Per rectum: Teo MaTKU IO cpeAHeH
JIVHUY, TTOABMYKHOE, HECKOJIBKO OOJIbIIe HOPMEL,
YyBCTBUTEJIbHOE IIPpU ITAJIbIIAalIVH. HPI/I,Z[aTKI/I He
HNaJBIUPYIOTCSA. B MasoM Tasy Ha pacCTOSHUU
3—5 cM TmagbIMpyeTcs IUIOTHOE OoOpasoBaHUe
20 6,0 cM, IIpY TONBITKE CMELIEHHsI KOTOPOro
OTZAENUICS HEKPOTU3UPOBAHHBIN yIaCTOK TKAHU
JaHHOTrO 0OpasoBaHus. HampasieH Ha TUCTOJIO-
TUYECKOe MCCIEOBAHME KCIIPECC-METOLOM, IO
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pe3yibTaTaM KOTOPOr'O YeTKUH THCTOJIOrmde-
CKUH OTBeT He ObUI Ipe/ICTaBIEH.

Ilo aaHHBIM J1aGOpPATOPHBIX MOKa3aTeseil oTMe-
Yajauchk: yMepeHHas dpUTPOLUTONEHUA, aHeMUA
JIETKOH CTelleHW TKECTH, pe3Koe IOBHIIIeHe
COD, BbIpakeHHBIE JIEHKOIIUTYPUA, PUTPOLIU-
TypuUs, CHW)KEHUE ypOBHA Keje3a. [Ipu mpose-
ZleHUU YIbTPa3ByKOBOT'O HCCIeA0BaHUs OPraHOB
OpIOLTHOIM TOJIOCTH OOHAapyXeHBl 3xorpadu-
yecKde IPU3HAKU SXOIUIOTHOTO BKIIOYEHHA B
TIPOCBETE JKEITYHOIO Iy3bIps, AUPPY3HBEIX M3Me-
HEHUH IapeHXUMBbl IIOKeNTyJOYHON >Kele3bl.
Ilo AaHHBIM Y/IBTPA3BYKOBOI'O MCCIEZOBAHHUSA
OpraHOB MaJIOT'o Ta3a: 3X0-IPU3HAKU 0OBEMHOTO
06pa3oBaHMs B IPOEKIMH MepeJHEN CTEHKHU Ha
YPOBHe IIee4HO-MaTOYHOIO yIja. 3alofo3peH
POXXAAIOLINICSI MUOMAaTO3HBIH y3en? (puc. 1).
JuddepeHnuanpHyo AMarHOCTUKY ITPOBOAYIN
C TIIOPOKOM pa3BUTHA MAaTKH, IIOJTHOM ee yzBoe-
HHeM. B aKkcTpeHHOM Mopszke JeBOYKa B3ATa B
onepauuoHHyo. IlpousBeseHa onepanus. Yaa-
JleHe HeKpPOTHU3UPOBAaHHOTO MHOMAaTO3HOI'O
y37a. BrickabnuBaHUe IIepBUKAIbHOIO KaHasa.
BrickabiauBaHve mosoCcTH MaTKu (puc. 2—3).
[IpenapaTkl OTIIpaBieHbl Ha IaTOJOTOTHCTOJIO-
rU4yeckoe U UMMYHOTHMCTOXUMUYECKOe HCCIeso-
BaHuUA. [locjieonepaiioHHEIHN ITeproz IpoTeKas
6€e3 OCIOKHEHUI.

IIpy BBIIOJIHEHUH IIATOJIOTOIMCTOJIOIMYECKOTO
Y UMMYHOTHCTOXUMHYECKOT'O HCCIeZIlOBaHUH 00-
Hapy)XeHO, YTO HapsAy C OOIIUPHBIMU IIOJIAMU
cBeXel M reMOJM3UPOBAaHHON KPOBH, 30HAMU
HEeKpo3a M y49acTKaMH SHJOMETPHUA OIIpeesisd-
IOTCA YYaCTKU COMIMAHOMN monnMopdHOI Heoluia-

HE,x400 Myogenin

cTU4ecKol TKaHU (pparMeHTHl TKaHU OIyXOJIH
TIpe/ICTaB/IeHbl B MaTepyase U3 BCceX IPOMapKU-
POBaHHBIX JIOKycoB). OIyxosieBasi TKaHb reTepo-
reHHa. B psAze y4acTKOB OHa CpeZiHeH KJIeTOYHO-
CTH Y IIOCTPOEHa U3 BepeTeHOBUAHBIX KJIETOK C
BBIDOXEHHBIM MMKCOMAaTO30M MEXKJIETOYHOTO
MaTpukca. [IpeBaJMpyIOT, OJHAKO, TUIleplies-
JIIOJIAPHBbIE 30HBI C KpaiiHe BBIPR)XEHHBIM ILIe-
oMOpGU3MOM KJIETOK M 3HAYUTEIbHOU sZep-
HOM aTunuedl u aHamulasuedl. MwuroTuueckas
aKTHBHOCTb BBHICOKasA, B OTAEIbHBIX YydacTKax
9KCTpPeMaJbHO BBICOKA; BHIpAKEHa W aIlOIITO-
TUYeCKass aKTUBHOCTb. B pas3lM4YHBIX perroHax
OIIyXOJIEBOM TKaHMU BCTPEYAIOTCHA OCTPOBKH KakK
nuddepeHIMPOBAHHOTO, TaK U HE3PEJOro rva-
JINHOBOTO XpAIA. FIMMYHOTMCTOXUMUYECKOE HC-
celoBaHue IOKA3aJ0 TOTAJBHYIO 3KCIPECCHIO
KJIeTKaMU OImyXoiau Vimentin, ¢okaapHyr0 —
Myogenin. Dkcnpeccua S100 oTMmevaeTca Ipe-
UMYLECTBEHHO B yYacTKaX (pOpPMHUPYIOLIErocs
u y’ke chpOpMUPOBAHHOIO XpAllla, a TAKXKe B He-
MHOT'OYHCIEHHBIX OIyXOJIEBBIX KJIETKAaX APYTHX
peruoHoB. EAMHUYHEIE KJIETKU IIO3UTHUBHEL C aH-
tu-Desmin. HeorracTryeckue KI€TKH ITOKa3aIu
OTpUIATEIbHbIHM Pe3y/IbTaT B peaKUUAX C aHTUTe-
snamu K EMA, Cytokeratin 19, CD34. IIponudepa-
TUBHBIN HHAEKC 110 Ki-67 BappupyeT oT 20—30%

no 60—70%. 3axirodeHue: >MOpHOHAIbHAS
pabzomuocapkoMma, grade 3 o cucteme FNCLCC
(puc. 4—5).

Janee 6onpHOI III. 6bLTa BBHIIOJHEHA KOMIIBIO-
TepHas ToMorpadus OPIOIIHOM MOIOCTH, 3a6pio-
LUIMHHOTO MPOCTPAHCTBa U MaJIOTO Ta3a, OpraHOB
TPYAHOM IIOJIOCTH, IO pe3yabTaTaM KOTOPOIt

HE,x400

Puc. 4—5. Smbpuonansrasn paboomuocapkoma, grade III no cucmeme FNCLCC

237



I'muekoJsiorus

pR1

6bUT0 TONMy4YeHO 3akitoueHue: KT — mpusHa-
KU yYBeJIWYEeHUs pPa3MEPOB SUYHUKOB (6osbline
crneBa). EAVHWYHBIA yBeTWYEHHBIM TAaXOBBIA
nuMmbarudeckuii y3en cineBa. KT — mnpusHaku
KaJIbKYJIE3HOTO XOJIenucTUTa. CBEKUX 09aroBbIX
U UHOWIBTPATUBHBIX U3MEHEHUH B JIETKUX He
BBISIBJIEHO.

3areM 6bLIa IPOBEZeHA MarHUTHO-Pe30HAHCHAs
ToMOrpadusi OpraHoB MaJOro Tasa, MOJYyIEHO
omucanue: Ha cepuu MP-TomorpaMm opraHos
MaJIoro Tasa, B3BelleHHBIX 1o T1 u T2, B Tpex
TPOEKIUAX BU3yaJU3UPOBaHBl MaTKa, IIpU-
JATKU YU MOYEBOH My3bIpb. MaTKa HaXOAUTCSA
B IOJIOXKEHUM aHTedJEKCHO B pa3Mepax: Teso
5,1x3,2x6,1 cM, meiika 3,3x2,1 cM, YTO COOTBET-
CTByeT Bo3pacTHOU HopMe. [losocTh opraHa He
pacuvpesa. DHAOMETpUM mwmpuHOU Ao 0,4 cm
(#aBoriHOM cioif). CTpyKTypa ero HeoZHOPOZAHA,
B 0COGEHHOCTH B MPABOM OTZeJie Tejla MaTKHU, C
Hajau4yrieM y4acTKOB TMIIOMHTEHCHUBHOI'O CHUTHA-
Ja 1o T2, BepOATHO, 3a CYeT reMOppParudeckoro
coziep>XKUMoro. VIHTeHCUBHOCTD CUTHasIa OT MUO-
MeTpUsi OAHOPOAHAsI, 6e3 0YaroBhIX U3MEHEHUH.
LlepBukanbHBIM KaHal He pacliupeH. fW4yHU-
KU PaCHoJIOXKeHbl TUITUYHO JJI1 HOPMBI, IMEIOT
pasMepsl: npasbiii — 5,0x2,2x1,6 cM, JeBBI —
4,1x2,6x3,1 cM, cosepkaT GOJIBbIIOE KOTUIECTBO
domnukynoB pasmepamu g0 1,3 cMm. MoueBoii
My3BIpb COAEPXKUT 3HAYUTEJbHOE KOJIMYECTBO
MouU (HamoJHeH 4Ype3MepHO), CTEHKU ero He
u3MeHeHbL. B mpocBeTe e eKThl HAlTOJTHEHUS He

ompezeNstoTcsa. B yatepasbHBIX OTAenax IOJI0-
CTU MAaJIoro Ta3a BU3YATU3UPYIOTCA eAUHUYHbIE
numbarnyeckre yanbl pasmepamu g0 0,9x0,6
cM. [TaxoBble TuMbaTUYecKue y3/Ibl UMEIOT pa3-
mepsl fo 2,8x1,7 cMm. [Tocie B/B BBeZleHHUA KOH-
TPacTHOTO BellecTBA Ha (GOHe ABUTATETbHBIX
apTedaKTOB 30HBI MATOJOTUYECKOTO IIOBHIIIE-
HUSI MHTEHCUBHOCTH MP-CUTHa/Ibl OTYETIMBO He
omnpezenstorcs. Ilo pesyapratam HCC/Ie[0OBaHUS
TIOJTyY€eHO 3aKJIIoueHue: Ha OCHOBaHMU MP-kap-
THHBI JAHHBIX 3a MATOJIOTMYEeCKOe HaKOILIeHHEe
KOHTPACTHOT'O BeLIECTBA B CTPYKType MaTKU He
OTMeYaeTcs.

Tlocsie TPpPOBEAEHHBIX HCCIENOBAaHUM JeBOYKA
6bUTa KOHCY/IBTHPOBaHa OHKOJIOraMu MOpO30B-
CKOM ZIETCKOM TOPOACKOM KJIMHUYECKOH 60JIbHU-
LbI, U el ObUla HasHayeHa aJbIOBaHTHasA Tepa-
us.

3akioueHue: >MOpHOHaNIbHAsA pabgomuocap-
KOMa — peZKO BCTpedarolneecs 3aboyeBaHUe
y zereli crapuie 15 set. [Io eBpometickuM JaH-
HBIM, YacTOTa BCTPEYAEMOCTH 3MOPHUOHAIBHOM
pabJoMHocapKOMBI Y AeTel crapuie 15 setr co-
craBysgeT MeHee 1% cpeau Bcex SMOPHUOHATbHBIX
pabJOMMOCapKOM B Pa3HBIX BO3PACTHBIX TI'PYII-
nax. lcnonp3oBaHHWe COBPEMEHHBIX METO/OB
AVarHOCTUKY U JIeYeHUs II03BOJIWIO BBIIIOJTHUTD
TIOJIHBIY 06'bEM OITEPATUBHOT'O BMEIIATENbCTBA U
B Jla7bHelIeM HasHaYUTh aJbIOBAaHTHYIO Tepa-
TIAIO ZIEBOYKE COBMECTHO € OHKOjIoraMy. Ml
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BHemaTouyHas 0epeMeHHOCTDb
y AeBOYKHM 16 J1eT.
IIpo01eMbl AMATrHOCTUKH

MU XMPYPrudeckoro JeuyeHus

CHOBHOW TpUYMHON BHYTpH-

OGPIOIIHOTO KPOBOTEYEHUA Y YKEH-

LIWH ABJISAETCA BHEMaTo4yHasa Oe-
peMeHHOCTH [2, 3]. 3a ociezHue rofgbl YacToTa
BHEMAaTOYHOUM GepeMeHHOCTH BO3pOCja U Cpeau
TIOAPOCTKOB, YTO CBA3aHO C PaHHUM HadajaoM
TIOJIOBOM KU3HU M OTCYTCTBUEM KOHTPALEIIINHU
[4, 9]. Haubosee 4acToi HpUYMHON TOCIUTA-
JU3aluu JeTed B XUPYprudyecKue OTAeNeHUsT
CTalMIOHAPOB ABJSAETCS abZOMHUHATIBHBIN Goite-
BOHM cuHZApOM. I'MHeKosorudeckas MaToJOTUSI B
TaKuX CIydasx BCTpedaeTcsd JOCTAaTOYHO 4acTo,
OCHOBHOM IATOJIOTUEHN [IETCKOT'O BO3pacTa sIBJIA-
10TCA QYHKIIMOHATbHBIE KUCTH AMYHUKOB U UX
OCJIO’KHEHHOe TedeHUe (IepeKpyT IpUAATKOB
MaTKH, afnoIvieKcus SMYHuKa) [3, 4, 8].
HemayioBaXXHYIO pOJIb B IIOCTAHOBKE JAMAarHo3a
3aHMMaeT TPaMOTHO cOOpaHHEBIM aHaMHe3. BHe-
MaTo4yHass 6GepeMeHHOCTh B IMOAPOCTKOBOM BO3-
pacTe BcTpedaeTcs peJKo, jedeHre JaHHOU Ia-
TOJIOTMU B OCHOBHOM XUpyprudeckoe. B ciydae
TOZ03pEHNs Ha BHEMATOYHYIO OepeMeHHOCTDb Y
ZleBoYeK HeobX0AMMO MTPOBOAUTD HCCIeJOBaHUE
KpoBu Ha B-XT'Y [1, 11]. Ilpu nony4eHUU mOJO-
JKUTEIbHOTO pe3yJ/bTaTa IMOKa3aHo MpOBeJeHue

JIaIapOCKONIMK U HWHTPAOIIepaIlMOHHBIM pellle-
HHEM BOIIPOCa O TYOOTOMMH WIH Ty63KTOMUU.
[lpy BO3HWKHOBEeHUU OoJiell B HIDKHEH YacTh
JKMBOTA Yy ZieBOYeK /UIA IPaBUWIbHON JUArHOCTH-
KU BO3HUKIIIET'O COCTOSHUA cjefyeT YIUTHIBATh
OCHOBHBIE IOJIOXKEHMA [I0Ka3aTeIbHOH MeAUIIN-
HBI C KaTeropuel [oKa3aTeIbHOCTU A, OTHOCHA-
myecs K JAaHHOMY CUMIITOMOKOMIUIEKCY:

e 6oy B HIDKHE! YacTH JKUBOTA y JE€BOYEK, Jie-
BYIIEK Y JKEHIIVH Yallle CBA3aHBbI C IaTOJIOTHel
KHUILIEYHNKA, a HE C THHEKOJIOTMYeCKUMU 3a60-
JIEBaHUAMU;

® LUKJINYecKre 601, KDOBSIHUCTHIE BBIZEIEHUS
WY BbIZieJIEHUA U3 IIOJIOBBIX ITyTel C HEeIpUAT-
HBIM 3aI1aXOM OOBIYHO CBUJETENBCTBYIOT O 3a-
60J1eBaHUAX ITOJIOBOH cdephr;

@ 60JIeBOI1 CUHAPOM IIPU TMHEKOJIOTMYECKUX 3a-
601eBaHMAX BO3HUKAET Yallle y IeBOYeK CTap-
IIero IIKOJIBHOTO BO3pacTa U CBA3aH C MeEH-
CTPyaJIbHOM QYHKIMEH, BOCIAIUTENIbHBIMU
IpolieccamMy, IIOPOKaMH PasBUTUA U HOBO-
06pa3oBaHUAMMU MTOJIOBHIX OPTaHoB [5, 12].

JluarHocTrKa HapylleHHON BHEMaTOYHOH bGepe-

MEHHOCTH BO BCeX CIydyadx C JIOKaJu3alueil B

MaTO4YHOH Tpy6e He MpesCTaBiseT TPYAHOCTEN.
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[IpUHATHIE HAa COBPEMEHHOM 3Talle aJIrOPUTM
[JVaTHOCTUKY, BKJIIOYAIOIIWI  OIpeJeseHue
B-cy0beANHUI] XOPUOHHYECKOTO TOHAZOTPO-
nuHa (B-XI'Y) u TpaHcBaruHajJbHOE YJIbTPa3-
ByKOBoe wucciezoBanue (TBY3U), mno3BosseT
JIOCTaTOYHO OBICTPO BepUUIIMPOBATH AMATHO3
BHEMAaTOYHOUM 6epeMeHHOCTU U MIPOBECTU CBOEe-
BpeMeHHoe JjiedyeHue [2, 12].

Cyl11ecTByIOT HECKOJIbKO IPUYMH 3aTpyAHEHUs
TIpU TIOCTAHOBKE JUarHo3a.

[lepBasg — 3TO TO, YTO NpU cOOpe aHAMHe3a Jle-
BOYKM yTauBalOT GaKT HAIUYUA MOJOBOM KU3-
HU.

BTopasa mpuyrHa 3aKJII0YAEeTCs B TOM, YTO paH-
HUI CPOK ITPOrpeccUpyrollei TpybHo# 6epeMeH-
HOCTH IIpOTeKaeT 6e3 YeTKOM KJIMHUYeCKOU Kap-
THHBI 3260JI€BaHUS.

[lo maHHBIM JIUTEpaTypbl, Haubojee TPYAHOU
[UIsT TUArHOCTUKU SABJIAETCS JKTONM4YecKas Oe-
PEMEHHOCTh C MHTEPCTUIINATBHON JIOKAIU3alH-
el Tpodobacta, Tak Kak OHa XapaKTepPU3yeTCs
6ojiee AJUTETBbHBIM TeYeHWEM TeCTallIOHHOTO
mpoiiecca, 4YTO HePeAKO UMUTUPYET MaTOYHYIO
6epemeHHOCTS [7, 10].

KJIMHUYECKUI CITYYAN

B MOpO30OBCKYIO JETCKYIO TOPOJCKYIO KJIWHH-
4ecKylo GOJIBHUILy IOCTYIHIa AeBOYKa 16 et
c xanob6amMu Ha 60K BHHU3Y XMBOTA B TEUEHUE
10 mueit. 24.03.15 geBouyka obparTwmwiach K THHe-
KOJIOTYy TI0 MECTy JKHTEJNbCTBA C KajobaMu Ha
Maxylre KpOBAHUCTHIE Bble/IeHUA 13 II0JIOBBIX
myTel B cepeAniHe IUKJIA. [MHEKOJIOTOM IIO Me-
CTY JKUTEJIbCTBA OBUIO IMpOBeZeHO Y3V opraHoB

Puc. 1. Y3U-kapmuna HapyweHHol mpy6OHoil bepe-
MeHHOCmU

MaJIoro Ta3a. 3akK/IloueHUe: 3XO-KapTUHa OH-
gomeTprosa. MyabTHUQOUIUKYIAPHBIA MpaBbIi
angHuK. CBOOOAHAA YKUAKOCTb B MajoM Tasy.
Bruto HasHaueHo jedeHue. 01.04.15 8 4 30 MuH.
COCTOSTHUE PEe3KO yXYJUIWIOCh: IMOSABWIAChH CJla-
60cTh, TOWIHOTA, Gonu ycwmwincb. BCMII go-
crasieHa B M/JI'KB. IIpu ocmoTpe: cocTosgHUe
cpeiHel cTelneHU TsxecTU. Ko)kHBIE IOKPOBBI
¥ BUAMMBIE CIU3UCThIE Oieanble. [Tyabe 90 ya. B
MuH. A/l 90/60 MM pT. cT., Temnepatypa 37,4 °C.
JKHUBOT TUTOXO ZIOCTYTIEH ITyOOKOM MajbIal{ik BO
Bcex oTzenax. OTMedaeTcs: BhIpakeHHas1 6oes-
HEHHOCTh B HIDKHHX OTZeJIax KUBOTa. CUMIITO-
MBI pa3ZpaKeHus GPIOIINHEI IIOJIOXKUTENbHEL.

W3 aHamHe3a: MeHcTpyauuu c¢ 11 jer, IO
6—7 pHel, peryyidapHble, [IOCIeLHAA MEHCTpya-
nua 20—27.03.15. [TonoBas ku3Hsb ¢ 15 seT. [Toc-
JIeIHUH TTOJIOBOU aKT OKOJIO 3 HeZlesib Ha3aZ, Me-
TOJ, KOHTpalenuu 6apbepHbIil (Ipe3epBaTUB).
B ob6mem aHanm3e KpoBU reMorio6uH 137 r/i.
3axaroueHue Y3M: 5XONpU3HAKU AaloOIUIEKCUU
IpaBoro Au4HuKa (puc. 1).

HecMotpa Ha 3akitrodeHue Y3, ydyuTeiBad Ma-
JKyIlyie BBIZIeIeHUA B cepeAiiHe IUKJa Y AeBOodY-
KU, JKUBYILIEH IOJOBOM >XU3HBIO, B MPUEMHOM
OTZeNeHUN ObUI ce/IaH aHaJIu3 MO4YM Ha B-XI'Y,
TECT IMOJIOXKUTENbHBIN. BbUI BBICTaB/IEH AUAarHO3
«TpybHas 6epeMeHHOCTD, BHyTPUOPIOITHOE KPO-
BoTeueHUe». [Tocjie TTOCTaHOBKY ZMarHo3a 6bu1o
MPUHATO pelleHre 06 ONepaTMBHOM JIEYEHUU.
HHTpaonepalioHHO B MaJjiOM Ta3y, B JlaTepaJib-
HBIX KaHaJIaX, 107 eYeHbl0 0OHapy>KeHO 3HAYU-
TeJIbHOE KOJIMYECTBO CBEXKEW KPOBU CO CT'yCTKa-
MHu (puc. 2).

Puc. 2. Manwiii mas 3anonnen ceevxcell Kpo8wvlo cO
czycmiamu
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Martka u JieBble IPUJATKN MaTKU He U3MeHEeHBHI.
IIpu ocMoTpe paBbIX NPUAATKOB MaTKU IPaBBIi
SAUYHUK He uaMeHeH (puc. 3). MarouHas Tpy6a
CHHIOIITHOTO 11BeTa, AJIMHOU Zo 10 cM, yTomeHa
B cpeAHeM oTzese 1o 5 cm (puc. 2). Mexay me-
pellleedHBIM M aMIIyJAPHBIM OTZAeIaMU MMeeTCs
KpaTepoob6pasHbI pa3phiB o 3,0x2,0 cM, oTMe-
yaeTcs BbIOyXaHUe IUIOAHOTO AiIIa, IPOZOJDKalo-
meecs KpoBoTeueHue (puc. 4).

BrimosiHeHa Tyb6akTOMUA cmpaBa (puc. 5). DBa-
KynpoBaHo 1100 MJI XKMAKON KPOBU CO CI'yCTKa-
Mu. B JlyrmacoBoM IPOCTpaHCTBE HaJIOXKEHHUS
dubpuHa.

MakponpenapaT — MaTo4yHas Tpyba. I'mcroo-
ryU4ecKoe 3aKIoueHNe: TUCToJIorndecKast KapTH-
Ha Tpy6HOI 6epeMeHHOCTH C Pa3pbIBOM TPYOBHI.
3akuroyeHue: THHEKOJIOTH JleTed U IOZPOCTKOB
JO/DKHBI YIUTBIBATb B CBOEM INpaKTHKe TaKoM
«B3pOCJIBIN AUArHO3», KaK 6€peMeHHOCTh U BHe-
MaToyHas 6epeMeHHOCTb B TOM uucie. Heobxo-
JAVIMO TIPaBWIBHO cobuparh aHaMHe3. Pacroso-
JKUTBh JIeBOYKY K JIOBEPHUTENbHOU Oecene, JaTh
TIOHSATH, YTO B JIFOOOM CJIy4yae BbI IPUZETE el Ha
TIOMOIIlb, ITOMOXKETe CIIPAaBUTbCA CO CIOXKHOU
cuTyanuell. A IaBHOe, 4YeM paHbllle Bpay II0-
CTaBUT JWarHo3 BHEMAaTOYHOH 6GepeMeHHOCTH,
TeM OOJIbIlle IIAHCOB IPOBECTH OPraHOCOXPaHs-
IOLYI0 OIlepalyio, IMO3BOJAIYI0O COXPaHUTh
ZIeBOYKe PENPOAYKTUBHOE 3J0POBbe B OyZAyIIeM.
JluarHocTU4yecKre MepONpPUATUA JO/DKHBI IIPO-
BOAUTBCSA He3aMeAINUTeIbHO IIPY ITOCTYIVIEHUH B
CTaIIOHAP AE€BOYEK C II003peHNeM Ha bepeMeH-
HOCTbB, JJa)kKe B CiIydae OTPUIIAHUA €l0 I0JO0BOH
JKU3HM HeOOXOANMO IIPOBECTH HCCIeJOBaHUE
KpoBu Ha B-XI'Y. Bo Bcex COMHUTEJIbHBIX ClIyda-
AX IPU HapacTaHUU O60JIEBOT'O CUH/POMA CIelyeT
TIPOBOZUTD AUArHOCTUYECKYIO arapockonuo. i

Puc. 3. I[Ipagas mamouras mpy6a

Puc. 4. Kpamepoo6pasHbtil paspsi8 mamouHotl mpy6vt

Puc. 5. I[Ipagas mamouxas mpy6a
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JAnddepennuaabHas
JAUATHOCTHKA OCTPOro JKMBOTA
B XHPYPruv ¥ rMHHEKOJIOTUH

KinHanyecknii c1yyai HeKpo3a IMBEPTHKYJIA
MekkeJist y IEBOYKH C OA03PEHUEM
HAa U30JIMPOBAHHBIN MEPEKPYT MATOYHOM TPYOBI

CHOBHOM IIPUYMHOMN OCTPOTO >KU-

BOTA B IETCKO I'MHEKOJIOTHH U XU-

PYpPruy, IO AAHHBIM JIMTEPATYPBHI,
ABJIAIOTCA TIePEeKPYT NPUAATKOB MaTKH, alOIUIeK-
cus SIMYHMKA, OCTPBIM allleHAUNLNT, OCTPHIM Au-
BEepPTUKY/IUT, WHBAarvHAIMA KUIIEYHUKA, KUIIed-
Hasi HeIpoXoAuMOcCTh [1, 2, 3, 6, 7].
TepeKpyT NpUAATKOB MaTKU 3aHUMAeT 5-e MeCTo
B CTPYKTYpe YPreHTHOM T'MHEKOJIOTMYeCKOH IaTo-
JIOTMM U BCTpedaeTcsa MeHee 4eM y 3% JeBOYEK.
OcO6eHHOCTBIO TIEPEKPYTa SBJSAETC TO, YTO 3TO

COCTOSTHHE BCTPeYaeTcs BO BCeX BO3PACTHBIX IPYTI-
nax. V30/IMpoBaHHEBIN IIEPEKPYT MAaTOYHOM TPyObI
— Haubosiee peAKUil BUZ MEPEKpPyTa, BCTPEYaeT-
cd 1o cratucrtuke 1:1,5 MuH ciry4aes. 1o JaHHBIM
VHOCTPaHHOM JIMTepaTyphl, IIPUUMHOM 3TOr0 MO-
T'yT GBITH MapaTyOapHble KUCTHI, pacIioIararomue-
cs1 B GuMOpHaIbHOM OTZA€esIe, THAPO- WX reMaro-
CaJIbIIMHKC, IIATOJIOTHA CBA30YHOTO almnapara IIpu
JUCIUIa3UU COeIUHUTENBHOU TKaHu [6, 7, 8].

JluarHOCTMKa IpU H30JUPOBAHHOM IlepeKpyTe
MaTOYHOU TpPyOBl TPEACTABIAET OIpeZeieHHbIe




TpyaHblil AarHo3 B ieAUaTpuu

CJIO)KHOCTH, TaK KakK OOJIEBOH CHHZAPOM MOXET
OBITb HEAPKO BBIPAKEH U IIPH YIBTPa3ByKOBOM
uccnegoBanuu (Y3U) Masoro Tasa Takke MOXET
He BU3YyaJIH3UPOBAaThCA HEKPOTU3MPOBAHHAA Ma-
To4HasA Tpy6a. VI301MpOBaHHbIN IIepEKPYT MaTOd-
HOM TpyOBI OOBIYHO NPUBOAUT K YBEIMYEHUIO ee
[uaMeTpa, OHa IprobpeTaeT BepeTeHOOOPasHyIo
dbopmy, KpoMe Toro, B IIPOCBEeTe HauMHAEeT OIpeJe-
JIATBHCS TUIIOIXOT'eHHOE COZIepyKUMOe. B HeKOTOPBIX
cIy4dasx HabmozaeTcs yToeHe CTeHOK TPYyOBI.
OTCyTCTBYIOIUI WIN peBEpPCHUBHEIN JUacToNNde-
CKHMM KPOBOTOK OOBIYHO CBfI3aH C TaHTPEHO3HBI-
MU U3MEHEHWsSMU B CTeHKe. BepeTeHoobGpasHoe
o6beMHOe 06pa3oBaHue, MpeACTaBAoLlee co00i
TIepeKpPyYeHHYI0 MaTO4YHyI0 TPyOy, MOXXET BHU3ya-
JIM3UPOBAThCA OTZAENBHO OT HOPMAaJIBHOI'O ANYHU-
Ka [6, 7, 8].

Yacrora BCTpeYaeMOCTH AMBEpPTUKYyIa MeKkesrd,
10 JAHHBIM pa3HBIX aBTOPOB, cOCTaBIAeT 2% OT
BCe IIOPOKOB Pa3BUTHA, COOTHOIIEHUE MaJIbYUKOB
U JIeBOYeK npuMepHO 2:1, B ciiydae OCJIOXKHEHUI
Jaxe 5:1. B 50% ciydaeB 3aboneBaHve MaHube-
cTupyet y Aeteit 1o 10 net. B 12% cirydaeB auBep-
TUKY MeKKeJA coyeTaeTcs C JpYyTHMU BPOXKZeH-
HBIMU [TOPOKAMH Pa3BUTHA.

HeocioxxHeHHBIH AUBepTUKYI (95% ciTy4yaeB) IIpo-
TeKaeT 6ecCHMITOMHO. [Ipy 3TOM ero yaiie BCero
O0GHApYKMBAIOT CJIy4allHO BO BpeMA pPEeBU3UU
OPIOIIHOM IIOJIOCTH Y TAIMEHTOB, OIEPUPYEMBbIX
TI0 IIOBOJY APYTOM OCTPOM XUPyprudecKoil maro-
goruu. K ocnoxHeHuAM AuBepTHKyna Mekkess
OTHOCATCA IENTHYecKas A3Ba C BO3MOXKHBIM KpO-
BOTedyeHHEeM U nepdoparyeir — 43%; KumeyHast
HEIIPOXOZMMOCTb Ha GOHe 3aBOPOTa U MHBAaruHa-
iy — 25,3%; AuBepTUKYIUT — 14%; cBuUI MyTI-
ka— 3,4% [1—5].

IIpeAcTaBiasieM KIMHUYECKOe HaOIIOfeHHE Y
ZAeBOYKH 15 JIeT, WUTIOCTpUpYIOliee BO3MOXKHO-
CTH NPUMEHEeHN JIanapocKonuu B Auddepen-
IMAJIbHOM AMarHOCTUKE OCTPOro alleHAULUTa
U IlepeKpyTa IPUAATKOB. B skcTpeHHOM Hopsazake
B npueMHoe otaesnenre MJ/ITKB moctymun pebe-
HOK C Xa/I00aM1 Ha 6OJIM B HIDKHUX OTZeNax XKU-
BOTA U NIPaBO¥ IOAB3JOIIHOM 061acTy. B aHamHe-
3e TakKe OTMeYeH >KUIKUHN CTy A0 3 pa3 B CyTKU.
ToNIHOTEI, pBOTHI He GbUIO. TemMmeparypa He ITOBbI-
mrasace. IIpy 0CMOTpe >KUBOT pe3KO O01e3HEHHbIHN
B IIPABOM IOZAB3/IOIIHON 061acTU U HaZ, JIOHOM,

He B3/IyT, IIACCUBHO HampspkeH. [lepyuToHeanbHbIe
CHMITTOMBl COMHMTeNbHBlE. [lo JaHHBIM J1abo-
paTOpHOM [AWAarHOCTUKMU IIOBBIIIEHHbIE YPOBHU
MapKepoB BocnasieHud (etikoruTel, COD, C-pek-
TUBHBIN 6e/IOK) He BbIABIEHBI. [Ipy yIBTpa3ByKo-
BOM HICCJ/IEJOBAHUY OPraHOB OPIONTHOM ITOJIOCTH U
MaJIOTo Ta3a OIpeeJIIOTCA IPU3HAKKU CBOOOIHOM
SKAAKOCTU B HE3HAYMTEIbHOM KOJIM4YecTBe, Mapa-
OBapUaJbHOIO KHCTO3HOTO OOpa3oBaHUsA CJIEBA,
PpaclieHeHHOr'o KaK MaTo4HasA Tpyba WK lapaoBa-
prasbHas KUcTa. /leBodka rOCIMTAIM3HPOBaHa B
6OKCHPOBAHHOE ITeIUaTPUYECcKOe OT/e/IeHHe C Ha-
TIPaBJIAIOLIMM JUArHO30M «KUIIIEYHAs MH(EKIIHST».
I[Mpy moBTOpHOM Y31 OpraHoB OPIOIIHOM ITOJIOCTH,
BBITIIOJIHEHHOM d4epe3 CyTKH, BBIABJIEHO I1apaoBa-
pHuasbHOEe 0O6pa3oBaHuUe /0 7 CM CIIpaBa C IIpU3Ha-
KaM¥ MHQWIBTPATUBHEIX U3MEHEHUH, pacleHeH-
HOe KaK BOCHAJIUTEeIbHO M3MeHEeHHas MaTO4Has
Tpy6a. JleBouka niepeBesieHa B OTAeIEHIE THHEKO-
JIOTUM C AUAarHO30M «HM30JIMPOBAHHBIM IIE€PEKpPYT
MaTOYHOU TpyObl cipaBa». [IpUHATO pelleHHE O
MIPOBEAICHUN [VarHOCTUYECKOM JIallapOCKOIMMU.
VIHTpaornepallioHHO BBIABJIEHO: MaTkKa M IIpU-
JaTky 6e3 IPU3HAKOB BOCIIAJIEHUA, HOPMaJIbHBIX
pasmepoB. OGHapyKeHa HeusMeHeHHas pudbpoma
IIpaBoro AWMYHUKA pasMepoM o 1 cM, yzaneHa ¢
KCIIONIb30BAHUEM OWITOJIIPHON Koaryaauuu. [Ipu
JaNbHeNIell peBU3UY OPTraHOB OPIOLIHOM IOJIO-
CTH OTMeYaeTcs TUIlePeMUs M He3Ha4YUTelbHBIH
OTeK 4YepBeoOpPasHOT'0 OTPOCTKA, PACIIOIOKEHHOTO
B IIpaBO¥ ITOAB3ZAOLIHOMN AMKe (puc. 1).

[Tpy ocMOTpe AWUCTaIBHOTO OTZesa MOAB3ZA0IIHOM
KUIIKKA Ha paccTogHuu 30 CM OT WIeOLeKaIbHOTO
yIIla 1o TNPOTUBOOPBDKEEYHOMY KpAalo BBIABJIECH
TaHTPEHO3HO M3MEHEHHBIN ANBEepPTUKY/ MeKKest
Ha Y3KOM OCHOBaHMM JJIMHOM 10 7 cM (puc. 2).

Puc. 1. YepgeobpazHwlil ompocmok

243



I'muekoJsiorus

244

Puc. 2. [aHzpeH03HO usMeHeHHbLIL dugepmuxyn Mekkens

BphrKelika IUBEPTUKYJIA JIUTHPOBAHA U Ilepeceyde-
Ha C UCIIOJIb30BaHEM OUIIOJISIPHOTO KOATY/IATOPA.
Ha ocHoBaHWe MOOWIM30BAHHOTO JMBEPTUKY/IA
HaJIOXKEHHI /IBE JINTATyPhI, AUBEPTUKYJ OTCEUYEH U
yaaseH u3 GPIOIIHOM osmocTH Yepe3 10 MM Tpoa-
kap (puc. 3).

BproliHadg MOJIOCTh TIIATEJIBHO CaHUPOBAaHA U
yuImTa. B nocjeonepaliioHHOM NepHoze JeBOdKe
npoBoAWIach aHThbaKkTepuasbHasd, HWHPY3UOH-
Had, JeCeHCUOWIN3NPYIOIAA Tepalus B Te4eHue
5 nueii. Ha ¢oHe mpoBOAMMOTO JIeUeHUs COCTOsI-
HHe peGeHKa yIydIIIOCh, 110 AAHHBIM KOHTDPOJIb-
Horo Y3V opraHoB OPIOIIHOM ITOJIOCTH X Majoro
Tas3a MPU3HAKOB BOCIIAIUTENbHBIX M3MEHEeHUN He
BBIABJIEHO. PeGEHOK BBHITIUCAH JOMOM B YZIOBJIETBO-
PUTEIBHOM COCTOSTHUU Ha 6 IocjieolepalioHHble
CYTKU.

TakuM 06pas3oM, BceM JeBOYKAM C KIMHUYECKOH
KapTUHOM OCTPOro KMBOTA ITOKA3aHO BHINOJHE-
HUe JWarHOCTUYEeCKOH JIallapOCKOIINN He3aBUCH-
MO OT Pe3yJIETaTOB JJa60PaTOPHO AMAarHOCTUKY U
Y3U, 4TO COOTBETCTBYET OOLIENPUHATHIM KAHOHAM

Puc. 3. Yoanenustii ougepmuryn Mekkens

CHHCoK JIuTepaTypbl

B TPaKTHKE AETCKUX TMHEKOJOrOB U denepasib-
HBIM pekoMeHzanuAM Poccuiickoil acconyanyu
JleTCKUX XUPYproB. [Ipu IpoBeJeHUM J1anapocKo-
nuyu HeoOXoZVMa TIIATENbHAs PEBU3US OPraHOB
GPIOIIHO¥ MTOJIOCTH JAJISI UCKJIIOUEHMUS COITyTCTBYIO-
el naTosoruy. B GOJIBIIMHCTBE CIy4Yaes, Mo Ha-
LIEMY OIIBITY, BO3MOXKHO BBIMIOJHEHHE JIe4eOHOTO
JTana JIarapocKonuy 6e3 rmepexoza Ha OTKPHITYIO
onepanyro. l

. Biuanaukos O.U. Jlamapockomnuyeckas JUarHOCTUKA HEOTIOXKHBIX 3a60IeBaHUI OpraHOB OGPIOUIHOM IOJIO-

cru. [leguarpudeckad 2000. N2 2. C. 20—23.
Bep6unxkas [.A. Juseptukyn Mekkens. Xupyprusa. 2003. N2 3. C. 15—17.

. JlponoB A.®., TTogzay6HbIi A.B., KoTo6oBckuit B.U., AnbmaHaTt K.A., fApycoBckuii I1.I1. Bugeonanapockonu-
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KimHnyeckasst CeMMOTHKA

M JMArHOCTHUKA CUHAPOMOB
HApPYIIEHUS PAHHETO
HEHPOOHTOreHe3a —
nedeKTOB CMbIKAHUA BEPXHUX
OT/IEJIOB HEPBHOM TPYOKH

acToTa BpOXK/JAEHHBIX IIOPOKOB

Pa3BUTUS Y HOBOPOXXAEHHBIX, IO

JaHHBIM MHPOBOM JIUTEpaTyphl,
BapbupyeT oT 1 10 15%, B TO e BpeMs JieTalb-
HOCTb OT HUX B CTPYKType INepUHATaIbHON U
MJIaIeHYeCKO CMEpPTHOCTH Ha CeTOAHSIUIHUMN
JeHb cocTasisgeT okoso 30% [1, 2, 3]. O6mias
yacTtoTa nopokos IIHC — 1 Ha 100 HOBOpOXieH-
HBIX, OZIHAKO MCTHHHAs YacTOTa IOPOKOB, CBf-
3aHHBIX C AepeKTaMu pa3BUTHA HEPBHOM TPyO-
KU, 10 HACTOSIIETO BPEMEHU OCTAETCS HESICHOM
[1, 4, 5]. PasBuTHe HEPBHOW CHUCTEMBI COCTOUT
U3 CJIefyIOUIUX 3TalloB — paHHEro HEeWpPOOH-
ToreHe3a (mepBble 3 MecsAla BHYTPUYTPOOHO-
o pasBUTHA) U NO3JHEro HelipooHToreHesa (c
3-X MecAIeB U 3aKaHUYMBAETCA NPAKTAYECKU B
nybepTaTHOM Bo3pacrte) [2, 3, 4, 6]. HapymeHnus
paHHero HelPOOHTOTeHe3a IPOSIBIIAITCA [Py ObI-
MU CTPYKTYPHBIMU HU3MEHEHUSMU B LIEHTPaslb-
HOI HEpBHOM CUCTeMe, TaK Ha3bIBAEMBbIMU (OJIb-
UMy aHomanuamu passurtua LIHC [1, 2, 7]. B
Tepuo/, paHHEr0 HeMPOOHTOreHe3a MPOUCXOAUT
JleJieHue 3apOoJBIIIEBOrO JINCTKA dKTOAEPMEI Ha
co6CTBEHHO IKTOZEPMY U HelpogepMy, KoTopast
dopmupyer B CBOIO 04epeb HEPBHYIO IUIACTHUH-
Ky, HEPBHYIO TPyOKY, U3 BEPXHUX OTAENOB KOTO-
poit popMUpyeTCs TOJIOBHOM MO3T, XKETyJOYKU U
CcTBOJI Mo3ra. JlaHHbIe IIPOLeCCHl 06YCIOBIEHBI
reHeTUYeCKON ImporpaMMoH passutus [2, 5, 7].
BmecTe ¢ TeM TeparoreHHbie (GpaKTOpPB MOTYT
HapyllaTh JaHHBIM JTan HeWpPOOHTOreHe3a,
BCJIEICTBHE YEro BO3HUKAIOT TsKEJble TTOPOKH

pasButua I1THC, mnpossisdiomuecs gebeKTaMu
CMBIKaHUSI HEPBHOUM TPYyOKU U JPYTMMH Hapy-
IMIeHUAMY (GOPMHUPOBAHUA OCHOBHBIX CTPYKTYD
rojioBHoro mosra [1, 3, 5, 7, 8]. BoabIMHCTBO
nopokoB [JHC, pa3sBuBIIMXCA Ha dTane paHHEro
HeHpOOHTOTeHe3a, MOIYT JAWarHOCTHPOBATh-
A ellle Ha dTalle BHYTPUYTPOOHOTO Pa3BUTHA C
TIOMOINBIO IIPeHaTaJbHON YIBTPa3BYKOBOH M-
arHOCTUKY, 4YTO OIpezesfAeT TaKTUKY BeJeHHUsd
6epemennoctu [1, 2, 7, 9]. Eciu mipepbiBaHue
6epeMeHHOCTH II0 MEAWIIMHCKUM ITOKa3aHUAM
He ObUIO MPOBEAEHO, POXKIAIOTCS JETHU C IPYOBI-
MU CTPYKTYypHBIMU JedekTamu pas3Butusa LIHC,
TIPU KOTOPBIX OHU OOBIYHO HEXKU3HECITOCOOHBI
WIN HMeIOT BbIpaKeHHBIE HEeBPOJOTUYecKHue
paccTpoiicTBa, 06ycIaBIHUBaOIIUeE TKEIYIO CTe-
MeHb MHBaIUAu3anuu [2, 3].

CommacHO COBpEMEHHBIM IIpeZACTaBICHUAM, BBI-
JIeJIAI0T clefylolnyie IOPOKY PasBUTHA FOJIOBHO-
ro Mo3sra Ha 3Talle paHHero HelpOOHTOreHe3a:
aHsHIedanua (armwia3us roJoBHOIO MO3ra), are-
He3uA MO30JMCTOrO Teja, YePEeIHO-MO3rOBhHIE
rpebku, Masbdopmannu Chiari, mansdopmaruu
Dandy—Walker (D. Harwood—Nash, 1992)
[2,9,10].

YuuTeiBas TOT GakT, YTO MHOT'HE IOPOKU pa3BU-
TuA [JHC BXOZAT B CTPYKTypy Hacjae[CTBEHHBIX
CHUH/IDOMOB U CBfI3aHBI C ITATOJIOTHEN XPOMOCOM
WIN TeHOB, HEOOXOAMMO IIpoBeJeHue Mezau-
KO-T€HETUYeCKOr'0 KOHCY/IbTUPOBAHUA B JAHHBIX
ceMbsx [5, 8]. Cpeau apyrux ¢akTOpOB, IIPUBO-
JALIVX K pa3BUTHIO IPy6bix mopokos ITHC, Beize-




TpyaHblil AarHo3 B ieAUaTpuu

JISIOT Pa3IUYHbIE TePaTOTeHHbIE BO3/IECTBUA HA
PaHHUX cpoKax 6epeMeHHOCTH, UTO JejlaeT He-
06X0AMEIM TPOGMIAKTUPOBaHUE TedeHusa Oy-
Ayx 6epeMeHHOCTeH ¢ paHHUX 3Tamnos [9, 11].
3a nmepuog 1998—2008 rT. y 45 AeTeil HaMU BHI-
SIBJIEHBI CJIEZyIOIIYE TIOPOKY paHHEro HEeMPOOH-
ToreHesa (tabi.).

Ta6auua. [Iopoku pa3BUTHSA TOJIOBHOTO MO3Ta,
pasBuBLIHeECA B pe3yJ/ibTaTe HapylleHus
CMBIKaHUS HEPBHOU TPyOKU

ITopok pa3BuUTHUA KommyectBO
NaleHToB

Awnsuuedanus 1
AreHe3us U TUIIOIUIA3Us MO30JIU- 26
CTOrO Tesa

YepenHO-MO3TOBBIE IPBIKHU

Masnbsdopmaruu Chiari

Masnbsdopmariuu Dandy—Walker 10
Bcero 45

Bce mamnueHTHl 06ciefoBaHbI B MOpPO30BCKOM
JIETCKON TOPOZCKOM KIMHUYECKON OOJbHUIIE.
Topoxu passutusa LTHC BepuduIpoBaHbl Kak
KJIMHUYECKHY, TaK U C IIOMOIIBIO MEeTOZ0B HeHpo-
BU3yanusanuu: kommnbioTepHoil (KT) u maruut-
HO-pe3oHaHCcHOM Tomorpaduu (MPT). BospacT
06ceJOBaHHBIX MAIlMEHTOB BapbUPOBAJ OT Ile-
prozia HOBOPOXAEHHOCTHU /10 3-X JIeT.

1. Ausunedanua. Hamu Habogancs oquH 6071b-
HOM ¢ aHsHUedannel, TPOXXUBIIUN 29 JHEH Mo-
cie poxzeHudA. JJaHHBIM KIMHUYECKUMN ciaydail
ZIOCTaTOYHO YHUKaJIEeH, T.K., COIVIAaCHO JIUTepa-
TYpHBIM JaHHBIM, HAI[UEHTHl C aHA HIedamrei
TIpaKTUYECKU HEXU3HECIOCOOHBI: 75% moruba-
IOT aHTeHaTa/IbHO, 20% yMUPAaIOT B IIepBbI€ Yachl
JKU3HU, a 5% yMHUpaloT B paHHEM HEOHATaJTbHOM
nepuoZie (B nepBble 7 AHeil xusHu) [1, 2, 9]. B
HallleM ciyJae MalMeHT jKeHCKOro IIoja IOCTy-
TIWI U3 POAWIBLHOIO IoMa C HallpaBJIALUIUM Juia-
rHO30M: «ITOpOK passutus ITHC, aHaHIebammsi».
U3 aHaMHe3a U3BECTHO, YTO PeOEHOK OT MOJIO-
[BIX 3/I0POBBIX POAUTENIEH, OT IIepBOii GepeMeH-
HOCTH, NIPOTEKaBIell B IEPBOM TpHUMecTpe 6e3
0CcoOEeHHOCTe, BO BTOPOM TpUMecTpe — B 16 He-
Jleb B CBSI3U C YTPO30# IpephIBaHUA bGepeMeH-
HOCTU MaTh ObLIa rocnuTanusupoBana. [To Y3V

BBISIBJIEHA ABOMWHS, IIOIIEPEYHOE MTOJIOKEHHUE TII0-
ZI0B, y IIEpBOTr0 ILIOZA 110 AaHHBIM Y3V BrIABIEeHA
aHsHIedasnsa, y BTOPOro IJiofa MOPOKU pa3BU-
TUA He OOHaApy)XeHBL. B TpeTbeM TpuMecTpe —
Hedpormartus. Pobl mepBhIe, peXAeBpeMeHHEIE,
omepaTHBHBIE MOHOXOpeaJbHOU GMaMHUOTHYE-
CKOU ZBOMHeN Ha cpoke 35—36 Hezenb recra-
nuu. Bec npu poxzaeHuun nepsoro mnozga 2490,
pocT 43 cM, OKpPY>XHOCTb I'ojioBel 20 cM, rpyau
32 cm. Ilocsie poxkzaeHUA COCTOSAHME TsKeIoe 3a
cuet natonoruu LJHC. CocTosiHe BTOPOTO ILIO-
Jla Tiocjie pOXKJAeHUdA YZOBJIEeTBOPUTENIbHOe, Bec
npu poxzeHnu 2550, pocT 44 cM, OKPYXHOCTb
rosioBhl 34 cM. Ha nAThIe cyTKH BTOpO# peGeHoK
BBIMICAH ZOMOH. B Bo3pacte 10 AHEH IepBBIi
HOBOPOX/JEHHBIN ¢ aHdHLedannel OB mepe-
BeJeH B Mopo3oBckylo GosmbHuiy. [Ipu mocty-
IUIEHUM COCTOsIHME O4YeHb TshKejioe, Bec 2220 T,
TeIUIO He yJep)XuBaeT, TeMmIleparypa Teaa 32
rpazyca Llenbcua. Koxxa nmaHoTu4Has, epuop-
OGUTAIBHBIHN I[MAHO3, MIeNylIeHne Ha CIIHE, TPY-
iy U pyukax. [IynouHas paHka 4ucras, IyroyHas
BeHa He manbnupyetcs. [10JKOKHO-KUPOBOM
CJIOl pa3BUT HEJOCTATOYHO. B Jerkux ApixaHue
ociabneHo, TIOBEPXHOCTHOE, HEPUTMUYHOE.
ToHBI cepAlia IPUITTyIIeHbl, apUTMUYHBI, CKJIOH-
HOCTb K Opagukapiuy, 4acTOTa CEepAEeYHBbIX CO-
kpauteHuit 88—90 yz. B 1 MuH. )KUBOT MATKUI
6e360sie3HEHHBIN, [TeYeHb yBendeHa Ha 1,0 cM,
cesie3eHKa He najubnupyerca. CaMOCTOATENIbHO
He mMouutca. Ha ocMoTp pearupyeT B3Zparuba-
HusAMH. JluleBoii yepen chpopMupoBaH. Peakiys
3payKoOB Ha CBeT ciabas, JUIO0 CUMMETPUYHO,
roJioc caabblil, HE COCET, He IIOTaeT. [ UTTOTOHUS,
apedrekcus. BesycnioBHble pedieKChl He BBI3BI-
BaJIHCh.

[IpoBoawnack cuMHOTOMaTudeckas Tepamnud. B
Bo3pacTe 29 CyTOK IIOZHAIACh TeMIlepaTypa J0
38 rpazaycoB llenbcus, MOABUIUCH TOHUYECKUE
cyzoporu. dddeKTa OT IPOBOAMMOIO CUMIITOMA-
TUYECKOT'O JIeYeH sl He OBLIO, CMePTh HACTYIIMIA
OT OCTaHOBKU cepzaua. Ha puc. 1 mpeacrasieH
BHEITHUHN BUJ TAalMieHTa — OTMEYeHO OTCyT-
CTBUE MO3TOBOr0 depella, IIoJ KOKeil BU3yaiu-
3UPYIOTCSA KOHTYPBI IVIa3HBIX sIGJIOK, 3PUTETbHBIX
HEpBOB, pyAuMeHTa cTBoja Mosra. Ha puc. 2
TpeACcTaBleHbl JaHHble Iproku3HeHHON KT.
B faHHOM ciyyae HENOCPeACTBEHHYIO IPUYVHY
pasBUTHA aHIHIIepATUN YCTAHOBUTH He YAaI0Ch.
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Puc. 1. BHewHuil sud peberka c ananyedanueil 8 sozpacme 29 oHeli. Kocmu cgoda uepena He pazgumst. I100 koxcell usya-
JIUBUPYIOMCS KOHMYPbL 213HbLX 00K, 3PUMENbHBLX HEP808, PyOUMEHMA CMeod Mo32a

Puc. 2. KomnblomepHble MOMO2pAMMbL pebeHKa ¢ aH-
aHuedanueii 8 gospacme 29 dueil. Kocmu ceoda uepena He
passumsl. Bugyanusupyemcs pyoumeHm cmeosa mosad,
omoesnbHble CMPYKNYPblL KOMOP020 He duddepenyu-
pytomcs

2. AHOMAaJINH pa3BUTUsA MO30JUCTOro Tena (are-
He3Ws, TUIOr'eHe3Vs1) BBISABJIEHBl y 26 manueH-
TOB paHHETro Bo3pacTa. B 6ONBIIMHCTBE CiTydaeB
(y 19 6OJBHBIX) MATOJIOTUS MO3OJMUCTOTO Teja
coyeTasach C pyruMH aHOMAaJIMSMH, B 7 CIyda-
sx OblIa U30JMPOBAHHOMN (B OCHOBHOM IIPOSIBJISA-
JIach rUIoIUIasueii) . Mo3oJmcToe Tejo npeAcTas-
JisieT co6oi caMyro GOJbINYIO CIaiiKy MO3ra Win
CraiKy HOBBIX OTZEJIOB IMOJyIIapyil GOIbLIOTO
MO3ra, COeAUHSIONIYI0 CEPOe BEIeCTBO 06OMX
TIOJTyIIapUH, U ABJIAETCA MO3LHUM (UIOTeHeTH-
JeckuM obpasoBanueM [2, 3, 6, 12].

Mo3onucTroe Teno — KOJUIEKTOP IPOBOZASIINX
myTel MeXXJy MOJyIIapusaMy, CBA3BIBAIOIINN Bce
OTZENbl KOPBI, KpOMe OOOHATENbHBIX JOJeld U
THIIOKaMIIa ¥ obeclieunBaroluil nepeiady UH-
dbopmaru U3 ofHOTO NOJIyIIapyUs B APYTOE, PETY-
JINPYA UX COIVIACOBAHHYIO JeATeIbHOCTD [2, 12].

Puc. 3. KomnstomepHble momMozpammbl pebeHka ¢ omcymemauem Mo30aucmozo mead. Tena 60ko8bLx d#eny00uUKo8 WUPOKO
U NAPALNENLHO PACNOJIONCEHBL, CYHCeHbL UX nepedHue omoesst. III cesrydouek pacnonosicer 8blcoko, mexcdy meaamu 6oko-

8bLX JHcesy00UK08
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MHOro4Yuc/IeHHbIE MyOIUKALUU CBUAETEIbCTBY-
10T, YTO pa3jNYHble HapYLUIEHUsS CTPYKTYPHI MO-
30oyicTOro Tena (TOBpEXAEeHUs, THITOIUIA3Us,
arUtasus) MPUBOAAT K pa3obIIeHUIo JesTelbHO-
CTH TIPaBOTO U JIEBOTO TMOJIYIIAPUH, YTO MPOSB-
JIeTCs HapylleHWeM BBICIINX KOPKOBBIX (yHK-
UMM — KPUTHKH, TaMATH, lLieJieHalpaBIeHHbIX
JBIDKEHUM, craboyMueM, aMUMHeH, aKUHEe3U-
eif, SMWIENTUYECKUMU TIPUTIaJKaMU U APYyTUMU
CHUMIITOMaMU, COBOKYITHOCTb KOTODPBIX IOJIy4U-
Jia Ha3BaHHe JIOOHO-KaJUIE3HOTO CHUHZApPOMA WIIH,
YTO 9Yallle BCTPEYAETCsI, CHHAPOMa MO30JIUCTOTO
Tena. [3, 12]. OzHako B paHHEM BO3pacTe, OCO-
GEHHO y ZleTell IePBBIX MEeCALEB JKU3HU, JaHHbIE
0 KJIMHUYECKUX MPOSIBIEHUAX CHHAPOMa MO30JIU-
CTOTO TeJIa OTPaHUYeHbI HEOOIBIIUM YHCIOM ITy-
6GJIMKaLU ¥ HOCAT B OCHOBHOM (parMeHTapHBIH
xapakTep. BmecTe ¢ TeM aKTUBHOe BHeJpeHUE B
KJIMHUYECKYIO MPAaKTUKY HOBBIX BBHICOKOMHG)OP-
MaTUBHBIX HEWPOBU3YAIU3UPYIOIINX TEXHOJIO-
TUH TO3BOJIWJIO Ha CaMBIX PAHHUX ITOCTHATAJIb-
HBIX JTalax pa3BUTHA pebeHKa (B MEpBbIE JAHU
TocJIe POXKAEHUA) AUAarHOCTUPOBATh Pa3InYHEIe
aHOMAaJIMU MO30JIMCTOIO TeJla.

Mo30/IMCTOEe Telo aKTUBHO (GopMUpyeTcs Ha
16 Hezee SMOPUOHAIBHOTO IIEPUOZA, U €TO Je-
beKThl pa3BUTHA IIPOUCXOAAT BCIEACTBUE HAPY-
meHua aubdepeHINay HEPBHOU TpyOKu [2,
12]. OtcyrcTBue (areHesus, aruias3usi) MO3OJIH-
CTOTO Tejia MOXET OBITh TOTAJIbHBIM WIM Iap-
UHMaJTbHBIM, WU30JUPOBAHHBIM WIX COYETaHHBIM
¢ ApyruMHU aHoOManuAMuU Mo3sra [3, 10, 12] (puc.
3). Haubosee wyacTo areHe3wsi MO30JHCTOTO
Teja acCOIIMMPOBAaHA C CEMENHBIMHU CIy4asMU
(ayTOCOMHO-peIeCCUBHBIN WU X-CLeIUIeHHBIN
TUIBI HACJIe€ZOBAHUA), HO MOTYT BBIABIATHCI U
criopazudeckue ciaydan. KiWHMKa NOaTONIOTUU
MO30JIMCTOTO Teja 6blIa J0CTATOYHO ITOTUMOPd-
Ha — HauboJIee 4acTo MPOSIBIACh CYyAOPOraMu
(y 18 60/MBbHBIX) U 3aZ€PXKKOU IICUXOMOTOPHOTO
Pa3BUTHUs, NPEUMYIIECTBEHHO BBIPAXKEHHOM.
IIpu MccieZloBaHUM CEHCOPHBIX PEAKINN, TaKUX
Kak 3puTebHasg GUKcaluus U MPOCIeXKUBaAHUE,
CJIyXOBOE COCpeJOTOYEHUE, ONPEeesIUCh Hau-
6oJiee BrIpaKeHHbIE HapYIlleHUsA. BeIsgBIeHa HU3-
Kasg KOMMYHUKaOeJbHOCTb, Majas MOZAY/ISAIUS
KpHKa, MBbIIIEYHasA TUITOTOHUSA, YTHETEHUE CITH-
HaJIbHBIX CETMEHTapPHBIX aBTOMAaTHU3MOB U OTCYT-
cTBre GOPMHUPOBAHMUS LIEITHOTO CUMMETPUYIHOTO

pedrekca. JlaHHbBlE KIMHUYECKUE TPOSIBIEHUS,
BEPOSATHO, SIBJIAIOTCA XapaKTePHBIMU IPOsIBIIe-
HUSIMH JIOOHO-Ka/UIE3HOTO CHHApPOMa B HEOHa-
TQJILHOM IIEPUOZE, O YEM CBU/ETENbCTBYIOT TaK-
’Ke U JaHHble uTeparypsl [3, 10, 12].

3. YepemHO-MO3roBble TPbLKHA IIPECTABIAIOT
co6oii kaccuyeckuil AedeKT 3aKpHITUA Opaib-
HOTO OTZejla HEPBHOM TPYOKU U MPOSIBIAIOTCSI
HapylleHHeM pa3BUTHA KOCTeH deperna, TBepaoi
MO3TOBOH OGOJIOYKY U BBINAYMBAHUEM HAPYKY
BHe Yepera MO3TOBBIX CTPYKTYP. Brigensior He-
CKOJIbKO BapUaHTOB YeperTHO-MO3TOBBIX T'PBDK
B 3aBUCHMMOCTH OT COZEPXKHUMOI'O TI'PBIKEBOTO
BBIIIAYMBAHUSA: MEHUHIOLIENIE — TPBDKEBON Me-
LIOK COZAEPIKUT TOJBKO 0G0JI0OYKYM MO3Tra U CITUH-
HOMO3TOBYIO JKHJKOCTb, MEHHHTO3HIedasone-
Jle — TPBbDKEBOUM MEIIOK COAEPKUT Bel[eCTBO
U 06OJIOYKM MO3ra, a TaKKe CIIMHHOMO3TOBYIO
JKUJKOCTh, MEHUHTO3HI[ebamonucTonene —
TPBDKEBOM MEILIOK COZEPKUT BeLIECTBO, 0060-
JIOYKM MO3ra, 4acTh KeIyZOYKOBOU CHUCTEMEI U
CIIMHHOMO3TI'OBYIO KUAKOCTh [1, 2, 10, 13]. Jna
BCeX BU/IOB I'PBDK XapaKTEPHO UX BHITAYNBaHUE
yepe3 MecTa COeJVHEHMs KOCTEeH deperna, poj-
HUYKU. KIMHUYecKoe TedyeHWe JaHHBIX Jedek-
TOB 3aBUCUT OT COAEPKUMOTO I'PBIKEBOTO MeII-
Ka M OT ero o0beMa, TakKe OT TOTO, MMEETCS I
CBUII[EBOE OTBEPCTHE, 4Yepe3 KOTOPOe HapyXKy
WCTEKAaEeT JINKBOP, U €CTh JIK yIpo3a UHPHUIHUPO-
BaHUA. JIoKamM3ays IpbDKEBOTO BHIIITYNBAHUSA
y 06cieZIoBaHHbBIX HAMU MTAlIEHTOB ObLIa CIefy-
olas: 3aTbUIOYHAsI — y 3 manueHToB (puc. 4), B
cBozie yeperna —y 1, dponTo-6asmisipuas (GpoH-
To-3TMouZanbHaa) —y 1 (puc. 5).

4. Manbdopmanuu Arnold—Chiari (ApHONBIA—
Kuapu) oTHocATcA K aHOManuAM ¢opMupoBa-
HUSA 33IHETO MO3Ta U IPOSBJIAIOTCA CMelleHUeM
€ro CTPYKTyp B HalpaBjieHUU OOIbLIOTO 3aThl-
JIOYHOT'O OTBEPCTHS, YACTO COYETAIOTCS C TUAPO-
uedanueli, 4eperrHO-MO3IOBEIMU U CITMHHOMO3-
roBeiMH rpepkamu [3, 10, 13]. /lia mocTaHOBKHU
avarHosa manbdopmanuu Arnold—Chiari Heo6-
xoaumo nposeaenue MPT.

Manbdopmanusa Arnold—Chiari I — cmereHue
MUHZAIUH MO3)KeYKa HWKe JIMHUM, COeIMHSI-
ollell Kpasd KIMHOBUZHOM U 3aTBUIOYHON KO-
creii (B foramen magnum) 6osee yem Ha 3 MM
(ans zeteii go 5aeT v ctapiie 15) u 6osee yeM Ha
5 mm (ay1s getedt ot 5 mo 15 jyeT).
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Puc. 4. KomnviomepHble momoepammbl peberka 1 mec. ¢ ok-
YUNUMANbHOUL UepenHo-mo320801l epbliceli. Onpedensiemest
dehexm 3ambLIOUHOLL KOCMU U 2Pbliice80e BbINTUUBAHUE,
C00epIHUMBLM KOMOPO020 SABASIOMCSL MO3208ble 06010UKU U
CNUHHOMO03208a51 #UOKOCMb. BbipadceHHoe Hedopassumue
MO3iceuKa

Puc. 5. K-momoepammul peberka 3-x mec. ¢ fpoHmo-6asu-
asipHotl (PpoHmMo-smmoudansHoll) uepenHo-mo32080t 2pbi-
acell. BblxoOHOe omaepcmue — cjienoe omaepcmue 106HO
kocmu. Codeprucumoe — 060n0UKU MO32a U CNUHHOMO320~
8asi ycudkocms

Puc. 6. MazHUMHO-pe30HAHCHBLE MOMO2PAMMbL PebeHKa C
mansdopmayueti Arnold—Chiari I. CmeweHue MuHOANUH
Mo3iceuka 8 6obULOe 3aMbLIOUHOE Omeepcmue Ha 6 MM

Manbdopmarusa Arnold—Chiari II — cmerenue
MUHZJAIVH U 4epBA MO3XKeduKa, a TaKXKe IIPOJoJ-
roBaTOrO MO3Ta B GOJIBILIOE 3aTHUIOYHOE OTBED-
CTHE ¥ IO3BOHOYHBIN KaHaJl.

Manbdopmarusa Arnold—Chiari III — Berpeua-
eTcs KpalHe PeAIKO U INpeZCTaBiIsgeT coO0i BHI-
IAYMBaHME MO3Ke4YKa, a UHOT/A U CTBOJIA MO3ra
yepes spina bifida C1—C2 [10].

Mb1 Habmoganu 3 zertedl ¢ manbdopmalieit
Arnold—Chiari I (puc. 6). ¥ 2-x 60JIBHBIX OIIy-
CKaHMe MUHJQJINH MO3)Ke4YKa B 0oJjblIoe 3a-
TBUIOYHOE OTBEPCTHE COYEeTaNoCh C yMEpPEeHHO
BBEIDQXKEHHOUM rugponedanueil. KinHuveckue
nposiBneHusa Manbdopmanuu Arnold—Chiari I
He OTINYaIUCh CHeNUPUYHOCTBIO U OBUIU [JO-
CTaTOYHO ITOJIUMOPOHBI: B 2-X CIy4asx CyOKOM-
TleHCUpoBaHHas ruzpouedanus 6e3 MPU3HAKOB
TUIEePTEH3UH, 04aroBas IaTOJOTUA YepPEeIHbIX
HepBOB (cxozsAlleecs KOcorasue, cuMnrom I'pe-
de, Hucrarm), y 1 pebenka B Bo3pacTe 12 mec.
ObUI BBIABJIEH ATOHUYECKU-ACTATUYECKUI CHH-
ZpoM, anddysHaa MbllIeyHaA TUIIOTOHUA.

5. Mansdopmauun Dandy—Walker (JeHan—
Yokepa) — IIOPOK PasBUTHA I'OJIOBHOI'O MO3ra,
KOTOpBIA IIpeJCTaBaAeT CO60H KHCTOBUAHOE
pacuupenue IV KelyZoduka, T'MIIOIUIA3UIO WU
areHesHIO YepBs MO3XKEUKa, BBHICOKOE DPacIIoJio-
JKeHHEe MO3)K€YKOBOI'0 HaMeTa U ruziponedainio
[2, 3, 10]. CormacHO COBpeMEeHHBIM IpeZACTaB-
JIEHUAM BBIJEJNAIOT JBa THUIIAa MaiabGopMalyu
Dandy—Walker [8, 10]. Tun I — kucToBUAHOE
pacuuperue IV OKelyZodka, OTCYTCTBUE OT-
Bepctuii Moxxanau U JIolka, TUIIOIUIAa3UsA WIH
areHesys 4epBs MO3)KeUYKad, BBICOKOE DacIIoJo-
JKEHHEe MO3)KEYKOBOrO HaMmeTa, ruzpouedasus.
IV Kemyzouek He CBA3aH C cybapaxHOWZJab-
HBIM IpocTpaHcTBoM. Manbdopmariua Dandy—
Walker I Tuma pa3BuBaeTcs Ha CpPOKe 3MOpHU-
oreHe3a 7—10 Hezenb U cBfA3aHa C JAepEeKTOM
pa3BUTUA poMOO3HIEedaTNIECKOro Iy3BIpsa U
TIpHIEXKAIUX MEHUHT€IbHBIX CTPYKTYD.
Manbdopmanuss Dandy—Walker Tuma II npea-
cTaBjeHa OOBIYHO THMIIOIUIA3Hell 4YepBA MO3-
JKedka, IV JKelyZouek coxXpaHAeT CBA3b C Ile-
PUMEAY/UIIPDHBIM ~ IIPOCTPAHCTBOM,  BBICOKHM
pacIloJIo)KeHUEeM MO3)KE€YKOBOI'O HaMmeTa U THU-
napouedanueit (puc. 7).

OnucaH Takxe BapuaHT cuHApoMma Dandy—
Walker [10], mpu KOTOpPOM BU3YyaslHU3UPYETCS
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LUIMPOKOe coobienue IV xKemyzoYKa ¢ yBeIn4eH-
HOU 60/IBIIOH IUCTEPHON MO3Ta, pPa3INnyHas CTe-
TleHb HEeJOPa3BUTHUA YepBA W IOJIyLIapHil MO3-
JKeYKa, pacIIUpeHre XeIyZOYKOBOM CHCTEMBI.
MoO3)XeYKOBEBIlI HaMeT IIPU 3TOM PacIloaraeTcs
06b19HO (puc. 8).

IMoutu B 70% wmanbdopmanuu Dandy—Walker
coyeTarTcs ¢ Apyrumu Manbdopmanusamu [THC
U BHyTPeHHUX opraHos [3, 4, 10]. KiuHnuyeckue
nposiBneHusa Manbdopmarnuu Dandy—Walker
OT/JIMYAIOTCA JJOCTATOYHO BBbIPAKEHHBIM IIOJIU-
MOp}U3MOM, OCHOBHBIMHU SABJIAIOTCA THApOILIE-
damusa (y Bcex 10 60sbHBIX), HApYILIEHUS 3pe-
HuA (ambmomnusd, Kocornasue, HucTarm — y 10
6OJIbHBIX), ABUTATeIbHBIE PACCTPOMCTBA — aTO-
HUYECKU-aCTaTUYECKUH CHUHAPOM U CyAOPOTI'H
(y 6 60BHBIX). Y 2 GONMBHBIX KAaKUX-TUOO UHBIX
ciennupUIecKUXx HEBPOJIOTUYECKUX CHMIITOMOB
BBLIBJIEHO He OBUIO.

TakuMm o6pa3oM, MPOBEAEHHOE KOMILUIEKCHOE
obcesoBaHue 45 feTell B Bo3pacTe OT HOBOPO-
JKJIEHHOCTH 710 3 JIeT ¢ febeKTaMy paHHETo Hew-
pOOHTOreHe3a (HapylleHUe CMBIKAHUA HEPB-
HOU Tpy6ku) mosBomwio guddepeHIHpOBATH
cIeiyIolye MOPOKY Pa3BUTUs — aHaHIIedaIHIo
(amasuio roJ0BHOrO MoO3ra), areHe3uio (TH-
[IOIIa3MI0) MO3OJIMCTOTO Teja, YePerHO-MO3-
roBele I'pbDKM, Manbpopmanmu Chiari, masnb-
¢dopmanmu  Dandy—Walker.  KiamHuueckue
TIPOABJIEHUA JAHHBIX CHHAPOMOB OTIWYaIHCh
onuMopbU3MOM; BEAYIINM ABJLIOCH HATUYNE
CyZOpOr, HapylleHue MCUXOMOTOPHOT'O pa3BU-

TuA u gucMopdudeckuii deHorun. [IpoBeseHue
JIy4eBOro 06CIe[OBaHUA T03BOIUIO HE TOIHKO
BBIABUTH CHelubUIECKHe CTPYKTYpPHBIE H3Me-
HEHUs B TOJIOBHOM MO3Te, II03BOJIUBLINE Be-
pudUIMPOBaTh KK CUHAPOM B OTJEIbHO-
CTH, HO U B psifie CIy4aeB OIPEAESIO TAaKTUKY
OIIEPaTUBHOIO JIeYEHUs IPU Pa3JIUYHBIX BUAAX
rugporebatul U YEPEenHO-MO3TOBBIX I'DBIK.
BmecTe ¢ TeM pa3paboTka BOIIPOCOB paHHEMH Ju-
arHOCTHKY TOPOKOB PaHHETo HeiipoOHTOreHe3a
HeoOX0AMMa He TOJIBKO JJIsI UX KOHCTaTalluu, HO
U OIpeJiesieHUs TaKTUKY BeleHUA JaHHOM bepe-
MEHHOCTHU, B TOM YHCJIE PEIIeHHs BOIIpoca O ee
IIpephIBAHUU 110 OOBEKTUBHBIM MEJUIIMHCKUM
nokasaHuaM. i

Puc. 7. KomnstomepHble momozpammel pebenka 4 mec.

¢ manvopmayueti Dandy—Walker muna II. B 3adHeti
yepenHoll AMKe 8U3YANU3UPYeMCcst OOWUPHAS TUKBOPHAS
nonocms. Yepsb U NOAyWApUs MO3xHceUka Hedopassuma.
Mosoiceuxosulil Hamem 8bicoko pacnonoxcet. Il u 6okogbie
JHe/ly0OUKU 8bIPANCEHHO PACULUPEHDBL

Puc. 8. MP-momozpammbl pebeHka ¢ eapuanmom cunopoma Dandy—Walker. IIlupokoe coobueHue

IV acestydouka ¢ ygenuueHHol 60nbwwoll yucmepHoii mo3ea. Hedopassumue uepgs u noywapuii mos-

sceura. Pacuuperue 60k08bLx Hcesy0oUKos
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KiMHnyeckue CUHAPOMbI
HAPYUICHUS HEHPOHAJIHLHOM
npoJugepanuu —
CEeMHOTHKA M COBPEMEHHAS

AUATHOCTUKA

POXXJEeHHbIe TIOPOKU Pa3BUTHA T'o-
BJIOBHOI‘O mosra (uepebpasbHbIE
aMmbprodeTonaTuu, AUCTEeHE3UH

Wi MaabpopMaluy) BCTpEYAroTCA NMPUOIU3U-
TesbHO y 1 13 100 HOBOPOX/JE€HHBIX U IIpe/CTaB-
JIAIOT OJHY U3 CePhe3HBIX TP0o0IeM COBPEMEeHHOH
MeAWLMHEL, T.K. ABJAIOTCA IPUYMHOM aHTeHa-
TaJIbHOM U paHHey JeTckoil cMmepTHOCTH B 30%
[1,2,4,5]. BEDKUBIIKE AETHA C TOPOKAMH T'OJIOB-

HOTO MO3ra B JiaJbHEHIIEM SBJISIOTCS WHBAJIN-
JaMHU TI0 TaKUM TSDKEIBIM 3a00/IeBaHUAM, KakK
opranuveckre GOpMbl yMCTBEHHOM OTCTANIOCTH,
JEeTCKHUe liepebpaybHble Mapalndd, pasindHbe
dopMbI cuMITTOMAaTUY€ECKOI amwtencuu [2,3].

C BHeZpeHHEM B NPAKTHUKy COBPEMEHHBIX Me-
TOJOB HCCJIEA0BAHUs HEPBHOU CHUCTEMBI, B IIEp-
ByI0O OYepelb METOJOB HeHpOBU3yaIHU3alNU
(ueitpocoHorpaduu — HCI, KOMIBIOTEPHOM
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tomorpaduu — KT, MarHUTHO-pE30HAHCHOM
ToMorpaduu — MPT), mosiBIIach BO3MOXXHOCTh
He TOJIbKO BBIABJIATH Pa3JINYHble aHOMAJINU pa3-
BuTuA [THC npmxusHeHHO, HO U aHTeHaTalb-
Ho [1,2,4,6].

B cTpyKType IpolieccoB HEHPOOHTOTeHE3a OAHUM
13 HanboJiee Ba)KHBIX 3TaoB GOPMUPOBAHUA I'O-
JIOBHOT'O MO3Ta 4YeJIoBeKa SBJISIETCS 3Tal Helpo-
HayibHOM nponudepanyu (2—4 MecAl BHYyTpU-
yTpo6HOTO pa3ButHs). COrlacHO COBpeMEHHBIM
JAHHBIM, TOJIOBHOM MO3T INpeACTaBsAeT coboi
npeobpa3oBaHHbIE CTEHKU 3MOPUOHATBHBIX
MO3TOBBIX ITy3bIpeii, OJIOCTH KOTOPHIX 06Pa3yIoT
MO3TOBBIE JKeTyZ0UYKU. BHYTpeHH:A 30Ha MO3ro-
BBIX Iy3bIpell (IIepUBEHTPUKYIAPHAA 006JIACTb)
SIBJISIETCS «3aPOZBIIIEBO» 30HOH /JIT KJIETOK T'o-
JIoBHOTO Mo3ra. CyTh IIPOLIeCCOB, IIPOUCXOAAIIUX
Ha 2—4 Mecsille BHyTPUYTPOOGHOTO Pa3BUTHA, 3a-
KJIIO4aeTcs B aKTUBHOM Pa3MHOXXEHUY HEPBHBIX
KJIeTOK (HelipoHa/IbHOU mponudeparuy) B 3TOU
o6J1acTy ¢ ocjeAyolell UX paZuaabHON MUrpa-
nuel 1 pasMellleHHueM B Hapy»KHOI yacTu (kpae-
BOM 30HE) CTEHKU ITy3bIps (OyAyIeit Kope rojoB-
Horo mosra) [2,4,7]. B pesynpraTe HapylleHHUs
TPOIIECCOB HeHpOHaNbHOM mponudepannu pas-
BUBAIOTCS TsDKEJIble CTPYKTYpPHbIE HapyLIEHUs
TOJIOBHOTO MO3Tra, IIPOABJAIOIINECS yMeHbIIe-
HHEM BellecTBa TOJIOBHOTO Mo3ra (Mukpoueda-
JI1s), yBeJIMYeHNEM BelllecTBa r'OJIOBHOTO MO3Ta
(meramaHIedanut), a TAaKKe HEUPOKO)XKHEIE CUH-
APOMBI «(paKOMaTO3bl» — TYOEPO3HBIM CKIEpPO3,
SHIeQaJTOTPUTrEMUHATBHBIM aHTMOMATO3, Hel-
podubpomartos [2,4,5,8,9]. IlpakTuyecKku Bce
60JIe3HY, pa3BUBLINECS BCJIEACTBHE HapyLIEH-
HOM HeWpOHa/NbHOU mMposudepany, COMPOBO-
JKJAIOTCA TSDKEIOU CTelleHbI0 MHBAMUAN3ALUNY U
copanbHOM fe3azanTanuei [1,2]. Kpome Toro,
obceoBaHME JeTeil ¢ pa3IUYHBIMU Hapylle-
HUAMHU IICUXOPeYeBOro ¥ MOTOPHOTO Pa3BUTHSA
BBIABWIO, YTO BPOXKZEHHblE aHOMAJIUU TOJIOB-
HOT'O MO3ra, B TOM 4YHCJIe U 60JIe3HU HapyIIeHUH
HelpOHaNIbHOU mposnudeparu, ABIAIOTCA IPU-
YUHOM 5TUX HapylleHu! B 35—40% ciydaes [2].
B ocHOBe HapyuIeHU TPOIECCOB HEHPOHATBHOMN
nporudepanuy JexaTt HacleACTBeHHble dakTo-
PbI (XpOMOCOMHEBIE U 'eHeTHYeCKYe HapyIleHus,
TepaToreHHble IIPUYMHBIL, a TaKKe CIIOpajude-
ckvie GOPMEL, B TOM YHCJIe OOYCIOBIEHHBIE CIIOH-
TaHHBIMH HOBBIMU MyTalUsIMU T'eHOB) [2,7].

Llesplo HACTOAIIETO MCCIEAOBAHUA ABUIOCH
BBIABJIEHYE C IOMOIIBIO METOZOB JIy4eBOH Juar-
Hoctuku (KT, MPT) ocobeHHOCTel CTPYKTYpPHOM
OpraHu3aIliH r'oJIOBHOTO MO3ra IIPY CIeYIOIINX
KJIMHUYECKUX CUHAPOMAaX: BPOXKAEHHOU MUKpPO-
nedanuy, BPOXXKJEHHOM Makpouedanuu U pas-
JINYHBIX HaKOMaTO30B.

IMox HammMm HabGaogeHMeM 6bUT 41 peGeHOK ¢
CHHPOMaMH «HapylIeH!s HeipOHAIbHOIl Mpo-
Judepanumn» B BO3pacTe oT 5 cyTok Ao 3 jeT. Pac-
npegesneHre OOJNBHBIX IO dopMaM CHHAPOMOB
MpesCcTaBIeHo B Tabsure 1.

Bce manueHTHl 00C/IeZOBaHbI Ha KJIWHUYECKOH
6a3ze xadezapsl HeoHatonoruu PYB I'OY BIIO
PI'MY um. H.U. Iluporosa B OTZieJIeHUU KOMIIBIO-
TEPHOUM Y MarHUTHO-PE30HAHCHOI ToMorpaduu
Mopo3sosckoii ITKB.

PE3YJIBTATBI NCCJIEZJOBAHUA

[lepBuyHaa BpOXZeHHasaA MUKpoledbanus Xa-
pakTepu3oBasach MajJbIMU pasMepaMH T'OJIOBBI
IIpU PpOXACHWH, IUVIOTHBIMU KOCTAMH, HaJIU4U-
€M YepelHBIX CHMHOCTO30B, MaJIBIMM pa3Mepa-
MU YE€PEIHbIX POAHUYKOB WIN UX OTCYTCTBHEM,
YTO COIVIACOBAJIOCh C JAHHBIMHU JIUTEPATYpPbI
[2,3,10]. ¥ 4 601bHBIX OTMEYaIUCh HEOHATAb-
Hble IeHepaJM30BaHHbIe KJIOHHYECKHE CyZOopo-
ru. C yueToM 0cOOEHHOCTE CTPOEHUS POSHUY-

Ta6auna 1. PacripesesnieHye nanyueHTOB
no ¢popMaM CHHAPOMOB «HAPYIIEHUI
HelpoHaJIbHOU npoandepanum»

CHUHZpOMBI KonunyecTBO
nanueHTOB

IlepBuuHas (BpoXKZeHHAas1) MUKPO- 8
nedanna

Makpouedanus (6miaTepanbHast 7
MeransHIedanua)

Makpouedanus (yHIIaTepaib- 3
Hasi — reMuMerassHIedas)

Ty6epo3Hsiii ckiepo3 (bose3Hb 12
BypHeBwis—IIpuHIIa)
SHIedaIoTPpUreMUHATbHBII 6
a"ruomaros (6ose3Hs [lITypre—

Bebepa)

HetipodpubpomaTos 5
Bcero 41




JlabopaTopHasi AUAarHOCTUKA

254

KOB BU3yau3anusa Mo3ra ¢ nomourbio HCI' 6pu1a
sarpygHeHa. [Ipu mnposegsenuu KT BBIABIEHO
yMeHbIIeHHe pa3MepPOB T'OJIOBHOT'O MO3Tra IMpeu-
MyILeCTBEHHO 3a cYeT JIOOHBIX Zosell (rumnorvia-
3Us), IUIOTHBIE YTOJIIEHHBIE KOCTU 4Yeperna, He-
Zlopa3BUTHE WIU OTCYyTCTBHE POSHUYKOB. Bo Bcex
cTy4dasx BPOXAEHHOM MuKpouedaluy maToso-
TUYeCKUX M3MeHEeHUN CO CTOPOHBI MO3)Keuka U
CTBOJIa MO3Ta BHISIBJIEHO He ObLT0. Y 3 malueHToB
HapsAZAy C BPOXKAEHHOM MUKpoIiedaaueii BEIABIe-
Hbl KT NprsHaKy r'MIIOKCUYECKU-UILIEMUYECKUX
U3MEHEeHUM TOJIOBHOI'O MO3Tra, YTO YKa3bIBaeT
Ha COYeTaHHBIM XapakTep IOBpexAeHua (1pe- 1
nepuHaTanabHbIi) (puc. 1). [Ipu HabmoAeHUU B
JAUHAMUKe Y BCeX JeTel ¢ BPOXKZEHHOU MHUKPO-
uedannell BbIABISIACH YMCTBEHHAsA OTCTAJIOCTh
Pa3TUYHOU CTeNeHU BEIPAXKEHHOCTH.

B cooTBeTcTBUM € MeXIYHApOJHBIMU JHar-
HOCTHYECKUMU Kpurepusamu [2,10,11,12] B
CTPYKTYpe BpPOXZEHHOW Makpoledaguu BHI-
JIeJIeHO COCTOsIHUE, OOyC/IOBlIeHHOe COOCTBEH-
HO yBeJW4YeHHEeM OObeMa TOJIOBHOTO MO3ra U
COOTBETCTBEHHO YBEeJIMYEHHE pPa3MepoOB TOJIO-
BBl — MerayaHIebanusa. MerajsHuedanus mpo-
ABJISUIACH B IBYX GpopMax — reHepaanu3oBaHHAas
(6wnarepasnbHas MerandHUedanus) W odaro-
BaAd (OZHOCTODOHHSASA, yHWIaTepalbHas Merai-
sHuedanusa, reMuMeramdHiebanus). JJaHHyIO
MaTOJIOTHIO TIPUXOAWIOCH A depeHIPOBaTh C
ZPYTHIM COCTOSIHMEM, CBA3aHHBIM C yBeJIMUeHUEM
Pa3MepoB roJIOBEL, HO B OCHOBE CBOEU NMEIIeM

Puc. 1. KomnsiomepHble momozpammbl pebeHka 2 mec. ¢
8poscOeHHOll nepsuuHoll mukpoyedanueti. Popma uepena
U3MeHeHa, KOCMU YNiomHeHbl, POOHUUKU OMCYMCMBYHon.
JIo6Hble 0onuU yMeHblLeHbl 8 pa3Mepax (eunonndus).
CybapaxHoudansHble npocmpaHcmaa J06HbLx doetl,
CULBUEBDL Wieill, NepedHULL 0moes MeHCNOMYULAPHOTL uenu
pacuiupens.

BPOXX/IEHHYIO IeCTPYKIUIO BelllecTBa [OJIOBHOTO
MoO3ra — THpaH3HIedantuo.

BpoxxzeHHas reHepalu3oBaHHAas MerajisHueda-
JIis XapaKTepU30Balach KPYIIHBIMU pa3MepamMu
Yepera rocjie poxkgeHus (MIpeBhIAIIINMI HOP-
MaTUBHI Ha 2—4 CM), HAJIMYMEM HEOHATATbHBIX
CyZAOpOT reHepaJN30BaHHOT'O XapaKTepa B 2 CIIy-
yaax. B omimane oT BpoXXAeHHON ruzpoliedanrumn
60JIbIINE POAHUYKY OBLTH HE YBEIUYEHbI, YePeTl-
HBIE BBl COMKHYTHL. B anpHelineM y 2 geTel ¢
MerayisHuedanvei U cyaoporamMu 6bUIa BhISBIIE-
Ha CMHZpOMaJbHasA GpopMa maToIOTHUU, TIPOABIIA-
IOIIAsICS OOIIMM FUTaHTU3MOM, TUITOTJINKEMHUEH,
MaKpOIJIOCCHeEH, HaJWYUeM IYIIOYHOU T'PBDKH,
3aZlep>KKOU IICUXOMOTOPHOT'O Pa3BUTHUA, UYTO II0-
3BOJIWJIO BepUOULINPOBATh CUHAPOM BekBuTa—
BuzemaHa. B ocTaJbHBIX CIy4Yasx MeraasHuada-
JIMY TICHXOMOTOPHOE pa3BUTHE JeTeil HapyleHO
He OBUIO, YTO MO3BOJWIO IIOCTaBUThH JUArHO3
0OpOKaYeCTBEHHOM  ayTOCOMHO-PEIECCUBHOM
dopmbr MeranmsHIebaTHN.

IIpu o4aroBo¥l yHWIATEPAIbHON reMUMeEraIdH-
nedasnu Bo BCeX CIydasx C POXKAEHUA OTMeve-
Ha 4YepenHO-TuIleBasd acuMMmeTpusa. HeoHaranb-
HBIe CyZOpOTH OBUIM, KaK NPaBWIO, 04aroBOTO
(mapryasbHOro) XapakTepa WM HOJTUMOPOHBI-
Mu. Bo Bcex cirydasix ObUTH BBIpayKeHbI CHMIITOMBI
HapylIeHNUs ICUXOMOTOPHOTO Pa3BUTHA, 04aro-
BBl HapylIeHUsA CO CTOPOHBI YePeITHBIX HepBOB
U JBUTATeTbHOM cdepbl, OOBIYHO JIOKATU30BaH-
HBle KOHTpJIaTepaJbHO ITOPa’KeHHOMY IIOJIyIla-
puto. Ilpu HCT' cnenudryeckux MpU3HAKOB KaK
TIpHU TeHepaJn30BaHHOM, Tak U NpHU O4aroBou
Makpoliedanuu BhIABIEHO He 6bUT0. B 2 ciryganx
VHWIaTepaJbHasg TeMuMerajasHuedanus SBU-
Jlach IPUYMHOU paHHel snuwienTuyeckou sHIle-
danonatuu (cuHzpoma OTaxapa), YTO HAaIILIO
OoTpakeHUe B OIMCAaHHOM HaMU paHee CiIydae 1
B 3apy0OexkHol siuteparype [4,13]. Ilpu mpose-
neauyu KT 1 MPT rosoBHOro Mo3ra BbIABJIE€HBI
clefyolie M3MeHEHUs: yBeludeHHe OJHOTO
TIOJTyLIapysi TOJIOBHOTO MO3ra, pacurupeHue 60-
KOBOTO JXeJIyZjouKa Ha CTOPOHe ITOPa)KeHU, Ofi-
HOCTOpPOHHEE YTOJIIIeHNe KOPHI (puc. 2).
Meramuiedanuo auddepeHIpoBaIn ¢ Ma-
kpouedanueii, NPUYNHONU KOTOPOU SBWIACH
ruzpaHsHIedanud. [Ipy JaHHON maTtonorUu C
POXXJEHUA OTMEYasloCh yBeIMYeHHEe pa3MepOB
yepemna, COIPOBOXZAoIleecs BBIPAKEHHBIM
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HUCTOHYeHHeM KocTell depemna (KJIMHUYECKH Xa-
pakTepusyeTcd CHUMIITOMOM «IIepraMeHTHBIX»
KOCTell), yBenndeHue OGOJBIIOr0 poAHHMYKA. Bo
BCeX CIIy4asax NpU ruzpaHdHIiedannu Habmozaa-
JICh FeHepaIn30BaHHble TOHUYECKUe CyZAOPOTH.
B ommnuue oT BpoXXJeHHOU rugponedantuy mpu
ruzipaHsHIledantuy IpU3HaAKOB BHyTPUYEPEITHOM
TUIIEPTEH3UH U IPOTPECCHUPYIOIIETr0 YBeTHIeHHA
pa3MepoB roJIoBBI He OTMeueHO. Bo Beex ciryganx
ruzipaHsHIleGantuy KpoMe TKEeNbIX Pe3HUCTEeHT-
HBIX CyZOPOr' OTMeYaHCh TsDKesble HEBPOJIOTH-
YecKHe pacCTPOMCTBA: OTCYTCTBUE IICUXMYECKO-
ro pasBUTHA, HapyIIeHUA COCAHMA, IVIOTAHUS,
GysnbbapHble PACCTPOMCTBA, OTCYTCTBUE U3U-
oyornyeckux pediekcoB, rpyOble ABUTaTeNb-
Hble paccTpoiicTBa (TeTpamnapes). /luarHos «ru-
apausHuedanvs» ycranapaupasics nocie KT wiu
MPT, npu mnpoBeJeHHUU KOTOPBIX BBIABJIAIOCH
TIPpAaKTUYeCKW IIOJIHOe OTCYTCTBUE TOJIOBHOTO
Mo3ra ¢ 3aMeHOH ero JUKBopoM (puc. 3).

Y 23 maunueHTOB AUArHOCTHUPOBaHHBI daroma-
TO3BI, OTHOCAIIMECA K TpylIe HeHpOo3KTozep-
MaJbHBIX JAMCIUIA3UM, BO3HUKIIMX Ha 3Tare
HeWpOHaJIbHON mponudepanyyi  BCIeJCTBUE
Hapymienus gubdepeHINpPOBKU (TUCTOreHe3a)
9MOpPHOHANBHBIX OJaCTHBIX KJIETOK. JlaHHBIE
3a60IeBaHUA KIMHUYECKU XapaKTepPHU30BaJUCh
Pa3IUYHBIMU KOXHBIMU HM3MEHEHUAMH U BBI-
P2KeHHOU HEBPOJIOTUYECKOU CHUMIITOMATHUKOM.
JlnarHo3 orzenbHBIX opM pakomMaTo30B yCTa-
HaBJMBAJICA B COOTBETCTBHUU C MeXyHapOJHBI-
MU Kputepuamu [2,7,9,14,15].

Kinauueckue nposiBieHuss  Ty6epo3HOTO
CKJIEpO3a B HEOHATaJIbHOM IIepHOZie He OTIHU-
Yaanch Kakou-mubo crnernudukoit. Y 5 gereit
Tocjie pOX/JEHUA OTMeYaJauch HeOHaTaJbHbIe
cymoporu (v 3 — mapuuanbHble, B 1 ciydae
— aTUNHWYHBle — aIlHo3, B 1 ciyyae — TreHe-
payn3oBaHHBIE KJIOHUYeckre). Bo Bcex ciyda-
AX CyZOPOTH OTIMYaJINCh BBICOKOM YacCTOTOH,
CKJIOHHOCTBIO K CEDUMHOCTH U GBLIN PE3UCTEHT-
HBl K Tepanuu 6apbuTypaTaMu. B ocTajbHBIX
clydasx SMIWIENTUYECKHWe MPUCTYIH Je6roTH-
poBanu B Bo3pacTe OT 3 A0 6 MecAlleB B BUJE
nHQaHTUIBHEIX  cma3MmoB. Crenuduyeckue
deHOTHUIINYECKHE KOXKHBIE NPU3HAKU Tybepos-
HOT'O CKJIepo3a OOBIYHO HAaYMHAIU IPOSBIATH-
ca B Bo3pacTe 3—5 Mec. B BuZe IOABICHUA
HeOOMBIINX OBAJIBHBIX JAENMUTMEHTHPOBAHHBIX

Puc. 2. KomnviomepHble momozpammsl peberka 3 sem ¢
Mezananyedanueil, azeHe3duetl Mo30aucmozo mead. Jlegoe
nosyulapue 207108H020 M032a ygeauueHo. III scenydouek
DACNOI0MNCeH 8bLCOKO MeNCOY PA30BUHYMbIMU MeAAMU
60x08bLx Acerydoukos. Bokosoll ucenydouek pacuuper

Ha cmopoHe nopaycenus. Kopa negozo nosywapus
ymoaujeHa

A B

Puc. 3. Tonozpamma (A) u KOMNbIOMEPHASL MOMOPAMMA
(B) peberka 12 dHell ¢ 8poxcdeHHol eudpanaryedanueil.
@Popma uepena usmeHeHa, Kocmu nepedHezo omoead c600a
uepena ucmoHueHsl. Bewjecmeo mo3z2a 60abWUX NOLywa-
puil npakmuuecku omcymcmayem
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IIATEH. HpHMeaneano, YTO IIOABJIEHHE IIATEH
OOBIYHO COYETANOCH C IIOABJIEHUEM SIIHJIEITH-
YyeCKUX IPUCTYNOB. B 6 ciayyadx oTMedanuch
ZpyTye KOXXHble U3MEHEHM:A B BUJE aHTMOMa-
To3a, «KodeHHbIX» ATEH. Y Bcex JeTel ¢ Tybe-
PO3HBIM CKJIEPO30OM YK€ B IIEPBOM IOJIYTOAUU
>KM3HM BBIABJIANIACH 3aJep)KKa IICUXO-IIpeapede-
BOr'o pa3BUTHUA. bosiee BRIpaXKEHO 3TU Hapylle-
HUsS GOPMUPOBAIUCH HA BTOPOM T'OZy *KU3HU. B
8 ciIydasx y OZHOrO M3 poAuTesneidl 0OBIYHO OT-
MedYaJMCb MOHOCHUMIITOMHBIE IPU3HAKU JaHHO-
ro 3aboseBaHuA (JeIUIMEHTHPOBAHHbIE MIATHA
Ha KOXe TYJIOBHINA, aZleHOMBI CaJTbHBIX XKeJle3 Ha
JINIe), 9YTO YKa3bIBaJIO Ha JOMUHAHTHBIHM Xapak-
Tep Hac/JeJOBaHUA JaHHOTO cuUHZpoma [2,9].
B ocTanpHBEIX Cilydasax pasBUTHe 3aboseBaHUA
paclieHMBaIOCh KaK criopagudeckoe (BapHaHThI
HOBBIX MyTanuii?). Haubosnbmeii nHGopMaTUB-
HOCTBIO OT/IMYA/JINIChb M3MEHEHHUA, IMOJIYyY€HHbIC
npu KT (puc. 4).

Puc. 4. KomnvtomepHsle momozpammet peberka 8 mec. ¢
my6epo3HbLM CKepo3oM. B cmenkax 60ko8bix sceny0oukos
cy6aneHOUMANbHO onpedessitomest cneyu@uueckue nempu-
Puxamot (mybepcot)

OuuedasoTpureMuHaIbHBINA aHruomaros (6o-
ne3np llItypre—Bebepa) xapakTepusoBascA
BBIDQXKEHHBIMU TIPOSBJIEHUAMU Y BCEX IMallleH-
TOB cpasy IIOCjIe POXK/JEeHUA B BHJE aHTHOM Ka-
BEPHO3HOTO XapaKTepa, JOKAJIMU3YIOUIMXCA Ha
JIAIle B MECTaX BBIXOJOB TPOMHUYHOIO HEpBa,
YTO COOTBETCTBOBAJIO KJIACCMYECKOU KapTHHe
JaHHoro 3abosneBanus [2,15]. B 3 cryyasx Ha-
6JII0ZjaIMCh aHTUOMBI Ha TY/IOBUILe. Y 4 feTell B
HeOHaTaJIbHOM IIEPHOZie OTMEYaINCh MapIfab-
HBIE CyZJOpOTH, B AaybHeleM chopMUPOBaIUCh
reMuIapessl, KOHTpJaTepalbHbIe SHIlepanroTpU-
reMUHaJIbHOU aHrHoMe. B 3 ciy4yasnx 6buia BBIAB-
JIeHa BPOXKJeHHas IVlayKoMa Ha CTOpOHE aHTHO-
Mel. [Ipu npoBezernu KT y 7 GOJIBHBIX yXKe IIPU
TIPOU3BO/ICTBE TOMOTPAMMBI OIIpeJeAINCh IIe-
TpubUKaTHl B TEeMEHHO-3aThUIOYHBIX OOJIACTSIX.
Bosnee zeTanpHO IOpaskeHNEe MO3ra OLIeHUBaIOCh
Ha aKCUAJIBHBIX Cpe3ax — MMeJIOCh OJHOCTOPOH-
Hee NOpakeHHe KOPKOBBIX OTZEIOB TeMEHHO-3a-
TBUIOYHBIX Ob1acTeli (meTpuduKaThel B KOPKOBBIX
otzenax). Bo Bcex HabmoAeHUAX ObUIA BBIABIEHA
YMepPeHHO BhIpaKkeHHas aTpodus BelecTBa MO3-
ra (puc. 5).

IIpn mnposesenuu MPT ¢ KOHTpPAaCTHBIM YCH-
JleHreM OOJIBHBIM, ¥ KOTOPBIX He BBIABJLAIHUCH
KanbpuudUKaTE, ObUTM OOHApY)XEHBI AHTHOMBI,
KOTOpBle BU3yaJIN3UPOBAIUCH KaK 00acTH Io-
BBILIEHNS CHUTHAla B KOHBEKCUTAJIBHOM CyO-
apaxHOMZAJbHOM IIPOCTPAHCTBE U B cybapax-
HOUZIAJIPHOM TIPOCTpPaHCTBe OOpO37, a TaKKe
YBEJIMYEHHOE COCYZUCTOE CIUIETeHHe GOKOBOIO
JKeJTyZlouKa TIOpakKeHHOM CTOPOHBL. Y Bcex 60Jb-
HBIX OTMEYaJINCh IPU3HAKKU aTpodUU IOpaKeH-
Horo noaymapus (puc. 6).

Puc. 5. KomnwtomepHble momozpammut peberka 1 200a 2 mec. ¢ IHUyePAIOMPULEMUHANBHBIM

axzuomamosom. B KOpKo8oM omaeJie meMeHHO-3aMbLIOUHOLL 06Iacmu s1e8020 noJsywapus

207108H020 M032a Onpedensiomcst obwupHsle nempuguxamst. CybapaxHoudarbHsie npo-

cmpaHcemeda pacuupeHsl
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Puc. 6. MP-momozpammbl peberka 10 mec. ¢ S3HUedanompuzeMuHaIbHbIM AH2UOMAMO30M.

A — MP-momozpamma 6e3 KoHmpacmuoezo ycunenus, b, B, I — ¢ konmpacmHuim ycuneHuem. Busyanusupyemcs yge-
JludeHHOe cocyoucmoe cniemerue 60k08020 Jicestydouka nopaxceHHotl cmopoust (B), anzuomst (ob1acmu nosbluleHUs
cuzHana) 8 cybapaxroudanrbHom npocmparcmae 60po3d (B), 8 KoH8eKCUMANbHOM Cy0apaxHoudaIbHOM NPOCMpaHcmee

(T). YmenvueHue pasmepos NOPANCEHHO20 NOLYULADUS

HetipodubpomaTo3 (6071e3Hbp PeknuHray3eHa)
6BUI JUarHOCTUPOBaH y 5 nmanueHToB. [1o cpas-
HEHUWIO C JPYT'YMH BBINICOINMMCAaHHBIMU CUHPO-
MaMH JuarHo3 HeiipodubpomaTosa CTaBUWICI B
BO3pacTHOM Ilepuoze oT 2 o 3 JjieT. B 7anHOM
BO3pacTe MBI BBLABWIM TOJBKO Heiipodubpo-
maro3 I Tuma, A1 KOTOpPOro GBUIO XapaKTEPHO
IIopaXkeHue 3pUTENbHBIX IyTel. B HeoHaTalb-
HOM II€pHuoJ€ U Ha IEPBOM IroAy XM3HU HU OJ-
Horo ciydyas Helipodubpomarosa BbIABIEHO
HE 6bIJIO, XO0TA HaJWU4YHE€ THUIIEePIIMTMEHTUPO-
BAHHBIX «KOGEHHBIX» MATEH BBIABIIOCH YiKE
Ha NIEpBOM roay XW3HHU. HepBI)IMI/I KJINHHU4Ye-
CKMMU TIpOSBIEHUAMHU Helipodubpomarosa
I Tuma GbUTH: TaplUasbHble CYAOPOTH, MeJ-

A B

KUe OKpyIyible 00pa3oBaHUA Ha KOXeE IO XOAY
KPYIHBIX IlepudepryecKux HEpBOB, «KOpeH-
HBle» IIATHA Ha KOXKe TYJIOBUINA, y 3 IallUEHTOB
OBUT MIUTMEHTHBIH HeBYC B 06JaCTH KpecTna, y
2 — CcHIXeHUe 3peHusa u Kocornasue. Haubo-
Jlee 4acThIM IIPOABJIIEHHEM Helipodubpomaro-
3a | Tuna asaanock BeiABaAeMoe Ha KT u MPT
ob6bpeMHOe obpa3oBaHue (IIKoMa) 3pUTENbHO-
ro HepBa, OJHO- WIH JABYCTODOHHee, KOTOpOe
y 2 IanMueHTOB paclpoCTPAHATIOCh Ha 001acTh
XWa3MBl U 3pUTeNbHBIe TPaKTH (puc. 7). B ro-
JIOBHOM Mo3re o6beMHOe ob6pasoBaHue (acTpo-
uuToMa) Haubosiee YacTO JIOKaJIU30BaloOCh B
obyacTy cpeZHEro Mo3ra, 4YTO HallIO OTpaske-
HUe B iuTepatype [2,6].

B

Puc. 7. KomnvtomepHble momozpammel peberka 2,5 nem ¢ Hetlipogubpomamosom I muna. Onpedesisiomest 2/uombl

3pumensHbLx Hepeos (A), 06semHoe obpazosarue xuasmansbroil obnacmu (B), pacnpocmpansitoujeecst Ha Npuaedcauyiie
cmpykmypst Mo3ea, cdasnerue I sceydouka, acummempuuHoe pacutuperue 60ko8bLx dcerydouxos (B)
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Takum 06pa3oM, «CHHAPOMBI HapyLIeH!s Helpo-
HaJIBHOM mposnudepanun» IpecTaBIaoT coboi
reTeporeHHyI0 TIPYMIy COCTOSHUN, OTINYao-
UXCA KIMHUYECKUM ITOIUMOPGU3MOM U UMeEo-
mux creuduyecKre CTPYKTypHbIE U3MEHEHNUs B
TOJIOBHOM MO3Te, BBIABJIAEMBIE IIPY IIPOBEAECHUH
KOMIUIEKCHOH JIy4eBOH AUarHOCTUKU. OZHMMU
Y3 Ba)KHEHUITNX OOUIMX KJIWMHUYECKUX ITPOsBIIE-
HUHI JaHHBIX CHH/JPOMOB SBJIAIOTCA SIIWIENTH-
YecKHue CyJOoporH, KaK IIPaBUIO, Pe3UCTEHTHbIE
K aHTHUKOHBY/IbCAHTHOM Tepanuw, gucMopdude-
CKUH (QEeHOTHUI NallMeHTOB, HapylleHUe IICUXU-
YeCKOr'o, B MeHbIlIeH cTelleH MOTOPHOT'O pa3BU-
tua. Jia Bcex dopm pakomMaTo3oB xapaKTepHO
HaJINYMe KOXHBIX M3MEHEHUH B COYeTaHUU C
HEBPOJIOTUYECKUMH CUMIITOMaMu. [1py BEIABIIE-
HUU JaHHBIX KIMHUYECKUX 0COOeHHOCTEl B paH-
HEeM JeTCKOM BO3pacTe, OCOOEHHO DPe3UCTEeHT-
HBIX OSIWIENTHUYECKUX CYAOpPOT, HEOOX0JUMO
NIpoBeZieHNe 3TAITHOI'O KOMIUIEKCHOTO JIy4YeBOT'O
obcienoBanua ¢ nomombio HCI' mpu poxze-
HUM U B IIepBble MeCAIHl XU3HY, a Takke KT u
MPT. Kaxxzplii MeTo/ JTy4eBOi JUarHOCTUKU He
WCKJIIOYAeT ZPyrol, a B OOJBIIMHCTBE CIy4aeB
JIOTIOJIHAET KayeCTBEHHO HOBOM uHpopManuei
II0 CTPYKType ToJOBHOTO Mo3ra. IIpoBezeHue
JAHHOTO OOC/IeZOBaHUSA IO3BOJIAET BBIABJIATH
pa3IuYHble CTPYKTYpPHBIE HapylIeHUsA B I'OJIOB-

HOM MO3re, CBA3aHHBIE C HapylleHHeM 3Tara
HeWpOHaIbHOH Nponudepanyy, IporucxozAliee
B IIepHoj CO 2 1O 4 MecALbl BHYTPUYTPOOHOTO
pa3BuTuA Iwioga. CBOEBPEMEHHOCTb, TOYHOCTh
CHHJPOMaJIbHOM JAMAarHOCTUKU JAaHHBIX Hapy-
LIeHUH HeUpOOHTOoreHe3a HeoOXoAMMa IIpeXxze
BCero A IPOBeJeHUs paHHero MeJuKO-TeHe-
TUYECKOro 00CIe0BaHUA B CEMbAX, MMEIOIINX
60/IbHOTO pe6eHKa ¢ CUHAPOMAaMH «HapyIIEeHUs
HeUpoOHa/NbHON mNponudepannu», T.K. B OOJIb-
UIMHCTBE CJIyYaeB JaHHble 3ab0/eBaHUSA HMe-
0T ayTOCOMHO-ZOMUHAHTHBIM XapakTep U PUCK
POXZEHUs B IOCIeAyooueM OOJNbHBIX JeTel B
JlAaHHOM ceMbe 4pe3BBIYaiiHO BeICOKUH. IIpu BEI-
SIBJIEHUM TePaTOTeHHBIX GaKTOPOB, BO3JEHCTBY-
IOIMX HAa IUIOZ B Ieproz 2—4 MecsAleB BHyTpUY-
TPOGHOT'O Pa3BUTHS U MPUBEALINX K Pa3BUTHIO
JAHHBIX IIOPOKOB HEPBHOH CHCTEMBI, B CIy4asax
IIOC/IeAYIOIUX OepeMeHHOCTeH cilefyeT Mo BO3-
MOXXHOCTH 3TH $HaKTOPBI UCKIIOUNTE. K coxaie-
HUIO, pa3BUTHE «CUHAPOMOB HapyllleHul HeHlpo-
HaJIBHOM Tposudeparii», IPOU30UIe IINX [0,
BJIUSHUEM HOBBIX CIIOHTaHHBIX T'€HHBIX MyTa-
LU, HA CEeTOJHAIIHEM YDPOBHE Pa3BUTHA COBpe-
MEeHHOH MeZIMIMHBI TPOQIIaKTUPOBATh IPAKTU-
YecKH He IIpe/CTaBIAeTCA BO3MOXKHBIM, OJHAKO
9TO CTABUT IepeZi TeHeTUKaMU HOBbIE IPOGIeMbI
IIOMCKa MyTareHHbIX paKkTopos. M
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KoMiiekcHOe IpyMeHeHue
METOIO0B JIY4€BO! TUATHOCTUKHU
JIJIS BBISABJICHUSI CTPYKTYPHBIX
U3MEHEHUH IOJIOBHOIO MO3ra

Y HOBOPOKIE€HHBIX U JIeTeHn
PAaHHETr O BO3pacTa npu
BPOKICHHOHU repneTudeCcKon

UH(QEeKIUN

pokaeHHble WHQEKIIMOHHBIE IT0-
BpameHm TOJIOBHOTO MoO3ra Hapsi-

Iy C TepUHATAJbHBIMU IIOCTTHU-
TIOKCUYECKUMU TOPaXXeHUsAMHU O006yCIaBINBAIOT
BBICOKHE I[UPPHI ICUXOHEBPOJIOTUIECKON MHBA-
NUAV3alUY B MOMYJIALNYU JETCKOTO HaceleHUs
[1, 2, 3]. OT0 ompezesieT aKTyaJlbHOCTD IIPOGITE-
MBI paHHeH IUarHOCTUKY, JIedeHUs U TPodUIak-
THUKH BPOXKIEHHO!N WH(}EKIIMOHHON IaTOJOTHH.
TepmeTryeckass MHPEKINUA JOCTATOYHO LUIMPOKO
pacrpocTpaHeHa B IOIY/AIIMY B3pOCJIOro Hace-
JIeHWs, U aHTUTeNA K Hell BBIABJIAIOTCS C YacTo-
TOl OoT 7 70 40% [4, 5, 6]. BelgensioT Ba TUIIa
reprec-BUpycoB: repmec-Bupyc | tuma (Bo36y-
AUTENh JabuanbHOl reprec-uHGEKIIMN) U Tep-
nec-Bupyc II Tuna (Bo3OyAUTeNb TeHUTATbHOMU
repriec-uHbeknyn). l'eprieTnyeckue IOpakeHUsI

y IUIOZAa U HOBOPOXK/JEHHOTO 4allle BbI3BIBAIOTCA
repnec-supycoM II Tumna. Yacrora repnec-Bupyc-
HOHM MH(}EKIINU Y HOBOPOXKAEHHBIX OTINYAETCS
BapuabeIbHOCTBIO M cocTaBiseT oT 1:2500 o
1:60000 HOBOPOXEeHHEBIX [7].
3apakeHHe IUIoa U HOBOPOX/JEHHOIO Tep-
rlec-BUPYCHOM MH}EKIMEN TPOUCXOAUT B aHTe-,
WHTpa- U HEOHATaJbHOM Iepuoax. Haubosee
yacto (oxosno 70%) 3apakxeHUe NPOUCXOAUT B
WHTPaHaTaJbHOM IIepHUOZe IIPpU KOHTaKTe IIoZAa
u reprec-supyca Il Tuna B nepuoy, IpoxXoxAeHUA
yepes poZoBhIe ITyTH MartepH [8, 9].
BrIeniAr0T TpU KIMHUYecKue GpopMEI repriec-Bu-
pycHOH MH}EKINN y HOBOPOXKAEHHBIX:
1. Jlokanu3oBaHHasA Gpopma c MopaKeHUEM KOXKU
U cIusucTo pra u mas (20—40% HeoHaTasb-
HOTO reprieca).
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2. TenepanusoBanHas popma (20—50%).

3. TepmeTnyeckoe MOpa’keHHUe TOJIOBHOI'O MO3Ta
(menunHrosHuedanut, sHieGaIUT — OKOJIO
30%).

[Tpu 6osiee paHHeM UHGUIMPOBAHUU IUIOJA T'ep-

TIeCBUPYCHOHN MH(}EKINell 06BIYHO OTCYTCTBYIOT

KJIMHAYECKUe TPU3HAKU OCTPOTO TeYeHUs Hel-

pouHdekiuu. BmecTe ¢ TeM U3MEHEHUs B LIeH-

TpaJbHOM HEpBHOM cHcTeMe, IIPOU3OIIe/IINe Y

IJI04a 3a0Jr0 0 POZOB, UMEIOT HeOOpaTUMBII

xapakTep. JTO OOYyC/JIOBIEHO BpeMEHeM BO3-

JIeICTBUS  TaTOJIOTMYECKOr0 MHQEKIMOHHOTO

dakTopa Ha IEHTPAIbHYIO HEPBHYIO CUCTEMY

(UHC) mwroza [10, 11]. BosgetictBue Ha [THC B

mepBble TPU Mecsala OGepeMeHHOcTU (TIepUof,

sMOpHoreHesa) IPUBOAUT K GOPMHUPOBAHUIO
rpy6bix nopokos passutusa LJHC (aucreHesusam),

YacToO HECOBMECTHMBIX C JKU3HbIO. Bo3zelicTBre

B [TOCJIEYIOIINE MeCALbl BHYTPUYTPOGHOTO pas-

BUTHUA IUIoAa (mepuog deToreHesa U IUIAlleHTa-

L¥K) PUBOJUT K Pa3BUTHIO IiepebpaTbHBIX de-

TONATUH WIN BHYTPUYTPOOGHO IepeHeCEeHHOMY

MeHuHro3HIebanuTy. OAHUMU M3 OCHOBHBIX

KJIMHAYECKUX CHUMIITOMOB, OTPaXAIOUIUX BO3-

JelicTBUe MOBpeXAaIUX GaKTOPOB, B TOM IHC-

Jle ¥ BUPYCHBIX, Ha IUIOJ, SBJIAIOTCS Pa3jNYHbIE

AUCOMOPHOTeHETUIECKHE CTUTMBI, BhISIBJIsIEMBIE

cpasy nociue poxzeHus [12, 13, 14, 15].

OCo6eHHO HACTOPAKUBAMOIIUMU ABIAIOTCI UX

KosmudecTBO (CBBIIE 6), a TakKKe HaIU4YUE UX

B obmactu rosoBel (MukporedanbHasi dopma

TOJIOBEL, ZedopMalysa YIIHBIX PaKOBUH, HOCA,

aHoOMalus CTPOeHUA Heba, MUKDO- WIM 3HO-

¢drameMm u 1p.).

Lesnbi0 HACTOAIIEr'O HCCIENOBAHUA SABWIOCH M3-

y4eHHe CTPYKTYPHBIX W3MEHEHUIl B TOJIOBHOM

MO3re HOBOPOXK/IEHHBIX U ZieTell paHHero Bo3pac-

Ta KaK C TeKyllel reprnecBUpPyCHON MHEKIMEH,

TaK U IIPY ee TOC/IeCTBUAX.

UccnefoBaHus NMPOBOAWINCH C MTOMOIIBIO KOM-

TUIEKCHOU JTy9eBOM ANAarHOCTHUKH : HEUPOCOHOTpa-

¢uu (HCT), xommnbiotepHo# ToMmorpaduu (KT) u

MarHUTHO-pe30HaHCcHoM Tomorpaduu (MPT).

Tlox HamuM HabmofeHmeM Haxozwiacsa 21 pe-

6GEeHOK C TrepIecBUpPYCHON HH)eKIuel U ee mo-

CJIeCTBUSAMHU B BO3pacTe OT 8 AHel A0 3 JeT.

Uaentudukanus Bo3OyAUTeNsT MPOBOAWIACH

UMMYyHOdEepMeHTHBIMH METOZAMU U C IOMOIIBIO

TIOJIMMePa3HO I[eITHOM peaKLIUH.

VY Bcex HabIIOAAEMBIX J€TEHN TAKECTh COCTOSHUSA
TocJIe poXKAeHus1 Obl1a 06ycIOBIeHa HEBPOJIOTH-
YeCKUMU HapyUIEHUsAMU: BEAYIIUM CUHAPOMOM
OBUTM HeOHAaTalbHBIE CYAOPOTH, ABUTATETbHbIE
HapyllleHWs ¢ MpeobyajaHreM MBIIIEYHOMU TH-
MIOTOHUH, B YETBhIPEX CIy4asx JUarHOCTUPOBaHA
BpOXKZIeHHass MuKporedanusa. [lpu usydeHUu
aHaMmHe3sa B 6 ciydanax (28,6%) uMenuck JaHHbIe
O IIepeHEeCeHHO! TrepIeTHYecKod WHGOEKINH y
MaTepeil Bo BpeMs OepeMeHHOCTU (BO BTOPOM
U TpeThbeM TpuMecTpax). Hamndue Bo Bcex ciry-
YasgxX HEOHATAJbHBIX CYJOPOT, OTIMYAIOIINXCS
BBICOKOM YacTOTOM, MOMUMOPPUIMOM U pe3u-
CTEHTHOCTBIO K 6a30BOM aHTUKOHBY/IbCAHTHOM
Tepanuy, a TakXkKe, YIUTHIBas AU3IMOpHOTEHe-
TUYeCKHe CTUTMBI 1 MaTEPUHCKUH aHaMHe3, [
VICKJTIOYEHUsT BPOXKAEHHBIX TIOPOKOB Pa3BUTHUS
TOJIOBHOTO MO3ra ObLIa IpOBeJeHa KOMIUIEKC-
Has dTallHadA JydeBas JUArHOCTUKA. [IpuMeHUB
KOMIUIEKCHOE 3TaIllHOe JIydeBoe oOciieZjoBaHUe
Y 9THUX JleTel, BbISIBJIEHBI CJIEAYIOIINE CTPYKTYP-
HbIE HapyUIeHUs FOJIOBHOTO MO3Ta BPOXXAEHHOTO
reHe3a: 1 6osbHOM ¢ rugpoaHsHIedanuei, 2 ¢
HeZIOpa3BUTHEM MO3OJIMCTOTO Tesa, 2 OONbHBIX
MMeI MHO)XECTBEHHBIE KHCTBI, 1 GOJbHON —
KHCTHI ¥ KanbIIUPUKATHI B 3pUTEIbHBIX Oyrpax.
15 (71,4%) GONBHBIX WUMEIU KJIUHUYECKHE IIPU-
3HAKU MEHUHTO3HIedarnuTa, KOTOpbIE IIOSABIIA-
JIUCh B TEPBYIO-BTOPYIO HeJENU TOCTHATAJIBHON
JKU3HU. Y Bcex OOJbHBIX HaOMIOAICA ITOAHEM
TeMIIepaTyphl, BAJIOCTh, CMEHSIOIIASACS BO30YKe-
HUeM, BHyTpUYepeITHasA TUIePTeH3usI, CyZOPOrHy.
HCT npoBezena 17 6osbpHBIM ¢ BI'Y, 15 (88,2%)
13 HUX Ha IIepBOM MecdAlle Xu3HH, 15 (88,2%)
WCCIeZIOBaHE IIPOBOAWIOCH HEOJHOKPAaTHO B
JAUHaAMUKE.

Y 9 u3 15 HOBOPOXKAEHHBIX, KOTOPble UMeJIU KJIU-
HUYECKVEe TIPOsBIEHUs MEHUHTO3HIledaInTa,
o6Hapy»XeHO BBIpa)KEHHOE TIOBBIIIEHNE 3XOTeH-
HOCTHU BCETO BeIlecTBa Mo3ra U 60po3z 6oIbIInx
TIOJTyIIApUH, CAABIEHUE JKeTYZ0YKOBON CUCTEMBL.
Ha 2—3 Hezesne 3aboneBaHUs OTMEYaIOCh yMe-
PeHHOe pacIIVpeHue KeIyZO4YKOBOM CHCTEMBI B
CBSI3U C YMEHBIIEHHEM OTeKa Ha (oHe JieueHus.
BoccTaHOB/IEHHA MO3TOBOTO BeIlleCTBA B HAIIMX
HaOMIOeHUsIX He OTMedeHo. Busyamusuposa-
Jach 3xorpaduyeckas KapTHHA IOYTH IIOJHOMN
JIECTPYKIIMM BellecTBa Mo3ra ¢ obOpa3oBaHHEM
OOIIMPHBIX KUCT, CIMBAIOIIUXCS C JKETyZ0IKOBOM
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CHUCTEMOM U CyOapaXHOWZAIbHBIMU IPOCTPAH-
crBaMu (puc. 1). BusyannanpoBanvch OTAeNbHbIE
OCTPOBKM CKJIEDOTHYECKH H3MEHEHHOI'O Bellle-
CTBa M03ra, aTpodUUHbIE 6a3aIbHble TaHIINU.

Y 6 6OJBHBIX MPOIECC HAYMHAJICA C MOSBIEHUS
YJaCTKOB IOBBIIIEHHOH 3XOT€HHOCTH B JIOOHBIX
obnactax (2 6ONBHBIX), JIOOHO-BUCOYHBIX 00JIa-
cTAX (2 GONBHBEIX) U JTOOHO-BUCOYHO-TEMEHHBIX
o6sacTax (2 GONBHBIX). YYaCTKU HOBBIILIEHHOM
9XOT€HHOCTH OIIpeJe/SUINCh B KOPe U IIPUIeXa-
mux obnactax 6enoro BemjecTBa. OTMedasncs
yMepeHHO BBHIDQKEHHBIM OTEK BellecTBa MO3ra,
czaBieHe GOKOBOTO KeIyZ0YKa FOMOJIaTePaIb-
HOM CTOPOHEI CO CMellleHUeM CPeJUHHBIX CTPYK-
Typ. IIporjecc Bo Bcex CIydasx MporpeccupoBal,
Ha MecTe ZIeCTPYKLINU BeIecTBa Mo3ra 06paso-
BBIBAJIMCh TOp3HIIehaTNIeCcKUe TosocTy. B 2 Ha-
GJIIOZIEHNAX KHUCTBl CIMBAJIMCh C JKEIyZOYKaMH
mo3sra. Popmuposanach guddysHas 1epedpaib-
Has aTpodusi, KOTopas XapaKTepHu30Balach pac-
LUIMpeHreM cy6apaxHOUJATIbHBIX IIPOCTPAHCTB U
JKEJTY0YKOB.

Y 2 6onbHBIX 6 U 8 MecsAIa JKU3HU OTCYTCTBOBa-
JIY IPU3HAKU OCTPOTO MEHUHTOdHIedanuTa, Ho
“Mesach J1abopaTOpHO MOATBEPXKAEHHAs reprie-
THdecKaa nHGEKIUA. DT eTH UMeNTU IIOPOKU
pasButus mosra: 1 601bpHOM ¢ ruApoansHIleda-
sueii, 1 60bHOM NMe MHOJKECTBEHHBIE KUCTEL.
KT npoBezseHo 21 60JbHOMY C TepIETUYECKUM
[TOpa)kKeHHWEM TOJIOBHOTO Mo3ra. Y 6 GOJIBHBIX
OTCYTCTBOBAIM IPU3HAKKA OCTPOI'O MEHUHIO-
sHnedanmuTa, HO KMenach 1abOpaTOPHO IIOA-
TBEp)XKJEHHAasg repretudyeckas WH)eKIUI y
HOBOPOXXJEHHOTO U y MaTepu BO BpeMs Gepe-
MEHHOCTH. JTHU JeTH UMeJIN IIOPOKU DasBU-
THA Mo3ra: 1 6osbHOI ¢ ruzpoaHsHUebanuei
(puc. 2), 2 c HeOpa3BUTHEM MO3OJKICTOTO Teja
(puc. 3), 2 60TbHBIX UMeTN MHOXXeCTBEHHbIE KU-
cThl, 1 6OJBHON KUCTHI U KaabIIUGUKATHI B 3pU-
TebHBIX Oyrpax (puc. 4). Bce feTH 3TOH rpymIbI
VMeNN YMEpDEHHO BBIDAXEHHOE paclUIupeHHe
KOHBEKCUTAJIBHOTO CyOapaXHOWAAILHOTO IIPO-
CTpaHCTBa.

15 GONBHEIX UMeNH KINHUYECKHe INPOSBIEeHUI
MeHUHrodHIebanruTa. Y 9 OGOJBHBIX B IPOIECC
BOBJIEKAJIOCh BCE BEI[ECTBO MO3Ta OOJBIINX
noymapuii. [Iporiecc HaYMHAICA C TIOSABIEHUS
BBIDQKEHHOTO OTeKa, OTCYTCTBOBaJIA TPaHUIA
MeX/ly GeJIBIM U CEPBIM BeIeCTBOM, JKeJIyJ04YKO-

Puc. 1. HetipocoHozpamma peberka 1 mec ¢ zepnemuueckum
aHyedanumom. IlosvluleHUe IX02eHHOCMU 8elecmad MO3-
2a. AHaX02eHHble YUaACmKU — GOPMUPYIOUsUEC KUCTbL

Puc. 2. KomnwiomepHble momoepammbl peberka 10 mec ¢
2udpoanyedanueil. Beuyecmeo mo3ea 60bULX NOSYWAPULL
8U3YANU3UPYemcsl 8 8Ude MOHKOIL NOJIOCKU Medcdy paciu-
peHHbIMU GOKOBbLMU HCeNYOOUKAMU U KOCMAMU Hepend

Puc. 3. KomnvlomepHsie momozpammul pebenka 12 mec ¢
azeHe3uell mo3onucmoezo mena. Onpedesnsiemest WUPoKoe U
NapauienbHoe pacnonoxceHue mes 60K08bLX Jcesy0ouKos,
pacwupeHue 3a0HUX P0208 6OKOBbLX Jicey00UK08
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Bas crcreMa ObUIa caBJIeHa.

Ha 2—3 Hezese 3a601eBaHNs OTEK MO3Ta YMeHb-
masncsa. OTMeyanoch yMepeHHOe paclIMpeHue
JKeJIyZOYKOBOM CHCTEMBI, ITOBBIIIEHNE IUIOTHO-
CTH BelllecTBa MO3Ta.

5—6 Hegena 3aboneBaHUs XapaKTepH30BajIach
BBIPQ)KEHHO!H HeoOpaTUMOL ZIeCTPYKIMEH Bellle-
CTBa MO3ra, IVIOTHOCTb KOTOPOTO CHIDKAjach 0

Puc. 4. KomnvlomepHbie momozpammbyl pebenka 3 mec

€ NOCIE0CMBUAMU NepeHeceHH020 BHYMPUYmpo6HO
2epnemuuecko20 3Hyedaruma. BuipascenHoe pacuiuperue
acesry0oukosoli cucmemsl. Pacwuperue cybapaxHoudans-
HbLX NPOCMPAHCM8 6ONbULLX NOLYWAPULL U MO3JHceUKd.
ObwiupHble MHOXcecmeeHHbLe Kucmet. Kanvyugukamot 6
3pumenbHbLX Gy2pax

A B

IUIOTHOCTH JIUKBOpa — 5—7 ea. H. BeecTBo
Mo3ra 60JIBIINX MOJTYIIAPU IPeACTaBIIAIO CO60H
KHCTHI, CJUBAMIINECS C JKEIyZOYKOBOU CHCTe-
MOH U cyb6apaxXHOMAAIBLHBIMYU IIPOCTPAHCTBAMH,
UMEJIUCh OTJEeNbHbIE OCTPOBKU CKJIEPOTHYECKH
M3MEHEHHOT'O Bel[eCTBA MO3ra, aTpoduyHbIe 6a-
3aJIbHBIE TaHIIUA (pHC. 5).

Y 6 6ONBHBIX MpOLlecC HAYMHAJCSA C HOSBIEHUS
YYaCTKOB TOHIKEHHON IUIOTHOCTU B JIOOHBIX
ob6nactax (2 60JbHBIX), JOOHO-BUCOYHBIX 00JIa-
cTax (2 60JbHBIX) M JIOOHO-BUCOYHO-TEMEHHBIX
obnactax (2 6GOJBHBIX). YYacTKU IIOHIKEHHOMN
IUTOTHOCTH JIOKQJIM30BAJIMCh B KOPE U IPUJIeXKa-
mux obactsax 6enoro BemectBa (puc. 6). OTMme-
YaJjici YMepeHHO BBIpDaKEHHBI OTEK BellecTBa
MO3ra, caBjeHre OOKOBOTO JKeJIyZlouKa ToMOoJIa-
TepaJIbHOM CTOPOHEI U B JA/IbHeHIIeM cMellleHre
CpefVHHBIX CTPYKTYp. [Ipoliecc BO Bcex ciydasax
TIPOT'PECCUPOBAJI, CHIKEHHUE IUIOTHOCTH JOCTHU-
rajio 3Ha4eHU IUIOTHOCTY JINKBOpPA — Ha MeCTe
JECTPYKI[MU Bell[ecTBa Mo3ra 0O6pa3oBHIBAIHCH
KHCTBL B 2 HaO/II0AeHUSIX KUCTHI CJINBAIMCh C JKe-
synoukamu Mosra. PopmupoBanack auddysHast
1epebpanbHas aTpodusi, KOToOpas XapaKTepu3o-
Bajach paciirpeHreM cybapaxHOUJaIbHBIX IIPO-
CTPAHCTB U JKEJIYZ0YKOB.

KapTuHa CTPyKTYpHBIX W3MEHEHHH TI'OJIOBHOT'O
Mo3ra y zeTeil ¢ BpoxxkgeHHbIMU BI'M, nomyuyeH-

B r

Puc. 5. KomnsiomepHsle MoMozpammbl pebeHKd ¢ MeKyuwum 2epnemuueckum meHuHzosHyedanrumom. A— Komnesromep-

Hble MOMO2PAMMbL, NOTyUeHHble 8 603pacme 15 OHell. Onpedeisiemcs 8bIPANCEHHBLL OMeK, OMCymemayem epanuya mexcoy

6esbim U CepuiM seuwecmeom, Me]lyaOHKOB(I}l cucmema coasnena. b — KOMnb}Omeprle momozpammbl, nojtyueHHsvle 8 803-

pacme 1 mecsiya. Omek mo32a ymeHbWUACS. Bokogble ycesry00uKU yMepeHHO pacuiupetsl. Busyanusupytomes omoensHble

yuacmku eeujecmea moseda. B, r— KOMle}Omeprle momozpammbl, nojtyueHHsvle 8 eo3pacme 3,5 mecaua. BblpaJKeHHa}l

OecmpyKyus 8eujecmaa mo3ed, I0MHOCMb KOMOpP020 CHUiceHa 00 niomHocmu aukeopa — 5—7 ed.H. Beujecmao mo3za

npedcmasisiem coboil KUCmbl, CAUBAIOWUECS C HCeSYOOUKO0B80lL cucmemoll U cybapaxHoUdanbHbLMU NPOCMPAHCMBAMU,

sudyaniusupyromcsa omoeibHble ocmposKuU cKjiepomudecku UsmMeHeHHO020 seuwjecmea mo3ea
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Has ¢ nomoisio KT, B mogasaamomeM 60/IbIINH-
CTBe ClIy4yaeB KOppeJupoBaja C KJIWMHUYECKUM
craTycoM peGeHKa, T03BOJIAIa Ha3HAYUTh aZleK-
BaTHYIO Tepamnuio U ¢ GOJBLION ZOJeil BEpOAT-
HOCTHU IIPOTHO3MPOBATh JajbHellllee pasBUTHE
pebeHKa.

ITokasanuamu k nposezeHutro MPT asisanioch
Hajau4yyde PEe3HUCTEHTHBIX K JIe4YeHUIO CYZOpOT,
BBIpaKEHHBIX HapyIIeHUH IICHXOMOTOPHOTO pa3-
BUTHUA Yy JeTeil ¢ OOIBIINM KOTUYECTBOM CTUTM
AuzaMbpuorenesa. Kpome Toro, mpu mozpospe-
HUU Ha Ze6IoT 3HIjedanuTa pyu OTCYTCTBUM U3-
menenuit Ha HCT v KT /151 BeIABIEHUA crieliudu-
YeCKUX O4aroBbIX U3MEeHEeHUN BOCIaIUTeNIbHOTO
xapakTepa 6110 Heo6x0auMO 1poBegeHrie MPT.
MPT nposeseHa 4 OOJIBHBIM C reprieTUYEeCKOHM
nHbekuue. Y oZHOT0 pebGeHKa NOATBEPKAEHO
3anozo3perHoe Ha KT Hejopa3BuTHE MO30JIMCTO-
ro Tena (puc 7).

MPT saBiseTcsa o4eHb YyBCTBUTEIbHBIM METOLOM
ZJ1A1 BBIABJIEHUA TOPAXXEHUA rOJIOBHOI'O MO3ra Ha
PaHHUX CTafuAX TepIeTUYECKOro 3HIedannTa,
korza Ha KT-u3obpakeHUAX He yAaeTcs Ompese-
JIUTH IATOJIOTUYEeCKUX U3MeHeHuH (puc. 8).

[Tpu npoBegenuu MPT 2 6osbHBIM B dase obpa-
30BaHuA KUCT B pexxumax T1 u T2 BBIABIAINCH
y4yacTku ¢ MP-curHaioM, COOTBETCTBYIOLIUM
CUTHaJIy OT JINKBOPA, pasZie/ieHHble TOHKUMU I1e-
peropogkamu. B zanHOM cirydae MPT-u3zo6paxe-
HUs cooTBeTcTBOBaMU KT-M306pakeHUAM.
TakuM 0o6pasoM, JJisd IMOJy4eHUs HCYepIIbIBa-
ollell KapTUHB U3MeHEeHUH T'OJIOBHOT'O MoO3ra
npu BI'U wnemecoobpasHo MpoBeJeHUE KOM-
IUIEKCHOU sTamHoM ayyeBoi fuarHoctuku HCT,
KT, MPT. KT nossoJifgeT onpeAejuTb COCTOSAHNE
JKeJIyZOYKOBOM CHUCTEMBI, CyOapaxHOUZATbHbIX
NIPOCTPAHCTB, NMPU3HAKHU OCTPOro 3HUedanuTa,
Haju4yue KUCT, a Takke aHOMaIu{ pa3BUTHUA,
KOTOpPBIE MOTYT COIPOBOX/ATh BHYTPHUYTPOO-
HOe TreplieTUYecKoe IIopaXeHue TOJOBHOTO
Mo3ra (HeZopas3BUTHE MO3OJUCTOrO Teja, TH-
apoaHsHIedanuio). Ha KT xopomo Busyamu-
3UpPYIOTCA KalnbIUUKATBl B BeleCTBE MO3ra.
OpHako Ay onpefeneHus obbeMa MOpaKeHUs
TOJIOBHOTO MO3Ta B CaMOH paHHeH cTagum pas-
BUTHA 3HIedanura, a Takke g YTOYHEHUST
JeTanell HEMmoJHOTO GpOPMUPOBAHUA CTPYKTYP
MO30JIUCTOTO Tejla Iiejecoobpa3Ho IpoBeze-
"Hue MPT. W

Puc. 6. KomnsiomepHble momozpammul peberka 1 mec ¢
MeKyuwum zepnemu4ecKum MeHuHz0aHyedarumom. B
JI06HO-8UCOUHO-MeMEHHOTL 061acmu 0OWUPHbLUL yuacmok
3HAUUMENBHO NOHUNCEHHOLL MLOMHOCMU

Puc. 7. MP-momozpamma 8 pexcume T1 peberka 6 603-
pacme 10 mec c BI'H. YmepeHHO 8blpadiceHHOe UCMOHUEHUE
MO307IUCMO20 Meld HA 8CeM NPOMANCEHUU

Puc. 8. MazHUMHO-Pe30HAHCHAS MOMO2PAMMA 8 pexcume
T1 peberka Ha paHHell cmaduu pa3gumus 2epnemu4eckozo
anyedpanuma. Ioswviuwenue MP-cuznana om 6es020 gewe-
cmea 8 106HO-8UCOUHO-MeMeHHOTL obaacmu
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DTanHoe NnpuMeHeHue

METOOB JIY4€BOM TUATHOCTUKH
JIJIS BBISIBJICHUS CTPYKTYPHBIX
M3MEHEHHUI I'0JIOBHOIO MO3ra

Y HOBOPOKJICHHBIX U JIeTen
PAaHHEr0 BO3pacTa Ipy BPOKICHHOMN
LU TOMEraJIOBUPYCHOM MH(pEKIIMH

OCJIe/ICTBUA IlepeHeCeHHBIX BPOXK-

I I JIEHHBIX HeHpOWHQEKINN HapAxy

C IlepUHaTaJIbHON TUIIOKCUEH SB-

JIAIOTCA OCHOBHBIMU IPUYMHAMU paHHe! [IeTCKOH
TICUXOHEBPOJIOTUYECKON MHBAJIUAHOCTH [1, 2, 6].
OT0 06yC/IOBNIEHO IIpeXZe BCEro TeM, YTO IIpU
BPOXK/AEHHBIX HEHPOMHOEKINAX pPa3BUBAIOTCA
paHHUe CTPYKTypHble H3MEHEHMUA TOJIOBHOT'O
MO03ra, KOTOphlE B GOJIBIIMHCTBE C/Iy4aeB KMe-
10T HeoOpaTuMBIH xapakTep [3, 7, 9]. TaxecTh
opakeHHsA OOYCJIOBJIEHA HE TOJBKO crenudu-
KON BO36yAWTENA, HO M BPeMEHEM BO3AEHCTBUA
MaToJIOTUYeCcKOro MHQeKIHoHHOro ¢dakropa Ha
LIeHTpaIbHyI0 HepBHYyI0 cucteMy (LJHC) mioza u
HOBOpOXXZeHHOro [1, 4]. Bo3zeiictBua Ha [THC B
TepBBle TPU MecsAlja SMOPUOHAJIBHOTO Pa3BUTHA
TIPUBOZAT K IpyObIM IMOpokaMm pas3Butus LJHC
(aucrenesusaM). B mociezyrolnyie MecALbl pa3BU-
BaroTCs LepebpasbHble GpeTonaTuy Wiv BHYTPUY-
TPOOHBIM MeHUHT03HIedannuT. YacToTa BpOXKeH-
HOM IuTOMerasoBupycHoi uHdpexnyu (LIMBLI)
cpefyi HOBOPOXJEHHBIX cocTaBideT 0,2—2,5%
[6, 7, 8]. B To ke BpeMs YpOBEHb CEPOIIO3UTHB-
HBIX IToKa3aTesiei [IMBU y 6epeMeHHBIX XKEHIINH
BapbHpYeT oT 42,6—94,5% [6]. DTo 0OBsACHAETCA
TEM, YTO PUCK MHOUIIMPOBAHUA IUIOAA, THKECTb U
MIPOrHO3 3aboJieBaHuA NpU BpoxkZeHHOI LIMBI
3aBUCAT He CTOJIBKO OT HaJW4MsA BHpyca B opra-
HU3Me MaTepH, CKOJbKO OT aKTUBHOCTH HH(eEK-

LIMOHHOTO ITpoliecca B iepuoz 6epeMeHHOCTH. Ce-
posorudeckue mapkepsl [IMBU, mepeHeceHHOI
KaK BHYTPUYTPOOHO, TaK U MOCTHATAIbHO, BBIAB-
nAaorea y 40—60% geTeli IepBbIX 5 JIE€T JKU3HHU,
YTO yKa3bIBaeT Ha npeobnaganvie [IMBU B cTpyK-
Type BcexX BpOXKZeHHbIX nHpekIuii [6, 8].
[peo6razanue LIMBY B paHHEM BO3pacTe, KJIU-
HUYECKUH MOIMMOpOU3M IpPOSBIEHUN, MHOIO-
obpasue CTPYKTYpHBIX U3MEHEHUU B TOJIOBHOM
MO3re, BBIABIAEMOE IIPU 3TOM MHQEKIINH, olpe-
JleNTWIO 1iesib Halllero McciefloBaHHUA — IIpHMe-
HeHUe 3TallHOTO KOMIUIEKCHOTO JIy4eBOI'O MUC-
CJlIefl0OBAHUSA OJIOBHOT'O MO3ra IIpY BPOXKAEHHOMU
LIMBM. B KOMILIEKCHOM HCCJIEIOBAHUU I'OJIOBHO-
T'0 MO3Tra MCIOJIb30BAJIUCh CIeAYIOUe MeTOAbI:
HelipocoHorpadusa (HCT), xoMmbioTepHas ToO-
morpadust (KT) ¥ MarHUTHO-pe30HaHCHAs TOMO-
rpadusa (MPT).

[Mox HamuM HabIIOJeHUEM HaXOAWIOCh 22 pe-
6enka c LIIMBU B Bo3pacTe OT 4 AHeH 0 3 JeT.
Unentudukaius Bo3OyAUTeNsT MPOBOAWIACH
UMMYHObEPMEHTHEIMU METOAAMU U C IOMOIIIBIO
TIoJIMMepa3HoH IjelTHON peakuuu. Y 17 maryeH-
TOB GBI BIIEPBbIE YCTAHOBJIEH JUATHO3 BPOXKAEH-
Hoit IIMBU, y 5 — moc/ieACTBUA TTepeHeCeHHOM
BpoxxZeHHo [IMBU.

V¥V 14 (63,6%) obcaenoBaHHBIX 60JbHBIX ¢ [IMBU
IIpU POXKAEHUHU OIpeAe/AINCh Clefylolye Xa-
paKTepHbBle CHUMITOMBI: THUIIOTpodUsA, aHEMMUs,
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remaTocivleHOMeraausa, reMopparudyeckuii CUH-
IPOM C TPOMOOIIUTOIIEHUYECKOU ITypIypoil. Y
6 (27,3%) GonbHBIX ObUTa XKenTyxa Uy 9 (41%)
WHTEPCTULINAIbHAs ITHEBMOHUA. Y 3 GOJBHBIX
oTIpesieNIAIC XOPUOPETUHUT U MUKPODTaTbMUS,
y 4 — mukponedanua. KiuHudeckas KapTHUHA
HEOHATaJIbHOTO [IEPHOZA Y BceX OOIBHBIX Xapak-
Tepr30Balach HaJIUMYUEM CHHApPOMA YTHETEHUS
LIHC, y 8 (37%) meTeii ObUIM MPOSBIEHUS TEKY-
mero sHIedanuTa C SIBJIEHUAMH BHyTpUYEpEIN-
HOM TUIIepTeH3uu U cyzoporamu. Ko BTopomy mo-
JIyTOAVIIO XKM3HU BCe 00c/IeZIoBaHHbIE IETH UMeETU
Pa3JMYHOM CTENeHM TKECTU HapyIIeHUs ICU-
XOMOTOPHOTO Pa3BUTHUsA, KOTOPBIE BapbHUPOBAIKN
OT HE3HAYUTENbHOH 3a/epKKu (GpOpPMHUPOBaHUA
TICUXOMOTODPHBIX QYHKLIWH [0 TSDKENBIX TeTpar-
snernyeckux ¢opm JLUIT y AByxX manueHToB. Y 12
60bHBIX cHOPMHUPOBATIACh CHUMITOMATUYECKAs
SIWIEIICHs, HApYIIeHUs CJIyXa BBIABJIEHB Yy 2
GOJIBHBIX B BHZE HEUPOCEHCOPHOH TYTOYXOCTH
2—3 cTeneHu U MIYXOThl y 1 60IbHOTO.

HCT mpoBoawnu Ha annapare SSD — 2000 ¢up-
Mol Aloka, MpUMeHATNCh CEKTOPHBIE WU MUKPO-
KOHBEKCHBIE ZaTYUKH ¢ YacToTou 5,0 u 7,5 MI'L.
HCI' mpoBegena 21 6ompHoMy c IIMBU,
13 (61,9%) Ha mnepBOoM MecAlle KU3HU.
18 (85,7%) O6OJBHBIM HCCIEAOBaHUE IPOBO-
JWIOCh HEOJHOKPATHO B AuHaMuKke. Y 8 obcie-
IOBaHHBIX OOJBHBIX TIPU AebioTe 3abosieBaHU
(ocTphlil 3HIE)ATUT) ONpEAENINCh XapaKTep-
uele HCT npusHaku oTeka mo3ra — AnuddysHoe

Puc. 1. HetipocoHozpamma peberka 2 Hedeslb ¢ 0CMPbiM
yumomezanosupycHoim sHyedanrumom. Koponapuas
naockocms ckaruposanus. Juddysroe nosvluteHue
9X02EHHOCMU 8ewjecmed Mo32d. YMepeHHOoe pAcULUpeHUe
HceNyOouKo8

TIOBBIIIEHNE XOT€HHOCTH BelllecTBa MO3ra, Cy-
’KeHHe >KeTyZO4YKOB, CIIa)KeHHOCTb W3BUIMH,
CHIDKEHUe ITyJIbCalli MO3TOBBIX COCYZOB, a de-
pe3 2—3 Hezenu OT Havasia 60e3HN UMeJIo Me-
CTO pacuIMpeHue XeiayZodkoB (puc. 1). Pacmu-
peHue cybapaxHOWAAQIBHBIX IIPOCTPAHCTB IIPU
HCT oTmeueHO TONBKO y 3 GOJBHBIX, BMECTE C
TeM Ipu npoBezsiennu KT pacmupenue cybapax-
HOUZIAJIbHBIX NTPOCTPAHCTB BBIABJIEHO y 5 6OJb-
HBIX. Y 6 OOJIBHBIX BBIABJIEHBI [I€PUBEHTPHUKYJIAD-
HBle KHCTB, KOTOPBI€ BU3yaJIN3WPOBAINCh KakK
aHSXOTeHHBble yJacTKU B NepUBEHTPUKYIAPHOU
obnactu. ¥ 14 ob6ciefoBaHHBIX G0MbHBIX (6 13
Hux HCI' npoBezeHa Ha 1-M MecAle XWU3HU)
MIPU3HAKOB OCTPOI'0 BOCHAJIUTENBHOTO IIpolecca
He HabJII0AaI0Cch. Y BCeX UMEJIOCh pacUIMpeHHe
JKeJTyZJ0YKOBOM cucTeMsl, y 10 onpesensamvuch Tu-
TIepaXOreHHble YIaCTKU B IePUBEHTPUKY/IAPHBIX
obacTax — KajabiuduKaTtel — puc. 2 (y Bcex
Ccy0aNeHMMapHo, a TaKKe y 2 B IpUWIeKalleM
BeI[ECTBE MO3ra, Y 1 60JIbHOTO B r'OJIOBKE XBOCTA-
TOTO A4pa, ¥ 1 60IBPHOrO B 3pUTENBPHOM OyTrpe).
Y 8 6GONBbHBIX OIpeAe/siIoch paciiupeHue cyo-
apaxHOMJAJIBHBIX IIPOCTPAHCTB OOJIBIINX ITONTY-
mapuii. Hezopa3BuTre MoIymapyuii ¥ HIKHETo
yepBsA MO3Ke4Ka, BbIABIeHHOe ¢ moMombio KT, y
4 6ompHBIX MeToZioM HCI He onpezessiiock. [Ipu
BBIABJIEHUM PaHHUX CTPYKTYPHBIX U3MeHEeHUU
Ha HCI' u nabopaTopHoii BepuduKaluu gua-
rHosa IIMBU cBoeBpeMeHHO Ha3Hadajaachb KOM-
IUIeKCcHadA crenuduyecKas Tepamnus.

Puc. 2. HeiipocoHoepamma peberka 2 mec. ¢ nociedcmau-
SIMU YUMOMezanosupycHozo snyedaruma. Ilapacazum-
MANbHASL NI0CKOCMb CKAHUPOBAHUS. Bugyanusupytomes
aMaxozeHHble yuacmku (KUCMbL) U 2unepaxozeHHble yuacm-
Ku (kanbyugdukamst) 6 napacazummansHoll obracmu
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C uenpro mosmydyeHus 6Gosee monHON mMHbOpMa-
IUA O CTPYKTYPHBIX H3MEHEHHAX T'OJIOBHOTO
mosra KT npoBezena 22 60nbHBIM. Bo Beex city-
yagx KT mpoBoawmiach COIVIaCHO ITOKa3aHUAM,
paspaboraHHBIM Ha Kadeape HeEOHATOJIOTMH
®YB PHUMY g1 HOBOPOXAEHHBIX MU JeTeil
paHHero Bo3pacta [4]. DTUMH TOKa3aHUSIMH
ABJISIUCH:
® Ha/JM4yue O4aroBOoM HEBPOJIOTUYECKON CHMII-
TOMAaTUKA IIOpa)XEHHWA TOJOBHOTO MO3ra,
CTOWKUM ee XapaKTep U IIPOTPeCCUPOBAHUE;
® IIporpeccupoBaHue BHYTPUYEPEIHON THIlep-
TEeH3UU;
® HaIM4yVe Pe3UCTEeHTHBIX K IEYeHUIO I'eHepau-
30BaHHBIX U IIapIIUAIbHEIX CYyZOPOT;
® HECOOTBETCTBHE TAKECTH KJIMHUYECKOI'O CO-
CTOAHUA pebeHKa IaTOJOTUYECKHUM H3MeHe-
HuaM npu HCT.
HccepoBaHye IPOBOAWUIOCH B OTZeeHUN KOM-
nbioTepHOU ToMorpaduu MTKB, aBisaromemMcs
KJIMHAYECKOH 6a30ii kadeApbl HEOHATOJIOTUU, Ha
anmapate Sytec 2000i ¢upmsl General Electric,
KOTOPHBIY ITO3BOJIAET IIOJIy4aTh CPe3bl TOMIIMHOMN
2, 5 u 10 mM. /lna npaBWIbHOM OIIEHKU aHaToO-
MHYeCKUX CTPYKTYD U BBIABJIEHUSI BO3MOXXHBIX
aHoMaIHui TpebyeTcs Xopolllee IPOCTPAHCTBEH-
HOe paspelleHUe, JJs Yero TOJNIINHY CPe30B Y
HOBODOXXJEHHBIX U JleTel IIepBOro rozia >KU3HH,
Y4YUTBIBas HeOOJIBIION pa3Mep IrOJIOBHOI'O MO3ra,
BBIOMpanM paBHOHM 5 MM. IIpu HE0OXOAUMOCTH
YTO4YHEeHHs OOHapyKeHHBIX MU3MEHEHU B obia-
CTH MHTepeca IOoIy4YaIy Cpe3bl TOIIUHOHN 2 MM.
Ipu mpoBezennu KT G6onbHbM ¢ LIMBU y 8 u3
Hux (36,4%) ompezenamvucy KT mpusHaku 5H-
nedannta — CHIKEHUE IUIOTHOCTH BeIECTBa
MoO3ra, Cy)XeHHe XXeJyZO4YKOB BCJeJCTBHUE OTe-
Ka, 3aTeM HMX paclIMpeHHe, pacuIipeHue cyba-
PaxHOMJANBHBIX IIPOCTPAHCTB, HOPMUPOBaHHUE
arpoduu. Y 6 601bHBIX cHOPMUPOBAIUCH IIEPU-
BEHTPUKY/IApHbIe KHUCTHl (puc. 3). ¥ 14 obcre-
JOBaHHBIX 60JbHEIX (6 M3 HUX KT mpoBezeHa Ha
1-M MecsAIe XXU3HU) NIPU3HAKOB OCTPOI'O BOCIA-
JINTEJILHOTO TIpollecca He Habirozanock. Y Bcex
HMMeJIOCh pacCIIMPeHNUe XKeTyJ0YKOBOH CCTEMEL, ¥
10 neTpudUKaTHl B IEPUBEHTPUKY/ISIPHBIX 06J1a-
cTax (CyOaneHANMAaIbHO U B IIEPUBEHTPUKYJLAD-
HOH 30He), pacuIMpeHue CybapaxHOWJATbHBIX
MIPOCTPAHCTB OoypIIMX Moymapuii. B 6osb-
UIMHCTBE cIy4aeB (y 9 6oJbHBIX) HeTprudUKaTHI

A b
Puc. 3. KomnvlomepHsie momozpammul peberka ¢ LIMB
sHyedarumom. A — KoOMNsIOMepHble MOMOPAMMb,
nostyuerHsle 8 8o3pacme 3 Hedenb. Jud@ysHoe cHuxceHUe
naomuocmu geujecmea moszd. 5 — komnsromepHsle momo-
2pammbl, NOJyueHHble 8 go3pacme 2 mecsiyes. Pacuupenue
cy6apaxHouOaIbHbIX NPOCMPAHCME U HceTy00UK08 MO32d.
Cpopmuposasuiuecst napaseHMpuKy/sIpHble KUCTbL

Puc. 4. KomnsiomepHsle momozpammyl peberka 7 mec. ¢
nocaedcmeusMU 8pOAHOEHHO20 LUMOME2AN08UPYCHOZ0
suyedanuma. Kansyugpukamet. BeipasicenHoe pacuuperue
acesry0oukosoli cucmemst. Pacwuperue cybapaxHoudans-
HbLX NPOCMPAHCcMe 60AbULUX NOAYWAPULL U MO3JHCEUKA.
Hedopassumue mo3ceukda. YmeHblleHUe PA3Mepos 3a0Hell
yepenHoll AMKU

Puc. 5. KomnviomepHble momoepammbl peberka 27 OHell
¢ nocaedcmeusimu 6Hympuympo6Ho neperecennozo LIMB
sHyedanuma. Ymepennoe pacuiuperue yesyodoukosoii
cucmemst. Hedopasgumue mo3soceuxa. Jlunetinble Kanbyu-
Pukamot 8 cmeHkax 60KOBbLLX Hcey0oUKo8
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Puc. 6. KomnslomepHbie momozpammbl pebeHka 4 mec.

¢ nociedcmeusmu 8poxcoeHHo2o LIMB anyedaruma.
YmeperHoe pacutupeHuie xcesrydoukosotl cucmembst. ILu-
DOKUe NI0CKUe U3BUNUHBL, MeiKUe 60p030blL (8apuanm
auccaHyedanuu — naxueupust). Inyboxue pacujenunst om
n08epXHOCMU M032d K Meadm 6OK08bLX Hey0oUKo8 —
wussHyedanus. YmosujeHue Kopsl

Puc. 7. KomnbviomepHble momozpammbl pebeHka ¢ nocaeo-
cmeusimu 8podcdeHHoz0 LIMB sHuedanuma. YmeperHoe
pacwupeHue xesydoukosoll cucmembl, Cyb6apaxHoudaib-
HblX npocmparcme 6oabluix noywapuii. Hedopazsumue
Mo3dxceuka. Kanvyuduxamst 8 eujecmae mo3zd. BoipasceH-
HOe CHUYCeHUe NIOMHOcmU 61020 8euecmad y HUNCHUX U
3a0HUX P0208 6OK08bIX HCeNYOOUKO8 — NPU3HAK HapYULe-
HUS MUENUHU3AUUL

6bUIM HeNpaBWIBHOM ¢GopMBI (puC. 4), TOJIBKO
Yy OfiHOTO GOJILHOTO MBI HabMIOAANU JTUHEWHbIE
nerpudukartel (puc. 5). Y 4 601bHBIX UMEJIOCh
HeJOpa3BUTHe IOJAYIIapUil M HIDKHEro 4epBs
MO3e4Ka. Y 2 M3 HMX 3TO COYeTaJoCh C BhIpa-
>KeHHBIM YMeHbIIIeHHeM 3aJHel YeperTHOM AMKH.
OnvH OOJMBPHON MMeJ MHOXKECTBEHHBbIE ITOPOKU
Pa3BUTHA TOJIOBHOT'O MO3Ta: HapsAy C IpHU3HaA-
KaMU aTpodUN — paCIINpeHUEM JKeTyZ04YKOBOHN
CHCTEMBI U cybapaXHOUJANbHBIX IPOCTPAHCTB y
60JILHOTO MMeJIoCh HapylneHne GpopMHpPOBaHUA
U3BWIMH U 60PO3: IHUPOKHE U3BUINHBI, MEJIKHE

60p03/bl — BapUaHT JUCCOHIeGATUN — ITaXUTU-
pust, IyOOKYe paclieIMHBI MO3ra B 06/1acTH LIeH-
TpasbHOM 60p037bl — ImK33HLebaNNs, a TaKKe
yToJIleHre Kophl Mo3ra (puc. 6.). B ogHoMm ciry-
Yyae Mbl HabGJIr0Zja HapylleHre MHUEeTUHU3ANI
(puc. 7).

KapTuHa CTPYKTYpHBIX WU3MEHEHHH T'OJIOBHOTO
Mosra, nosydeHHad ¢ nomouisio KT, B mogasna-
omeM OOJMBIIMHCTBE CIydaeB KOppeaupoBasa
C KJIMHUYECKUM CTaTycoM pebeHKa, IO3BOJsIA
Ha3HAYUTh a/[EKBATHYIO TEPAIHIO U C GOJIBIION
Jloynieli BEpOATHOCTY NPOTHO3UPOBaTh JalbHel-
mree pa3Butre pebenka. OfHaKO B HabII0aeMoit
rpytmey 5 60JIbHbIX B KIMHUYECKOM CTaTyce, He-
CMOTPA Ha IPOBOAMMYIO T€pPAIHUI0, COXPAHAIOCh
Haju4yule Pe3UCTEeHTHHIX NTapliHaabHBIX CYZ0pPOT,
CTONKOM 04aroBO# CMMIITOMAaTHKH, Ipyboe Ha-
pYLIEHNE Pa3BUTHA ICUXOMOTOPHBIX GyHKIIMI,
He B IIOJIHOM COOTBETCTBUU C IIPeJCTaBIeHHOMU
kaptuHoit KT-uzobpaxenus. TakuMm OOJBbHBIM
HeOo6X0AVMMO OBUIO MCKJIFOYUTh aHOMAaJIUU Hel-
POHAJBHOU MUTpaluy, Herpybble HapylleHUs
dopMupoBaHUA U3BWINH U 60PO37, HapYIIEHUs
MUEJIMHU3aluy, BcTpedaromueca npu [IMBU
[4, 5, 10]. Bce 3T0 ompezensiio He0O6X0AUMOCTh
npoBegenus MPT gaHHoO# rpymnme 60JIbHBIX.
IIpn oueHke moay4eHHbIX MP-TOMOrpamMm y4du-
THIBAJIOCh, YTO Ha II€PBOM TOZY JKU3HU y JeTeil
B TOJIOBHOM MO3re IpOAOJDKAIOTCA IIPOLIECCHI
MUeTUHU3aUKU 6eyloro BellecTBa, KOTOPBIE 3a-
BepLIAIOTCA K [TOJIyTOpa rofiaM U JaroT 06paTHbIE
TI0 CpaBHEHHUIO C IeTbMU CTaplile ByX JeT 3Haue-
HUA MHTEHCHBHOCTH CHUT'HajIa OT TKaHel Mo3ra:
Ha T2BU 6osiee MHTEHCHUBHEBINM MP-cUTHAT UMeET
6esioe BellecTBO, a Ha T1BU — cepoe. IHBepcusa
BEJIMYMH UHTEHCUBHOCTU CUT'Haja 3TUX TKaHel
Ha MP-u3obpakeHUsAX AaXKe MPU BhIPAKEHHOM
3aZiep)KKe co3peBaHUsA He HabiogaeTcs y geTei
crapiie AByX JeT [2, 5].

IIpu nposeaenun MPT B 2 ciy4yasdx HOBBIX JaH-
HBIX OOHapyXeHO He GbUTO. Y 2 GOIbHBIX BBIAB-
JIeHO HapylleHue GOpPMHPOBAHUA U3BWIMH U
60p03/, — MaxXUTHpHUsA B MapacaruTTaIbHBEIX OT-
Jienax JOOHBIX U TEMEHHBIX JI0JIel — B 061aCTAX,
KOTOpBIE€ XOPOIIO BU3yalu3UPYIOTCA B CaruT-
TaJIbHOM IIPOEKIMH, KOTOPYIO HEBO3MOXHO IIO-
JyauTh ¢ nomoinsio KT (puc. 8). Y 1 6osmpHOTO B
Bo3pacTe 8 Mec. 6bUI BHISIBJIEH OYar HapyIIeHHOH
MUeJIVMHU3AIY, pacleHeHHBIH KaK ouaroBas
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AVCMUeTVHU3HpYIoas 3HIedanonedKonaTus,
KoTOopas ObUla paclieHeHa KaK NpUYHMHA pe3u-
CTEHTHBIX SIWIENTUYECKUX IPUCTYIOB. OTOT
ouyar gemuennHusanuy Hu Ha HCT, Hu Ha KT 06-
Hapy»XeH He ObUI.

TakuM 06pa3oM, AJisI OLIEHKH COCTOSTHUSA T'OJIOB-
HOTO MO3ra IMpU BPOXZAEHHOU LUTOMEraJoBHU-
pycHO¥ unHOeKIH, BEIpabOTKU paHHEN TaKTH-
KU crenudpuIecKoro JedeHus U OIpeneeHuUs
TpOrHO3a Iieeco0b6pa3sHO HapsAy C LIMPOKUM
CITIEKTPOM KJIMHUYECKUX U JTaGOPaTOPHBIX MC-
clefloBaHUM INpoBeJieHNe KOMIUIEKCHOM STall-

Puc. 8. MaznumHo-pe3o-
HAHCHASL MOMO2PAMMA
pebeHka c 8poncOeHHOTL
YUMoMe2an08upycHoll
uH@ekyueil. B napacazum-
manwHoll obnacmu eusy-
ANUBUPYHOMCS WUPOKUE
nJocKUe U3BUNUHDL, MeJl-
Kue 60p030bl — 8apuaHm
JuccIHYedanuu — naxu-
aupus

HOM JIy4eBOW JUArHOCTHUKU, KOTOpas B CBOIO
ouepesb OIpefesseTcs Bo3pacToM pebeHKa U
KJIMHHUYECKUMU OCOGEHHOCTAMU 3a60JeBaHMUS.
VY ZeTeli mepBoro rozga >KM3HM IeJecoobpasHO
Ha4YMHAaTh JIy4eBoe obcnenoBanue ¢ HCI. OgHa-
KO C IeJIbIO NOJIy4YeHUs Gojiee TOTHON HUHGOP-
Mal¥uy O CTPYKTYPHBIX U3MeHEHUAX T'OJIOBHOTO
MO3ra 10 KJIMHUYECKHUM MTOKa3aHUAM Heo6X0oAu-
Mo nposegeHue KT, koTopad mo3BojAeT ompe-
JIeJINTh COCTOSHUE KEeIyZOYKOBOM CHUCTEMEL,
cybapaxHOUAANIBHBIX MPOCTPAHCTB, MPU3HAKU
ocTporo sHIedannUTa, HATUYUE KHUCT, a TaKXe
aHOMAaJIMHA Ppa3BUTHUA, KOTOPBIE MOTYT COIYT-
cTBOBaTh BpoxzAeHHoU IIMBU (HezopasButue
MO3KeYKa, BBIpaKEHHOe HapyuleHue ¢GopMu-
poBaHusA u3BWIMH u 6opo3zx). Ha KT xopouro
BU3YAJIU3UPYIOTCA KalblUMUKATHI B CTEHKaxX
GOKOBBIX XKEJyZIOUYKOB U BelllecTBe Mo3ra. Kpome
TOTO, IIPYU IOZ03PEHNU Ha Hajudue aHOMaIHi
HelpOHAJIbHON MUTpalUY, c1abo BbhIpayKeHHbIE
zebekTsl GOpMUPOBaHUA HM3BWIMH U 60pO3Z,
OTZe/NbHbIE CIy4au HapyllleHua MUeJINHU3aluu,
ocobeHHO ovaroBbix ee ¢GopwM, IerecoobpasHo
nposezseHue MPT. B
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Bo3HHUKHOBEHME M PA3BUTHE
MAaCCOBOI'0 HEOHATAJILHOIO
ckpuHuHra B Poccuiickomn

Denepanuun

OBPEMEHHOE ITOHATHE «CKPUHUHT»
BKJIIOYAET CUCTEMY MepOIPUATHI
II0 BBEIIBJIEHUIO HOBOPOXKEHHBIX C
ompeZiesIeHHEIMU 3200/IeBaHUAMHE, TOATBEPKAA-

IOIIYIO ANAarHOCTUKY, IEUeHNE U MeANKO-TeHETH-

YecKoe KOHCYJIbTHpOBaHUe. [laHHBIE 3aboseBa-

HUA B OOJIBIIMHCTBE CIy4aeB UMEIOT TSDKEJbIE,

nopoii daraspHble IPOsBIEHUs. B TO ke BpeMs

Z1s1 OOJIBLITMHCTBA U3 HUX pa3paboTaHsl addek-

THUBHBIE CITIOCOOBI JIedueHus, moMorarolye nsbe-

JKaTh JIETATbHOTO HCXOJAa WIN NPeAOTBPATHUTH

Pa3BUTHE TKENION HHBAIUAHOCTH Y JeTel.

Jia orbopa KIMHUYECKUX GOPM, MMOAJIEKAIINX

MacCOBOMY CKPUHMHIY, 0 HAaCTOAILEIO BpeMe-

HU UCITOJIb30BAINCh O6IEeN3BECTHbIE KPUTEPUU

BO3, cdopmynupoBantbie 0. BuibcoHOM U

k. IOHrepoMm B 1968 rozy:

1) TouHasa KkIMHWYECKadA U OHOXUMHUYECKas
JUarHOCTHKa 60Ie3HU.

2) V3BecTHas yacToTa 3ab0jeBaHuUs.

3) 3aboneBaHue, IPUBOZAAIIEE K TsKEIOH NHBA-
JINAHOCTH WU JIETAJIbHOMY HCXOZY.

4) Hamuuve 3$deKTUBHOIO U [OCTYIIHOTO Jie-
YeHUA.

5) PaHHee Hayajlo JIEUeHUSA MpPeZOTBpAIaET
pasBUTHe KJIMHUYECKOH KapTHHBI U yiIydlia-
€T pe3y/IbTaT JIEUeHNU.

6) Hasmnure 6e30macHOTO U IIPOCTOTO Jabopa-
TOPHOTI'O TeCTa.

7) OxoHomuueckas 3GGEeKTUBHOCTD.

OzxHako B HacTosllee BpeMsA KpPUTEpHUU OTOOpa

KJIMHUYEeCKUX GOPM MOTyT JOIOJHATHCA U IIpe-

TepIeBaTh U3MEHEHNA B CBA3U C pelleHUueM Jpy-

THUX CEPBE3HDBIX 3a/1a4 ITOCJIE BBIABJICHWA BPDOXKICH-

HBIX HapylleHuWil MeTabonusMa. B 3Toil cBa3u

Hanmmure 3$GEeKTUBHOIO JieYeHUs IOCIe IIpoBe-

J€HU HEeOHATaJbHOTO CKPUHUHTA CTaHOBUTCSA

TOJIBKO TIEPBBIM 3TArioM. PaHHUI AWarHo3 LeHeH

JU1A IUTAHUPOBaHUA IeTOPOXKEeHYA B CEMbe U yBe-
JIMYeHUsT BO3MOXKHOCTH TIPOBEZIEHUs MpeHaTalb-
HOM IMarHOCTHUKU. DTO OCOGEHHO Ba)XKHO IIPU iUa-
THOCTHKe TeX 60Jie3Hel, KOTOPhIe MTPOSBIISIOTCI B
MIEepBBIE JHU TIOC/IE POXKJAEHUA HeclenndpuiecKy-
MU [TPU3HAKAMHU U IIPYU KOTOPBIX HOBOPOXK/JEHHEIE
rmoru6atoT 6e3 yTOUYHEHHOTO IMarHo3a.
[NosiByIeHME COBPeMEHHBIX KOHIIEMIINI 10 ITPOBe-
JIeHUI0 CKpPUHUHTA IIPUBEJIO K CYlIeCTBOBAHUIO
pasHoo6pa3HbIX TIOAXOA0B K JaHHOM pobieMe B
PasIUYHBIX CTpaHax MUPA, YTO B CBOIO ouepelb
OTpaKaeTcs B Pa3IMYU{ HAUWOHAJIBHBIX IIPO-
rpaMM HeOHaTaJbHOTO CKpUHUHTA. IIporpam-
MBI, CO3/IaBaeMble B Ka)XXZOU CTpaHe, OTBEYAIOT
cneruduIeckKuM OCOOEHHOCTSIM pPa3BUTHUA, Ha-
JIMYMIO PECYPCOB U MOTPEGHOCTSIM OOIIIECTBA.
BuezpeHne MaccoBOro HEOHATalbHOTO CKpHU-
HUHra B Poccuu Havamocs B 1972 rozy B
MHUUITNIX M3 PO (pod. FO.E. Benbruiies u
npod. FO.U. BapauHes), rae 6blia co3ziaHa nep-
Basd OTedYeCcTBEHHAas MaccoBas CKPUHUPYIOIIad
mporpaMma, NpeJHa3HaYeHHAas [AJ BBIABIEHUS
DKY (denmwniketonypun). OZHAKO IO TeXHUYe-
CKMM TIpUYMHAM JajbHellllee pa3BUTHE STOU
MPOTrpaMMEL, a IIOTOM UM caMa NporpaMma ObuIi
TIPUOCTAaHOBJIEHEI.

N Tonpko B 1978 rogy B MI'Ll AI'Kb N¢ 13
um. H.®. duratoBa 6bUT 3aHOBO BHeJpPEH Mac-
coBbIlt ckpuHUHT Ha PKY B MockBe. CKpUHUHT
TMPOBOAWICA  MHUKPOOHUOJOTUYECKUM  TECTOM
Tombadaba (OTeyeCTBEHHBIM aHAJOTOM TeCcTa
Tatpu). JledeHUe BBIABIEHHBIX II0 CKPUHUHTY
60JIbHBIX ocyliecTBisIOCH B MI'O JITTB N2 6.

1 OTAITI PA3BBUTUA CKPUHUHTA
(1978—1984 rT.)

B TeueHMe nepBbIX 7 €T ObUT JOCTUTHYT 90% OX-
BaT CKPUHUHIOM BCE€X HOBOPOXKI€HHBIX I'. MOCKBBL.
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Ycrexu 2 aTarna pa3BUTHA CKPUHUHTA GbUIH 06yC-

JIOBJIEHBI CEpbe3HBIM aHAJIM30M IIPOZeTaHHOU

paboTHI ¢ JaTbHEHIINM yCTpaHEHUEM HeZOCTaT-

KOB MAacCOBOM CKpHMHUHTI-TIporpaMmsl Ha PKY

TepBOro 3Tamna:

® pa3o006IIeHHOCTh U MHOTOYHCIEHHOCTh 3TAllOB
cKkpuHUHTa (pojzoM, 1abopaTOpHBIN LIEHTP,
MI'L] ATKB N2 13 um. H.®. ®unarosa, MI'O
JIIIB Ne 6);

® Masias YyBCTBUTEIBHOCTD TecTa [onpadaba;

® y6ivpoBaHUE CKPUHUHI-TECTOB, HapylIeHUE
TEXHUKU 3aIlOJHEHUA OJaHKOB, JJIUTEIbHBIE
CPOKWU IIepeCchUIKH;

® HU3KUI ypoBeHb MHGOPMHUPOBAHHOCTH Hace-
JIEHUS;

® oIpeze/leHHOe COIIPOTUBJIEHNE MEAUIIMHCKON
00111eCTBEHHOCTH, CBSI3aHHOE C JJOTIOJHUTEb-
HBIMH HarpyskaMu Ha MeZIepcoHasn u GHUHaH-
COBBIMM 3aTpaTaMH yIpeXJeHUH 37paBooxpa-
HEeHUA.

2 OTAII PABBUTHA CKPVITHVHTA
(1985—1989rT.)

Hauunaa ¢ 1985 roga MaccoBbIli CKpUHUHI Ha
OKY B r. MockBe 6bLI ITOJHOCTBIO TiepeZiaH B
MI'O [AIIb N° 6, uMerolieli B CBOEM COCTaBe
eJUHCTBeHHOe B Poccuu otzeneHue a1a Je-
Teit ¢ ®PKY u HauOOJMbIINI OIMBIT UX JIEUeHUA B
cTpaHe. Bpauu oTaeneHus paboTaaud B TECHOM
KOHTaKTe C COTpyZHUKaMU HCTUTyTa nUTaHUA
AMH CCCP. B 3TOT nepuoz BBILUIO IIEPBOE Me-
TOAUYECKOe PYKOBOZACTBO IO IWUTaHUIO JieTell ¢
dbeHmwIKeTOHYpUEH 0/ peZakuueli mpodeccopa
Jlapozo K.C. u Pri6akoBoii E.IT. CKpUHUHT-TECTEI
cpasy Hampassuiich B MI'O st 06paboTku B
snabopaTopuio, KOTopas C CaMOT'0 Havasia IIpuMe-
Hs1a 6oJiee YyBCTBUTEIbHBIHN MOTyKOINIECTBEH-
HBIA MUKpoOUosorndeckuii Tect I'aTpu. B aToT
TIepUo/, OXBAT BCeX HOBOPOXKAEHHBIX I. MOCKBEHI
npubnusuicsa Kk 100% 1 K TaKOMy JKe IPOLIeHTY
BBISIB/IIEMOCTH OOJIBHBIX.

3 OTAIT PA3BUTHA CKPUHIHTA

(1989 — 2006 rt.)

C 1989 roga 419 CKpUHUHTA HOBOPOX/IEHHBIX B
MOCKOBCKOM IIeHTP€e HEOHATaIbHOI'O CKPUHUHIA
HavaJl UCIIOIb30BAThCA COBPEMEHHBIN (III00PO-
MeTpUYeCKUH MeTOoJ, AUarHOCTUKYU U KOHTPOJIA
3a jeyeHueM. OZHOBpEMeHHO METOJ0M UMMYHO-

¢dmroopeciienTHoro aHanmusa ¢ 1990 roga Havasn
TIPOBOJUTHCA CKPUHUHI Ha BPOXKAEHHBIN TUIIO-
THpeOo3.

B 1989 rogy MockoBckuii LIeHTp HeOHaTalbHO-
ro CKpUHUHrA MOJYy4YWI cTaTyc Bcecoros3Horo, a
B 1992 mepeumeHoBaH B PesepanbHbIl IeHTP
HEeOHaTaJIbHOTO CKPMHUHTA. B 3TO BpeMs npoBo-
AWIOCh 06CIeIoBaHYEe He TOIbKO MOCKBHYEH, HO
Y HOBOPO>K/IEHHBIX U3 HECKOJIbKUX NTPUKpPeILUIeH-
HBIX perrnoHoB Poccun.

BHezpenue ckpunuHra Ha ®KY B Poccuu Haua-
Jock ¢ 1989 roza, Ho nb B 1994 rozy 65U10 Co-
3/[aHO MaTepUaIbHO-TEXHUYECKOe obecrieueHure
BCeX ero 3TamnoB. B 1994—95 rogax CKpUHUHI'OM
Ha OKVY B Poccuu 6bL10 0XBayeHO 75,8% HOBO-
POXAEHHBIX.

B 2005 rogy 3¢¢$eKTUBHOCTh OXBaTa CKPUHUH-
roMm gocrurna 97%, a Ha Teppuropuu Poccuu
dyHKUMOHUpOBaNIO 49 MeAWKO-TeHETUYECKHUX
LIEHTPOB, 3aHUMAIOIIMXCA [IpOBeleHeM HeoHa-
TaJbHOTO CKPUHUHTA.

4 OTAII PA3BUTUA CKPUHIHTA
(2006—2012rT.)

B 2006 rozy, B paMKax peaan3aliy IPUOPUTET-
HOrO HallMOHAJBHOIO IpOeKTa N0 BHEeAPEHUIO
HOBBIX HO30JIOTUYeCKUX (HOPM B IIPOrpaMMy HEO-
HaTaJbHOT'O CKPUHMHTA, B Poccuu 6bUI0 BKIIIOYE-
HO CKPUHUHIOBOE 00CjIeZiIoBaHNe Ha TPU HOBBIE
dopmer (ramakroszemuto, AT'C —aapeHOreHU-
TaJIBHBIN CUHZAPOM, MyKOBHCIIVZIO3).
Heob6XoAUMOCTh pacIIMpeHus CKPHUHUHTOBBIX
dopM AUKTyeTCS KaK S5KOHOMUYECKHUMH, TaK U
COLMaNbHBIMU aKTopaMu (IIOBBHIIIEHHE DOX-
JlaeEMOCTH U CHIDKEHHE JEeTCKOH CMEpPTHOCTH).
O6ceioBaHMEe HAaYaTO OZHOBPEMEHHO BO BCEX
peruoHax Poccuu, U 5KOHOMMYECKas Iiesleco-
06pa3HOCTh JAHHOTO ITPOEKTa ObUIa pacCYUTaHa
aBTOPUTETHBIMHU COIIIOJIOTaMU ¥ SKOHOMHCTaMU
Haniel CTpaHbl.

C 2006 roga Ha Teppuropuu Poccuu Havaio
¢dyHKIIMOHNpOBaTh 89  MeAMKO-TeHeTHYEeCKHUX
LIEHTPOB, 3aHUMAIOLIUXCA IIpOBe/leHHeM Heo-
HaTaJbHOTO CKPUHUHTA Ha 5 BUZOB 3a00/1eBaHUH.

5 OTAII PABBUTHA CKPUHUHTA —
C2012TOJA

HoBeiM sTamnom crano BHezapeHue B 2012 roxy
TaHZEMHOM Macc-CIIeKTPOMETPUHU, TTO3BOJISIO-
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Ta6auna 1. Utoru paGoThl 10 MAaCCOBOMY U C€JIEKTUBHOMY CKPUHHMHTY METOZOM TaHAEMHOM
Macc-CIleKTpoMeTpuH 3a iepuoj ¢ masd 2013 mo aBryct 2016 1.

ITepBUYHBIN CKPUHHUHT,

KOJIMYECTBO 00CIeI0BaHHbBIX
AeTei

Ce/leKTUBHBIN CKPUHUHT,
KOJINYeCTBO 00CcIeZlOBaHHbBIX
AeTeii

Bcero
o6cIe0BaHO
aerei

14713

7716

22429

Ta6auna 2. KonudyecTBo BriepBbIe BBIABIEHHBIX ciaydaeB HBO meTo0M TaHAEeMHOI Macc-
CIIeKTPOMEeTPUH 3a niepuoj ¢ mad 2013 r. o aBryct 2016 1.

Auaraos BeissBiieno HBO BrrisiBiieno HBO
IIpU NepBUYHOM IIpU CeJIeKTUBHOM
CKpHUHUHTE CKpUHUHTEe
denmnkeronypus (PKY) 21 —
T'unepdenmnananusemMus (I'PA) 27 —
MeTwiMasOHOBasA aluAypHUs 3 2
I'moTapoBas anuzaypus 1 Tuna — 1
[IponroHOBasA auAypusa 1 2
TuposuHemus 1 Tuna 1 —
HezocTaTOYHOCTH GMOTUHUAA3HI 2 1
HeznoctaTouHOCTh TPHUGYHKIINO- — 3
HaJIbHOTO 6esKa
JleHIuHo3 — 4
HeamocTaToyHOCTh O4eHb — 1
JJIMHHOIIETIOYEYHOM arni-KoA
ZJeTUporeHassl XXUPHBIX KUCJIOT
(VLCAD)
TomonucTuHypUa — 1
CucTteMHasa HeZJOCTaTOYHOCTh — 1
TPaHCIIOPTa KAPHUTUHOB
T'uneprmunuHeMusa — 1
Bceero: 7 (6e3 T'PA u PKY) 17

el BBIABIATH HACIeICTBEHHBIE 60Ie3HU 0OMe-
Ha BelleCTB.

C xoHua anpenda 2015 roza, B CBA3U C peopra-
HU3alueld CTPYKTYphl OKa3aHUA MeJUIIMHCKOM
TIOMOIIIY HOBOPOXKAEHHBIM U JeTAM I. MOCKBBHI,
JlabopaTopysa HEOHATAIBLHOTO CKPUHUHTA QYHK-
uroHupyet Ha 6a3ze I'BY3 «Mopo3osckasa JI'’Kb
J3M» B CTPYKType KJIUHUYECKOH JAUarHOCTH-

Yyeckoil yaGopaTopuu U PermoHanbHOro pede-
peHC-LIeHTpa BPOXJEHHBIX HAaCIeACTBEHHBIX
3a60/IeBaHUl, FeHETUYECKUX OTKJIOHEHHH, Op-
daHHBIX U APYTUX peAKUX 3a00IeBaHUN.

Ha 6ase 1abopaTOpUM MPOBOAATCS CIEAYIOUINE
MEepOTPUATHS:

@ aKTHBHas paboTa 110 MPOBEJEHUIO HEOHATATb-

HOT'O CKPUHUHTA;
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® paboTa ¢ meEPCOHANIOM HaNpPaBJSIOMINX YIPEXK-
JeHU# mo mpaBwiaM 3abopa 6uomaTepuaia,
€ro TPaHCIOPTHPOBKH;

® OopraHu3yloTcsi obydaroliyre CeMHUHAaphl st
COTPYAHUKOB TIOJUKJIMHUK U  POAWIBHBIX
ZIOMOB;

® NIPOBOZAATCA NMpaKTHUYeCKHe 3aHATUA C pa3bo-
pOM HauboJIee YacThIX OIINOOK;

® IIPOBOAUTCA aKTHUBHAs IIPOCBETUTENIbHAA pa-
60Ta ¢ HaceseHHEeM I. MOCKBBI O BaXXHOCTU U
HeOOXOZMMOCTH TIPOBEIEHN HEOHATAIBHOTO
CKPUHUHTA;

e paspaboTaHa U JiOBefieHa [0 KJIUHUYECKUX
JeTcKuX Bpauell r. MOCKBBI MeTOAMKa IIpoBe-
JeHUs uccregoBaHusa Ha HBO (HaciezcTBeH-
Hble 6osie3HH oOMeHa BemlecTB). MeTtozauka
OTJIMYHO ce0s1 3apeKOMeHI0Baa U MPUHOCUT
KJIMHUYeCKUe pe3y/IbTaThl.

B coorBeTcTBUM ¢ mpukKasoMm JlemaprameHTa

3paBOOXpaHeHUsA IpaBUTeNIbCTBA  MOCKBHI

N2 500 ot 14.06.2016 r. «O6 opraHu3anuM MIPo-

BeJIeHUs CEeJIeKTUBHOI'O CKPHUHUHIA» B HAcTO-

Alllee BpeMs IIPOBOAUTCA IIOCTOSHHBIM ceJek-

TUBHBIY ckpUHUHT Ha HBO y geteil B . MockBe.

B pesysnbpraTe pe3ko BO3pOCi0 KOJIUYECTBO BBIAB-
naeMblx crydaeB HBEO. C Havasa gelicTBUA AaH-
HOTO NpHKasa 6bUIO BBIABIEHO 7 ciydaeB HBO.
PesynbpTaThl CEIEKTUBHOT'O CKPUHUHTA IIPe/CTaB-
JieHbl B Tabauiax 1 u 2.

COBMECTHO C BpauyaMU{ eHeTHKaMHu Pervonasnb-
Horo pedepeHc-IleHTpa B JlabopaToprUu MPOBO-
[AVTCSI OrpoMHas paboTa IO BBIABJIEHUIO, IOJ-
TBEp)KJAoLIeN JUarHOCTUKe U JTabopaTOPHOMY
COIIPOBOXKZEHUIO BO BpeMs JieueHNsd MallieHTOB
c oppanubIMu 3a6oeBanusIMU. OXBaT CKPUHUH-
TOM HOBOPOX/EHHBIX B I. Mockse B 2015 rozay
cocTtaBwi 98%.

Ha ocHOBaHUU ITOJyYeHHBIX pe3y/lbTaTOB MOXKHO
TOBOPUTDH O TOM, YTO HCIIOJIb30BaHUE CEIEKTUB-
HOro ckpuHuHra merozoMm TMC 1o ompezeneH-
HBIM KJIMHUYECKUM ITOKA3aHUAM CTaJIO HACYIITHOM
HeOOXOZUMOCTBIO U TPUHOCUT OIpeJe/eHHbIE
ycnexu. bosee mupokoe ucnonb3osanue TMC no-
3BOJIIET aHAJIM3UPOBATh OOJIBIIOE YHUCIIO MeTabo-
JINTOB 1 3a CYET STOT'O BHIABIATH OOJIbIIEE YKCIO
HacJIeCTBEHHBIX 60Je3Hell 0OMeHa U OTKPHIBAeT
HOBbIe TIEPCIIEKTHBH Pa3BUTHA J1aGOPATOPHOM
CIIyX6BI B 06acTy ophaHHBIX 3ab0eBanuii. B

C Kakoii 1eJbI0 Mbl onpeaesisieM
YpPOBE€Hb MMMYHOIIO0YJIMHOB
B KJIMHUYECKOM NMPAKTHUKeE?

MarHOCTUKA YPOBHA WMMMYHO-
IOGY/IMHOB 3a MOCJIeJHUE TOABI
cTajna AJs Bpadyeld MpaKTUYeCKU

pPYyTUHHBIM aHanu3oM. OZHAKO ceAyeT IMOM-

HUTb, YTO JJisI OIpeJeseHUus HUMMYHOTIIO6Y-

JINHOB 3aTpPAauMBaeTCsi HeMasloe KOJUYECTBO

MaTepuasa, eHer, paboyero BpeMeHU COTPYA-

HUKOB B JabopaTopuy U, HAKOHeI, KPOBU Ia-

LUEHTOB. A HEIUIOXO OBl 3aJyMaThCA: C KaKOM

LeJbI0 BpayM Ha3HA4yaroT JaHHOE HCCIefOoBa-

Hue? Kakue Kk HeMy noka3aHusa?

B cBA3u ¢ 3TUM OBLI TIpOBeJeH aHaIu3

148 uctopuii 60se3HU ZeTell, KOTOPHIM ObLIO

BBIITOJIHEHO HACTOsLee KCCIeJOBaHue, U CAe-
JIaHBI COOTBETCTBYOLIYE BEIBOAEL. Ho cHavana
o61as nHopManus.

OBIIAA NTH®OPMAIINA

VIMMyHOITIOOYIMHBl — IMTUKONIPOTEUHBI, UI'pa-
IOLYe BaXKHYIO POJIb B paboTe MMMYHHOM CH-
creMbl. Ha cerogHAmHUIN AeHb HaCUUTHIBAeT-
¢ 5 kimaccoB ummyHormobynunoB (IgA, IgG,
IgM, IgE, IgD), KoTOpEIe OT/INYAIOTCA 10 CBOei
cTpykType u dyHKUMAM. KoHLIIeHTpalusa UMMY-
HOIVIOOYJIMHOB IT03BOJIAET OLIEHUTD ITOTEHIINA
TyMOpaJbHOTO UMMYHHUTETA. IMMYyHOTIIO0YIU-
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HBI BBIPa6aTHIBAIOTCS IIa3MaTUYECKUMU KJIET-
KaMu (3pesnbIMU B-kjieTkaMu) B OTBET Ha BO3-
JeliCTBUe aHTUT'EHOB pAa3INYHBIX OaKTepwii,
BUPYCOB, T'PUOOB, MapasuTOB, OPraHUYECKUX
BemecTB. IIpy mepBUYHOM UHOUIUPOBAHUU
(n1u BO3ZEeNCTBUU Ha OpPraHU3M Uy>KepPOAHBIX
BellleCcTB) UMMYyHHas CHUCTEMa paclo3HaeT UX
U CTUMyNHpyeT IUIa3MaTU4YecKue KJIeTKU K
BBIpAabOTKE aHTUTEN, KOTOpblE€ CBI3BIBAIOT U
HeUTpanusyloT aHTUreHbl. VIMMyHHas cHCTe-
Ma croco6Ha 3alIOMUHATh aHTUTEH, C KOTOPBIM
paHee KOHTaKTHpOBaJja, a IIpd IOBTOPHOM IIO-
CTYIUIEHUU BhIpabaTeiBaeTCst 60JIbIIOE KOIHUYe-
CTBO MMMYHOTIJIOOYJIMHOB, MPENATCTBYSI PEUH-
bUIMPOBAHUIO U PAa3BUTHUIO OOJIE3HU.

HvmyHorno6ynua M (IgM) — kjacc MMMYHO-
mIOOYIMHOB, O6eclneYnuBamIIUX IIpeuMylie-
CTBEHHO NEpPBHUYHBIM MMMYHHBIM OTBET — 3TO
Mapkep UHQEKIUHU, KOTOpas TOJIbKO YTO Oblia
InepeHeceHa, WJIM aKTUBallUM XPOHUYECKOU
nHbeknuu. Ha MMMyHOTIIOGY/INHEL Ki1acca M
npuxoautcsa 5-10% or obiiero KoiaudyecTBa
UMMYHOIJIOOYJTMHOB CBIBOPOTKU KpPOBH. OHU
OTHOCATCSI K JBOJIOLMOHHO 6oJjiee JpeBHEMY
KJIacCy aHTUTeN. ['paHUIIbI KOHLIEHTpaIuu, Ha-
yyHaA ¢ 12 jeT, coctaBaAwT 0,5-2,0 Mr/mi.
mmyHornobynuH M (IgM) saBaseTcsa neHTame-
POM, COCTOUT U3 MATU CyObeANHUII, KaXKjasa U3
KOTOPBIX UMEET II0 ABAa aHTUT'E€HCBA3BIBAIOIIUX
ueHTpa. Jl[aHHBIA KJacC UMMYHOIVIOGYJIMHOB
Ha3BIBAIOT MakKpornobyinHamu (UX MOJIEKY-
napHasa Macca okoso 900 k/la), mano ux Io-
naZilaeT B TKaHU, OHU He CIIOCOOHBI TPOHUKATh
yepe3s ILUIAlleHTY OT MaTepu k 1iozy. [lepuoz nx
nojypacmnazia cocraBiasfeT okKojo 5 cyT. Crenl-
udundeckre IgM BrIpabaTHIBAIOTCS B OTBET Ha
BO3ZEUCTBUE ONIpe/eIeHHOT0 aHTUTeHa U Je-
JIaIOT 5TO Ha HECKOJIBbKO JHel paHbllle, yueM IgG,

UX KOJIMYECTBO yBeIWYUBaeTCs B IIepBHIE JBe
HeZeMy nocjie THOUIIMPOBAHUA U ITOCTEIIEHHO
CHIXKaeTcA [0 IOJTHOTO UCYe3HOBEHUA. 3aTeM
IgM cmeHseTcs IgG, yem obecrniedynBaeTcsa AIu-
TeJbHas 3alUTa OT UHOEKIIUH.

3HauuTe/lbHOE IOBHILIEHHE KOHIIEHTpaIluUu
IgM B kpoBM HabiiosaeTcs mpu psage UHDEK-
uuil y B3pocablix U fgereii. Marepunckue IgM
He MOTYT IIPOHHUKATh K IUIOAY, B TO XX€ BpeMs
IUIOZA criocobeH BbIpabaThIBaTh aHTUTENA 3TO-
ro knacca. Yepes 1-3 mec mocie poXxAeHUA
ypoBeHb IgM yBenuuuBaetca o 60-65%, a B
Bo3pacTe 1-2 jieT HepeAKO AOCTUraeT YPOBHA
B3poC0To YenoBeka. OZHAKO B 3TOM BO3pacTe
BO3MOXXHBI 3HAUUTEIbHbIE KOJEe6aHUA, U B BO3-
pacte 6-9 JeT OH CTabWIN3UPYyeTCsa U CTaHO-
BUTCS PaBHBIM YPOBHIO B3pocioro (tabi. 1, 2).
HmmyHorno6ynud G (IgG) OTHOCUTCA K T'yMO-
panbHBIM pakTOopamM MMMyHHUTeTa. HauuHas ¢
Bo3pacTa 12 jyieT, rpaHUlIBl KOHLleHTpauuu IgG
Y 3J0pPOBBIX COCTABJAIOT 5,3-16,5 Mr/mi. Y Ho-
BOPOX/JEHHBIX JeTeii — OT MOMEeHTa pOx/Je-
HUA — ypPOBEHb UMMYHOITIOOY/JIMHA TaKOH Ke,
KaK y B3pOCJBIX, 3aTeM depe3 1-2 Mec NMOHU-
xaetcsa 10 30-40% OT MCXOAHOIO, JOCTUTAET
MakcuMyMa K 6 mec (45%), k 8-10 mec — 62%,
K 6 rogam — 90% u sumb k 9-12 rogam cTaHo-
BUTCA paBHBIM B3pOCIOMYy desloBeKy. Ilepuog
nonypacnaga — 23-25 aHedl. MoseKyasaApHBIN
Bec HebobIIOM — 150 K/la.

Cpesu Bcex KJIacCOB HMMMYHOIVIOOYJIMHOB B
KOJMYEeCTBEHHOM OTHOIIEHUH JOMUHUDPYIOT
IgG. Buosoruyeckasi posb IgG pa3sHoob6pasHa.
AnTnTena kiacca IgG urpamoT OCHOBOIIOJA-
raply0 pPoJIb B O6eCHeYeHUH AJUTENbHOTO
I'YMOpPaJbHOI'0O UMMYHUTETa NPHU MHQPEKINOH-
HBIX 3260J1eBaHUAX U 06pa30BaHUU KOMILIEKCA
«aHTUTeH-aHTUTeN0». OHU CIIOCOOCTBYIOT HEH-

Ta6nuua 1. 3Havyennsa IgM

IToBhllIeHHE 3HAYEHU I CHIKeHUe 3HaYeHUH

OcTpas BUpycHasA NHOEKIUA.

PaHHUMe ITPU3HAKK 6aKTepUaIbHOM U IIapasu-
TapHOH MH}EKIUH.

AyToMMMyHHBIE 3260JI€BaHUA.
Makporno6ynvnHemus BanpaeHcTpema.
T'unep IgM-cUHAPOMBL

TpaH3UTOpHAs THIOTaMMaIOOyTHHEMUS ¥ JeTeH.
O61as BapuabebHass UMMYHHast HE[JOCTaTOYHOCTb.
CeneKTUBHBIN Aebunut IgM.

[IpyeM ZieKcTpaHa, IpenapaToB 30JI0Ta.

Jlumboma.

IMoTepu 6esika IPU racTPOIHTEPOATHUAX, OXKOTraX.

ArammamioGynuHemus (60se3Hb BpyToHa)
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Ta6nuna 2. Cogepxanvie IgM
B CBIBOPOTKE KPOBH

0-1 mec

1-3 mec

3-12 mec

1-3 roga

3-5 jet

5-10 et
10-12 neT
12-15 net
15-16 net

16 seT u 6071€€E

XpoHuyecKre HHOEKIH.
AyTOonMMyHHBIE 3a60I€eBaHUS.
Capkouzos.

MyKOBUCLIU03.

XpOHI/I'-IeCKI/Ie IIOopaxeHud Ie4YeHU (I‘eHaTI/IT,

IHUpPO3).
MHOXeCTBEHHAs: MUEIOMa.
XpOHUYECKUI rpaHy/IeMaTo3

6-24
20-90
30-98
36-142
45-161
45-190
39-190
45-200
47-228
40-230

Tpaju3anuu OGaKTepUaJbHBIX 3K30TOKCHUHOB,
daronurosy, ¢ukcanuu KOMIUIEMEHTa, yd4a-

durnure IgG ocnabeBaeT COIPOTUBIAEMOCTb K
UHOEKIUAM.

VImMmyHOTIOOYIMHBL G MMEIOT He6OJbIIONH Mo-
JIEKYJISIDHBIA Bec U (eANHCTBEHHBIE U3 BCEX UM-
MYHOIVIOOYJIMHOB) MOT'YT IPDOHUKATD Yepe3 IUIa-
LIEHTYy OT MaTepH K IUIOAY. Y HOBOPOXAEHHOT'O
MOTYT COZepKaTbCA TOJBKO MaTepuHckue IgG,
KOTOPBIE UCYEe3al0T Yepe3 HeCKOJIbKO MECALIEB.
OTkiI0HeHUe ypoBHA IgG oTpakaeT cOCTOsAHUE
UMMYHHOH cucTeMbl. [IOBHIIIEHHEIE YPOBHU B

Ta6auna 3. 3uavyenns IgG

[IoBBINIEHHE 3HAYEHUI CHM)KeHUE 3HAaYEeHU M

Ta6nuua 4. Cogep:xkaune IgG
B CBIBOPOTKE KPOBU B HOpMe

0-1 mec

1-3 mec

3-12 mec

1-3 roga

3-5 net

5-10 seT
10-12 neT
12-15 net
15-16 net

16 et u 6osee

614-1536
200-693
187-660

275-1020

403-1008

422-1090

441-1190

605-1230

583-1507

700-1600

CesieKTUBHBIN gebunut IgG.

HoBoob6pasoBanus m1uMdpaTUIeCKO CUCTEMBL, TUM)O-
nposvidepaTUBHBIE 3a60IEBAHMS.
T'uniep-IgM-cuHApPOM.

Ob6uras BapuabenbHasA UIMMyHHas HEJOCTaTOUHOCTb.
IMoTepu 6eka Ipy 9HTEPO- U HebPOIATHSAX.

JleueHVe IMMYHOZENIPECCAHTAMU, IUTOCTATUKAMU.
O6s1ydeHrie MOHU3UPYIOIIEH paZrialiei.
ATOnMYecKUil IepMaTUT U Apyrye ajuleprudecKue
3a60s1eBaHUA.

HacnencTBeHHas MbllIeYHasa AUCTPOOUA.
TpaH3UTOpHAs FUIIOraMMarIoOyIMHEMUS WK MeJ-
JIEHHBIN IMMyHosorndeckuii crapt (MVIC-cuagpom) —
Y TPYZHBIX IEeTEHN.

ArammarnobynuHemus (60s1e3Hb EpyToHa).

Cunzpom Buckorra-Onapuya.

BUY-uHbeKnus

CBIBOPOTKE KPOBH BBIABIAIOTCA IIPU pa3javyv-
HBIX 3a00JieBaHUIX (OCTpBIe U XpOHUYECKHUE

(nuenoHedpUT, pEeBMATOWUJHBIM apTPUT, CU-
cTeMHas KpacHas BosdaHKa). [ToHmwxeHH IgG
nipu HeppUTHIECKOM cuHApoMe (Tabi. 3, 4).

HNMMmyHOr1o6yauH A (IgA) cocTaBiIfAeT OKOJIO
10-15% Bcex aHTUTEJ CBIBOPOTKU KPOBH, IIe-
pUO/J TTOIYKU3HU OKOJIO 5 AHel. B Buge fumepa
CEKPETOPHBIY UMMYHOITIOOYIMH A HAXOAUTCA B
CJIFOHE, CJIe3aX, HOCOBBIX BBI/I€JIEHUAX, MOJIO3HU-
B€ U IPYZHOM MOJIOKE, II0TE, CeKPeTaX JIETKUX,
MOUYEIIOJIOBBIX IIyTeH, KeIyAOUYHO-KUIIEYHOTI'O
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Ta6auuna 5. 3Hauenus IgA

IToBbIlIIEeHHE 3HAYEHU

VIH}EeKIMN pecIupaTOPHBIX Iy TelH, XKelyJ0IHO-KH-
LIEYHOT'O TPaKTa, MOYEIIOI0Bble MHOEKIIIHU.
XpoHMYecKre THOWHbIE MTHPEKIIUY, B TOM YHCIIe
ZbIXaTeNbHBIX IyTel (acTMa, TyGepKyIies).
AyTouMMyHHbIe 3a60eBaHUsl (DEBMATON/HBIN
apTPUT Ha paHHUX CTaAUAX).

MuoxkecTBeHHas muenoma (IgA-tum).
MyKOBUCLI03.

DHTeponaThu.

Bonesus Bepxke (IgA-HedpomaTus).

Cunzgpom Buckorra-Onzprda

Tab6nuna 6. Cogepxkanue IgA
B CBIBOPOTKE KPOBHU B HOpMe

Bospact BesnuuuHa, mr/an

0-1 mec 1,4-5,0
1-3 mec 2,9-48,0
3-12 mec 6,7-74,0
1-3 roga 14-92,0
3-5 et 15-119,0
5-10 neT 22-119,0
10-12 net 25-148,0
12-15 yet 30-198,0
16 neT u 6onee 70-400,0

TpakTa. [ToaTomy IgA sABnsieTcs rIaBHBEIM dak-
TOpoM crenudruyecKoi 3amfUuThl CAU3UCTBIX
0060/1049€eK JpIXaTeJbHbIX, MOYEBbIX IIyTeH, XKe-
JIyIOYHO-KUIIEYHOTO TPAKTa OT HWHQEKIUU.
CeKpeTOpHBIH KOMIIOHEHT — He6O0JIbIIOH II0JIH-
nentuz — 60 x/la.

I'panuibl KOHLIEHTpanuu IgA B CBIBOPOTKeE KPO-
BU,HaunHasac 15eT, cocraBiaaoT0,8—4,0Mr /M.
YpoBeHb 06111ero IgA y HOBOPOXKAEHHBIX B KPO-
BU COCTaBJAeT OKoyso 1% OT B3pocCiabiX. B BO3-
pacte 1-3 Mec oH 06BIYHO gocTuraer 14%, B
4-5 mec — 28%, 8-24 mec — 40%, 6 ngeT — 65%,
9 net — 75%, 12-13 net — 90-100% oT ypoBHA
B3pocioro yenoBeka (15-45 yet). Pe3ynbTraThl
ompezeseHNUsA KOHIleHTpauuu obuero IgA mo-
T'yT 6BITh UCIIOIB30BaHHI A1 AuddepeHIrnatb-
HOW AMAarHOCTUKU IIeJIoro paza 3aboseBaHUM
(tabu. 5, 6).

NmmyHorno6ynuH E (IgE, total)
UmmyHornobynuH E dukcupyercsa Ha Ty4HOM

CHM)XeHHe 3HaYeHU

Jedunut cunTresa IgA.

Arakcus-TeneaHruskrasus (cuagpom Jlyn-Bap).
HoBoo6pa3oBaHus TMMbaTUIeCKOH CHCTEMEL,
nuvbonponudepaTUBHBIE 3a00/I€BaHUA.

[Motepu 6enka mpu SHTEPO- U HePPOIATUAX.
JleueHre UTOCTaTUKAaMU, IMMYHOZI€IIpECCaHTaMMU.
ArammartobynuHemus (6ose3Hb BpyToHa).

[Tpuem AeKkcTpaHa, METWIIPEJHNU30I0HA, 3CTPO-
reHOB, Kap6aMa3enuHa, BalbIIPOEBOM KUCIOTHI,
IIpenapaToB 30JI0Ta

KJIeTKe, BBI3bIBasg ee JerpaHy/lALMIO U3 rpa-
HyJ TMCTaMWHa U APyTUX MeAuaTpoB. B cBoro
odyepesb, B o4ar JerpaHyaAlUU IIPHBJIEKaIOT-
cs1 503MHOGQWIBI, C JPYroil CTOPOHBI CO3JAI0T-
cs yCJIOBUA [JIA1 TIOBBIIMIEHUA IMPOHUIAEMOCTU
KalWUIAPOB U AJIA NOCTYIJIEHUA B TKaHU aH-
TUTEN U KJIeTOK-apdeKkTopoB. YpoBHU IgE B
opraHusMe B 3HAQUHUTEJIbHOMN CTeNeHU oIlpese-
JIAIOTCA TeHeTHYecKUMH ¢akropamu. CToH-
Koe moBbllIeHVEe IgE NMPOUCXOAUT B YCIOBUAX
AJUTENbHOIO TIOCTYIJIEHUs B OPraHu3M OTHO-
CHUTENbHO HeOOJIBIINX KOJUYECTB aHTUTEHA,
OZIHAKO CEHCUOWIM3aUUsA MOXET JJIUTETbHO
COXPaHATHCA B OTCyTCTBUM aHTUI'€HA. YDOBEHb
IgE MUHUMaJeH IIpHU pOXKJEeHUHU pebeHKa, IIo-
BHIIIaeTcA 0 MakcuMmyma okosio 50 ME/mn
B Bo3pacTe 13-15 serT. [IoBbilieHMe ypoBHA IgE
06BIYHO HabJoAaeTcss y GOJIBHBIX C aTomuye-
CKUMHU WIH a/UIePTUYeCKUMHU 3a60/1€BaHUAMY,
H}EKIIMOHHBIMU ~ 3a60/IeBaHUAMH, KaHIU-
JOMUKO3aX, OOJe3HAX HMMYHHOH CHCTEMBI,
reJbMHHTO3aX. CHIXKeHHUe KOHIeHTpauuu IgE
B KPOBU OTMEYEHO IPU IPOrpecCUpPyOUIUX
OIlyXOJIAX U OIpeJe/IeHHBIX Pa3sHOBUJHOCTAX
aramMmamiobynuHemuu (tabi. 7, 8).
HNMmyHo1o6yuH D (IgD) cocTaBisgeT MeHee
1% BceX HMMYHOIVIOOYJIMHOB IUTIa3MEBl, HO
npeZicTaBjieH Ha MeMOpaHe MHOTHX B-KjeTox
COBMECTHO C MOHOMepHBIM IgM. O Hem wus-
BECTHO HeMHOTO0, GYHKI[UU O KOHIA He SICHBI,
U BOIIPOC €r0 y4acTHUA B UMMYHHBIX PeaKLIHAX
ocTaeTcd OTKPBITBIM. IIpeAIosoXKUTENbHO OH
y4acTByeT B aHTHUIeH-3aBUCHMOH auddepeH-
LUPOBKe TUMQOITUTOB.
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Ta6auna 7. 3HadeHue IgE

IToBbIlIeHHE 3HAYEHU

Artomyeckuie 3ab60eBaHMA.
T'ebMUHTO3EL.

VH}EeKIMOHHBII MOHOHYKJIEO03.
CeJIeKTHBHBIH febunut IgA.
Llenmakus.

Bysute3Hsiii neMpurounz.

Cungpowm rumnep-IgE (cunapom Jxxo6a)

Ta6samuna 8. Cogeprkanue obiiero IgE
B CBIBOPOTKE KPOBHU B HOpMe

0-6 mec 0-0,5

6-24 mec 0,6-9,6
2-5 et 1,6-33,0
5-8 et 0,8-52,0
8-12 et 0,7-86,0
12-16 et 1,3-70,0
B3pOCJIbIe 0-100,0

3HAYEHHME N3MEHEHNA YPOBHA
OBIINX NMMYHOIJIOBY/JIMHOB

HesHnauurtenabHOE CHIDKEHHE  KOHIEHTpa-
OUA OZHOTO WU BCeX KJIAaCcCOB HMMMYHO-
MIOGYIMHOB [0 TOTPAaHUYHO HU3KUX 3Ha-
YeHHI B  IIOZABJAKONIEM  OOJBIIMHCTBE
cIy4aeB ABJAETCA TPAH3UTOPHBIM, 06pa-
TUMBIM ¥ KJIWUHUYECKH HECYIIEeCTBEHHBIM.
B ciyuae ecim Takoe CHIKeHUE YPOBHS HM-
MYHOIJIOOYJTMHOB COMPOBOXXAAETCS H3MeHe-
HUAMHU U APYTUX UMMYHOJOTMYECKUX MOKa3a-
Tenel (cHmxeHWeM kKoaudectBa CD3+, CD4+
TUMQOIUTOB, HATYPaJbHBIX KWIIEPOB, QyHK-
LUOHAJIBHOW aKTUBHOCTH GaromuToB), 3TO
paciieHUBaeTCsl KaK IIOKa3aTeslb ocjabieHus
MPOTUBOUH(EKIIMOHHOM 3al[ATHl OPTaHU3Ma.
XpoHudeckre NHGEKINOHHO-BOCIIATUTENbHbIE
IIPOIEeCCHl CONTPOBOXKAIOTCS HE3HAYUTETbHBIM

CHU)KeHUe 3HaYeHU

CenexkTuBHbIH Aedunut IgE.
HedpoTtuyeckuii CHHIPOM.
DHTepoIaTy ¢ oTepei 6eKa.
Arakcus-TeIeaHTUIKTa3Us

WIN YMEpPEeHHBIM CHIDKEHHEM KOHIIeHTpalluu
uMMyHornobynrHa A (IgA) B kpoBu. He3Hauu-
TeJbHOE WIH YMEpPEHHOe CHIDKeHHE B KDOBU
KOHIIEHTpalluu UMMyHomIo6yninHa M (IgM) y
JIUIL MIOKIJIOTO BO3pacTa cjaefyeT paccMaTpH-
BaTh KaK BO3PaCTHYIO OCOGEHHOCTb, a He KakK
NIpU3HAK IATOJIOTUU.

Haubosnee yacTo BBIABISIEMBIM THUIIOM JHC-
raMmamrIoOyIMHeMUN fABJIAETCA IpPeBBINIEHHUE
uMMyHornobyanaa M (IgM) Hag MMMYHOIJIO-
6ynuHoM A (IgA) B 2,5 u 6osee pasa, 4To Mo-
J)KeT COINPOBOXKAATbCA He3HAUYUTENbHBIM CHU-
JKeHUEM WJIU CHMXKEHUEeM /JI0 HIDKHEH I'PaHUIIbI
HOPMBI KOHIIEHTpalWu HMMYyHOIIIOOyJIWHA A
(IgA) u/wmu nmmyHornobynuHa G (IgG). Ta-
K{e M3MeHeHHs CBUZETeNbCTBYIOT O HAIMIUU
OCTPOro/ IOZ0CTPOro NHGEKIIMOHHO-BOCIAIH-
TeJIbHOTI'O IIpoliecca.

KinmHudyeckasg TpPakTOBKA JPYrUX THUIIOB JHC-
raMmamioOyJIMHEMUH 3aBUCUT OT JAUarHosa u
KJIMHUYECKOT'O COCTOSHUA MaljieHTa.
Kpurepusamu uMMyHOAeUIIUTHBIX COCTOSHUMN
ABnATCA (B ciydyae oOHapy>KeHHUA INPU Iep-
BUYHOM 00CIeJ0BaHUU U TOATBEPKAEHUS IIPU
TIOBTOPHOM):

CHUXeHHe CyMMaPHOﬁ KOHIEHTpalluul KMMYHO-
mroGynunos (IgG+IgA +I1gM) n0 4 /1 1 HUXe
WIN CHIDKEHHME KOHIIEHTPalUu MUMMYHOIIOOY-
auHa G (IgG) g0 2 r/n u HUXKe. Y JeTeld muaj-
mero Bo3pacTa ABJAAETCA OCHOBAaHUEM JJIsg

Ta6nuna 9. Bospact geteit (n=148)

Bo3spacr geteti (148; 100%)

Bo3pacr, Jo 1 roga 1-3 roza 3-6 et 6-9 et 9-12 net > 12 eT
roAbI
KonuuectBo, 9; 26; 31; 27, 26; 29;
% 6 17,6 20,9 18,2 17,6 19,6
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TIOZ03pEeHNs Ha BPOXXJEHHBIN NTepBUYHBIN M-
MyHOZeUIUT (TPAaH3UTOPHYIO MIaleHIeCKYIO
rurnoraMMarioOyIMHEMHIO), V JeTel crapiie
4 jieT U MallMeHTOB MoJIOZOI0 Bo3pacTta (7o 30
JIeT) — BPOXKAeHHBIH (0611eBaprabenbHBIN UM-
MyHOZEeDUIIUT) WU BTOPUIHBIA UMMYyHOZebU-
uuT (0ocobeHHO y Mal[eHTOB C ToTepeit 6enka).
i BRIACHEHUS XapaKTepa U3MeHeHUN UMMY-
HOTPaMMBbI, MPAaBUJIBHOTO M CBOEBPEMEHHOTO
WUCIOJb30BaHUA TMOJAyYeHHOH WHpOpMAIUU
Ul TIPUMEeHeHUs B KIWHUYECKOW IpPaKTHUKe
HaMU IpOBeJleH aHaJW3 UCTOpUll 6oye3HU Je-

. Bponxoneroynasa

. ComaTuyeckas

BliHe

" | Temaronoruueckas, cocyaucrasn
—I I'masHas

~|op

| Cycragnas, cucremuas

] CepZeyHo-cocyfucTas

| WHubekmuu

Puc 1. OcHogHASL NAMONI02USL, NPU KOMOPOU onpedesisiiu
3HaUeHUs UMMYHO2N100yuHO8 (n=148), %

Tett B MAI'KB. AHanM3 IpOBOAWJICSA COBMECTHO
C COTPYAHUKAMHU J1a60paTOpUH.

PE3YJ/IBTATBI AHAJIN3A

HCTOPHI1 BOJIE3HU B MJATI'Kb

Bcero 6bur0 mpoaHanuaupoBaHo 148 gereil B
BO3pacTe OT Iepuoja poXxJeHus: Ao 15 jeT, Ko-
TOPBEIM OBUIO POBEZEHO HCCIeZOBaHUE UMMY-
Ho1o6yMHOB KpoBu. B M/ZITKB omnpezeneHue
uMMyHornobynuHoB IgA, IgM, IgG ocymect-
BJIETCS UMMYHOTYPOUAMMETPUYECKUM METO-
JOM Ha aHaiusaTopax Becman Coulter cepuu
AU u nMmmyHormo6ynuH IgE MMMyHOXeMUITIO-
MHMHUCLIEHTHBIM METOZIOM Ha aHanusaTtope Dxl
800 Becman Coulter (Tab. 9).

BoNBIIMHCTBO JeTel, y KOTO OIpefesalnuch
MMMYHOIJIOOYJINHEI, 6bUIH cTapiie 1 roga.
Haubo:biee konudecTBo 60abHBIX (50%), KOTO-
PBIM OIIpeZiesIAIv JaHHble I0Ka3aTesu, — 3TO AeTU
C maToyorhell cyctaBoB (peaKTHBHBIE apTPUTHI,
nguonaTudeckie peBMAaTOMZAHBIE apTPUTHL); a
Takke uHObekunoHHasa (15%) u GpoHXOIErod-
Has naTosorua (13%). B ocTanbHBIX OTAENEHUAX
60JIbHULIBI HeOOXOAUMOCTD OIIpe/ieIeHUA UMMY-
HOIVIOOY/TMHOB ObUTa 3HAYUTENBHO HIDKE (puc. 1).
B cooTBeTCcTBUM C NMPUHATBHIMU HOpPMaMH AJs
JeTell TPOBOAWIOCH U3Y4UeHHe ITOBHIIIEHHBIX U
TIOHIKEHHBIX 3Ha4eHUH (OTHOCUTENBHO pede-
PEHCHBIX 3HaUeHUH), Npe/CcTaBJeHHbIX BHIIIE.
Oxka3zaoch, YTO IOHWKEHHBIX 3Ha4eHUH BBIAB-
JieHO He 6b110. Kosle6aHua UMMYHOITIOOYIMHOB
npezcTaBieHsl B Tab. 10.

[MoBrILIeHHBIE 3HaYeHUA IgG GBLITN BHIABIEHBI ¥
116 (78,4%) mereit, IgM — y 59 (39,9%), IgA —
y 59 (39,9%).

Kaxk BuzHO 13 Tabi. 10, MOBHIIIEHHBIN YPOBEHD
IgG y fgeTell pasHBIX BO3PacCTOB IIpeBaIUpyeT

Ta6smna 10. IToBsrueHHbIe 3Ha4eHu (IgG, IgM, IgA)
y ZeTei B 3aBUCHMOCTH OT Bo3pacTa (KoJIn4ecTBo JeTel, %)

T S A RS

Jlo 1 roga (n=9)
1-3 rogza (n=26)
3-6 1et (n=31)
6-9 net (n=27)
9-12 net (n=26)
>12 et (n=29)

8 (88,8%)
13 (50%)
26 (83,8%)
24 (88,8%)
24 (92,3%)
21 (72,4%)

7 (77,7%) 4 (44,4%)
15 (57,7%) 10 (38%)
13 (41,9%) 8 (25,8%)

6 (22,2%) 15 (55,5%)
10 (38,5%) 14 (53,8%)
8 (27,6%) 8 (27,6%)
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NpaKTUYeCKU BO BCeX BO3PACTHHIX TIpyIIax,
Torza Kak And IgA u IgM BBIABIEHBI MeHee
3HayMMble Kojeb6aHUs. [IOBbIIIEHHBIE YPOBHU
uMMyHornobynuaa M (IgM) mpeBanupyoT y
JeTeil TIEPBBIX 6 JIET )KU3HU U OYEBUAHO 06Y-
CJIOBJIEHBI IEPBUYHBIM HHQUIIMPOBAHUEM.

N3 148 peteit y 95 (64,2%) 6buia Aokasa-
Ha WH}EeKIWOHHAaa maroysorua (0 HaIUYUIO
cnenudUIeCKUX UMMYHOITIOOYJIMHOB, a TaKXkKe
ACJI-0). OgHako UHEKIVOHHEIE 3a601eBaHuUs,
K COXKaJIeHHUIO, He ObLIM OTMEYEHBI B IUAarHO3E ¥
MHOTHX ZleTeil. DTO 06CTOATENbCTBO B JaTbHEH-
1eM oTpakaeTcs U Ha jiedeHuu (puc. 2).

W3 95 geTell mpaKTHU4YeCKU Yy IOJOBUHEI ObUIa
BBIAIBJIEHA CMeIlaHHass MHPEKIMOHHAs MaToJIo-
rua y 45 (47,4%). 3 6axkTepuaabHbIX BO30y-
AuTesneli Haubosiee 4acTO ONPeJEesINCh Map-
Kephbl CTpenToKokka (47,4%). T'epneTtudeckas
nHbekusa 6bUIa BhIABIEHA y 1/3-1/4 nereii:
9BB (29%), LIMB (26,3%), BI'41 (18,9%); BHY-
TPUKJIETOUYHBIE UHOEKIUH — XJIaMUAUU U MU-
KOILIa3MBbI — (COOTBETCTBEHHO y 23,2%) zgeTeii.
Peaxo onpezensanuchk TOKcoIiasMel — 3,2% u
reprnec 6 tumna (3,2%). [Ipeobiazanu ocTpele
dbopmer (1u o6ocTpeHne NHGEKINN).

AHanu3 M3y4aeMBIX HCTOPUH O6OJe3HM IOKa-
3aJI, 9YTO He BCe JIeTH IIOC/Ie BBIABJIEHHON HH-
beKIuY nosyvyany STUOTPOIIHYIO TePaNHtio.
KopoTko nmpuBezeM NpUMepH UCTOPUI 6oes-
HHU JleTel, ¥ KOTOPHIX OBUIO NPOBEAEHO oIlpe-

50
42,1
40

30 26,3

23,223,2
20

10

0

20B
LIMB
XJ1am
MUK
Bryi
TOCKO
BIr'ie
ApyrHe

B
=
(9]
o
=
3}

Puc. 2. BvisigneHHAst UHPeKyUOHHAst namonoaus y demeil
(n=95), %

JleJleHe WMMYHOIJIOOYJTMHOB ¥ BBIABJIEHBI

ocTpble UHOEKINH.

1. Pebenok 11 ser. JluarHos: apTpuT IIpaBo-
ro TOJIEHOCTOIIHOTO CycTaBa. BrIgBieHa
ocTpasi MUKOIUIa3MeHHass MHGEKIUA, KOTO-
pas He 6bLIAa BEIHECEHA B JUAarHO3, COOTBET-
CTBEHHO HET ¥ PeKOMEeHAUH 10 JIeYeHUIO
Y HaOJII0ZEeHUIO.

2. [JleBouka, 8 jeT. /luarHos: NIpaBOCTOPOH-
HUM OCTpPHIM CpeAHUM OTUT, MaCTOUJUT,
cybrnepuocTanbHbIll  abcluecc, MPaBOCTO-
POHHSA BepXHeA0IeBas THEeBMOHUs. BbIaB-
JieHa oCTpas MUKOIUIa3MeHHas UHQeKIUs,
KOTOpast HUrZle He ObLIa OTMeYeHa U MpoJie-
YeHa.

3. JeBouka 12 ser. JluarHo3: XpOHUYECKUU
raiiMopuT. BhIfiBIeHa CMellaHHas BUPYC-
HO-6aKTepuasbHasA MHOPEKIUSI, B TOM YHC-
se dnurteiina-bapp-Bupyc (OBB) — ocTpas
dbopma. OpHako jedeHUA AaHHON HHOEK-
uuyu He ObUTO. BBIABIEHA OCTpasi MUKO-
mwiasMeHHasa wuHObeKkuusa, S.pneumoniae.
B AaHHOM MCTOPUM HET JieueHUsT MUKOILIa3-
MeHHOW WHOEKIUN, pPEeKOMEeHJAAIUil o
JasnbHeleMy HabMOJeHNUI0 U KOHTPOJIIO
3a UHOEKIUAMH.

3AKJIFOYEHUE

TakuM o6pa3oM, omnpezesieHre OOLUIUX UMMY-
HOMIOOYJIWHOB y JeTel SBAAeTCI METOAOM,
KOTOPBIH IPOYHO BOIIEJ B KIMHUYECKYIO TPaK-
TUKY U Ha CETOJHAIIHUM JeHb OTHOCUTCA K
CKPUHUHI'OBBIM. [ToHM>XeHue WU MOBHIIIEeHHEe
YPOBHS OOIIUX HWMMYHOITIOOYJIMHOB y ZeTel
TpebyeT aAanbHeliniero ob6ciezoBaHus. Hau-
6osiee 4YaCTO U3MEHEHUsS KOJIUYECTBEHHOT'O
cocTaBa O6IIMX UMMYHOIVIOOYJIMHOB B KJIMHU-
YeCcKOHW IpaKTHUKe y JeTel oTpakaloT WHeK-
LUOHHBIe mpolnecchl. OZHaKO, Kak IMOKa3ana
NpOBeZIeHHBIN aHaIu3 UCTOpUl OOJIe3HU, ero
BBIMIOJTHEHHWE ITIOKa3aHO TEM JAE€TAM, Y KOTOPBIX
nozo3peBaeTcsa Kakasa-mubo uHdekiusa (ocTpas
wiu obocTpeHre XpoHUYecKoit). Kak mpasuiio,
MOBBIIIEHHBIe TUTPHL aHTUTea I1gG, IgM u IgA
ABJIAIOTCA OTPA’XE€HUEM IMOBBIIIE€HHBIX ypOBHefI
KaKux-1u60 crenuduyecKux aHTUTEN U CBUJe-
TEJbCTBYIOT O TeYEHUU 3aboIeBaHusA.

B cBA3U ¢ 3TUM Ies1eco06pa3HO MPOBOAUTS CJle-
AYIOIIWM KOMIUIEKC 06C/IeJoBaHUA U JIeUeHUsT
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IIPU TOJIYYEHUU MOBBIIMIEHHBIX TUTPOB IgM u Ha3HayeHWe 3THOTPONHOU Tepamuu (Kak
IgG anTuTeN: a"HTHbOaKTepUaNbHOM, TaK U aHTUTEPIIETU-
1. HckiodaTh reprieCcBUpycHble 3abosieBaHUsA YeCcKOM).
(Br'4l, Bryz, Bri4, Brus), suyrpukierod- 3. CiefoBaTeqbHO, HEOOXOAVMMEI PpEKOMEH-
Hble (XJITaMUJUHA U MHKOILIa3MBbI), a TaKXe Jaluy 1o AajbHeleMy HabIOZeHUI0 3a
ACJI-O. TaKMMU [JeTbMU U IIpOBEJleHUE CepoJio-
2. Tlpu BoiABAeHHUu uHbekuuu (0COGEHHO TUYECKOr0 KOHTPOJA aMOyJaTOpHO depes

ocTpbix ¢opm 3aboseBaHUA) HEOOXOAUMO 2-3 mec. H
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Xupyprusa

Cunapom Mak-Kbprona—
OnoOpaiiTa—bpaiineBa

CMOB)

uHApoM  Mak-KpioHa—On6paii-

ta—bpatineBa (CMOB) oTHOCHT-

¢ K peakuM dopmaM 1iepebpaiib-
HOTO IPEXJEBPEMEHHOI'O IOJOBOTO Pa3BUTHUSA
(TIIIP) B coueTtaHuu ¢ GuOpPO3HOU AMCIUIA3UEH
KOCTeN ¥ aCHMMEeTPUYHON MUTMeHTalleN KOXKU;
onmcal B 1907 r. kak 6one3Hp displasia fibrosa
polycistia (dubposHas ocreogucTpodus).
CHHIPOM XapaKTepU3yeTcs TPUAZ0H CUMIITOMOB:
$UOPO3HO-KUCTO3HOU AUCIIA3MENd KOCTHOM TKa-
HU; aCUMMETPUYHOU MUTMEHTAIMe KOXHBIX I10-
KPOBOB; Pa3HOOOPa3HBIMU 3HOKPUHOIIATUAMY,
HauboJiee YacTOU M3 KOTOPHIX fABJAETCA TOHAZLO-
TPOITHO3aBUCHMOE TPEXAEBPEMEHHOE II0JI0BOE
cospeBanue (IlerepkoBa B.A. u zp., 1999).
[MpUynHy BO3HUKHOBEHWs [JaHHOTO CHUHApPOMA
aBTOPHI CBA3BIBAIOT C MyTallWiedl B TeHe, KOAUPY-
I0IIeM a-cy6beuHUIy TyaHuAuHTpudocdar-cai-
3bIBalOlIero Oeska, MPUHAJIEXKAIEro K KJaccy
crumynupyomux (Gsa). MyTanusa BO3HUKaeT
CHOpaZindecKy Ha TOCT3UTOTHOU cTazuu. Map-
KepoOM CHHIpOMAa SIBJISIETCS MUTMEHTAIUA KOXKH
cBeTI0-KOdeHOro I[BeTa, HeMIPaBWIbHOM GOPMEL,
06OBIYHO HA TPYAU, CIIMHE, B OOJACTY TTOSICHUIIBI ¥
6enep.
OTH IATHA IIPUCYTCTBYIOT C POXKAEHUA WIH pac-
TIPOCTPAHAIOTCSA 110 Mepe pocTa pebeHKa.
3aboneBaHue dYalle BCTpe4YaeTcsi y /JeBOYEK U
TIpe/CTaBIIAeT BPOXKAEHHYIO HACIeCTBEHHYIO T1a-
Tosoruio. HanbGosee TsoKesble IPOSBIEHUA NIPHU
aTOM 3a60JIeBaHUY — KOCTHBIE HAapyLIEeHUS.
KnuHUKa 5HAOKPUHHOMN MATOJOTUU MPOSBIISETCS
B aBTOHOMHOU THIIepOYHKIINY runodpusa u mepu-
depuyeckux xeme3 BHyTpeHHel cekpernuu (ITe-
TepkoBa B.A. u zp., 1999).
Cpeay SHIOKPHHHBIX HapylleHWi Haubosee 4a-
CTBIM fIBJISIETCA TPEX/JEeBPEMEHHOE IOJI0BOE pas-
ButHe. [lociesHee HauyMHAaeTcsi B BO3pacTe OT
6—9 Mec. )XKU3HU [0 7-JE€THEro Bo3pacra U Mo-
JKET TIPOSBUTHCA B ABYX GopMax — HEIOJHON U

nonHou. Jina momHoi ¢opwmer TP xapakTepHO
HaJu4ye ZBYX IOJIOBBIX IPM3HAKOB — MeHapxe
U yBeJIU4YeHHe MOJIOUHBIX jKese3, JI HellOJHOM
— Ha/JIM4yue BTOPUYHBIX ITOJIOBBIX IIPU3HAKOB IIPU
OTCYTCTBUM MeHCTpyaluii. XapakTepHbIM sBJA-
€TCA YCKOpeHHe pocTa B JIuHy. [lo gocTrxeHUn
PenpoAyKTUBHOTO BO3pacTa MXEHIIWHBI C 3TOH
T1aTOJIOTHeH 10 POCTY U TETOCHOXKEHUIO He OT/IH-
4aloTcA OT JKEHIIWH, Y KOTOPHIX II0JIOBOE pa3BU-
THe HayaJoch CBOEBpPeMeHHO. Eciu Ipu IOosHOHU
¢dopwme II1P TeMII TOJIOBOTO PAa3BUTHUA YCKOPEH, TO
TIPY HETIOJTHOM OH yZAJIMHEH U MHOTZ]A TIPeBOCXOAUT
BpeMA GpU3MOIOrHYECKOT0 Pa3BUTHA B 2 pasa.

B ommnuue ot uctuHHBIX $opm [P mpu cuHApO-
Me Mak-KbptonHa—On6paiita—bBpaiilieBa He OTMe-
YaeTcs MOJIOBOTO OBOsIOceHwMs, AuddepeHIpoB-
Ka CKeJleTa yCKOpsIeTCA He3HauUTeNbHO. fn4HU-
KM OOBIYHO He YBEJUYEHHI U COAEPXKAT KPYIHEIE,
JJIUTENIbHO ITIepcrcTUpyomue  (OJUIUKYIAPHBIE
KUCTBI. YPOBEHb T'OHAQJOTPONHBIX T'OPMOHOB
OOBIYHO He IIPEeBBIIAET HOPMBI. BBIpa)KEHHOCTb
STOU IATOJIOTHM CHIDKAETCSA IIOCiIe 3aBeplIeHUs
nybeprara. B MexaHW3M ero BOBJ€YEHa pelell-
TOPHO3aBHUCHMas aZleHIWIAT-IIUKJINHOBAsA CUCTeMA
HecrennpUIecKod aKTUBAIUK, KOTOpas CTHMY-
JIUpyeT TOpMOHOOOpa3oBaHue 6e3 BO3AEHCTBUS
TPOIIHBIX TOPMOHOB.

YpoBeHb TOHAZOTPOIHBIX TOPMOHOB B KPOBH, 10
JAHHBIM OOJIBIIMHCTBA HCCIeZoBaTesel, He Ipe-
BBIIIAET BO3PACTHON HOpPMBI. Peakuus TOHaZO-
TPOIIHBIX TOPMOHOB Ha BBeJeHMe JonrbepuHa
TaKXKe COOTBETCTBYeT /JONyOepTaTHBIM 3HaYeHU-
AM. OfHAKO MMEIOTCA COOOLIeHNA U O IOBBIIIEH-
Ho#i cexpenyu JII' u @CI' npu faHHOM 3aboseBa-
HUM, OCOOEHHO NPU JJIUTEIBbHO CYIECTBYIOLINX
CHUMIITOMax IIpeXXJeBPeMeHHOIo II0JIOBOTO pas-
BUTHA. B M0Z06HBIX CIydasax MpeAnoaraeTcsa BTo-
PUYHOE CO3peBaHHe T'MIIOTaTaMO-TUIOGU3apHOI
CHCTEeMBI B pesyjbTaTe [JINUTeNbHOMN T'MIIepaCcTpo-
TeHHOU CEeHCUOWIU3aLuu TOHAZOTPOGOB.
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VIMeroTcst cOOOIIEHUS O psZie APYTUX SHIAOKPUH-
HBIX HapyIIEeHWH, COIPOBOXKAAIOMINUX CHHAPOM
CMOB, cpeau KOTOPBIX ClefyeT OTMETUTh aKpo-
METrajuio, TUIeplapaTpeo3, THIEPTUPEOS,
cugzapom HWnenko—KymyHra u BuTamMuH-D-pe-
sucteHTHBIN paxuT (Danon M., 1975; Micaki M.,
1988; Richard L., 1989).

CrezoBaTeIbHO, JAHHAA IATOJIOTUA 110 STUOJIOTH-
YecKUM (aKTopaM U IO TaTOreHe3y OCTAeTCs U3y-
YeHHOU He II0JHOCTHIO.

[IpuYMHBl Pa3BUTHUA KOCTHOW IATOJNOTHH TPYZA-
HOOOBACHUMBI, ITOCKOJBKY OHA pa3BHUBaeTCA Ha
doHe TOBBIIEHUA YPOBHA 3CTPOTEHOB, YCHIIU-
BAIOUIMX IIPOLIECC KaAbIIMHALUY KOCTEH U KOCTe-
obpasoBanus (Cmetrnux B.I1., Tymuiosuu JI.T.,
1997). Tlo muenuto S.J. Magalini et al. (1981),
bubpo3Ho-KUCcTO3HAA Auciuiazusd — (oKaabHOe
3aMelleHre KOPTUKaJbHOrO cjofg mponudepu-
pytommmu Gubpobractamu, dalle MTOPaXKarTCI
JJIMHHBIE TpyO4aThle KOCTH. Hamuuue KUCT NpH-
BOAUT K JebopManuy KOCTHU, BO3HUKHOBEHHIO
[IATOJIOTUYECKUX IIepeJIOMOB C HCKPUBJIECHUEM
HIDKeJIeXallero Kpasg KOHEYHOCTH.

Hawubomnee THnyHOM ABAeTCA AedhopManyi men-
KU 6eZ[peHHOM KOCTH, UMEIOIEl BUJ «I1aCTyIIbe-
ro nocoxa». Kpome toro, popmupoBanue pubpos-
HBIX KUCT BO3MOXKHO B KOCTSIX JIUI[EBOTO CKeJleTa
Y OCHOBaHMA yepena. IIpu 9ToM BO3HUKAIOT JIUIIe-
Bas aCMMeTpHsA, OZHOCTOPOHHUH 2K30TaIbM, B
PEeIKUX CIydasax HabJIoAaloTcd HEBPOJIOTHYECKHe
U TICUXUYeCKre HapylueHus (aTpodus 3pUTeTbHO-
IO HEPBa, TOTEPA CIIyXa, CyAOPOTH, 3aepKKa IICH-
XMYEeCKOTro pasBUTHA). IIpoljecc MaToJoruu KOCT-
HOM TKaHU U 4aCTOTA [1€PEIOMOB CHIKAIOTCA I10-
ciie 3aBepuieHus nybeprara (Bpaiines B.P., 1954).

KJIMHUYECKWU ITPUMEP

BonbHas: O., 10 1eT

TocnuTanu3vpoBaHa B OT/Je/IeHUE TPAaBMAaTOJIOT U
u oproneauu 10.10.2012 r. ¢ AMArHO30M«CHUH-
apom Mak-Keiona—Onbpaiita—bBpaiiieBa ¢u-
GpPO3HO-KHCTO3HAas JUCIUIa3UA KOCTHOU TKaHU,
IIaTOJIOTUYECKUI IepesioM IIeHKU MpaBoil Ge-
JPEHHOH KOCTH, Ipex/JeBpeMeHHOE II0JI0BOe
pasBUTHE, MHOTOY3JI0BOH TOKCHUYECKHil 300.
CocTosIHME MOCjIe THUPEOWJIKTOMHY, TUIMONa-
paTupeos».

AHamHe3: pebeHOK HabII0aeTCs MO MOBOAY CUH-
npoma Osbpaiita. Co cnoB pebeHka ObUIa TpaBMa

okoJio 14.09.12, mocjie KOTOPOH MOSBUINCH JKaJIo-
65 Ha 606 B KOJIEHHOM cycTaBe cripasa. 4.10.12
BBHIIIOJIHEHA pPEHTreHorpaMMa Ta306epeHHBIX
CyCTaBOB B IIPAMOI IIPOEKINH, BEIABJIEH IIepeoM
IelKy IpaBoi 6eZpeHHOM KocTu. MiMMobuin3a-
uua He nposoguaack. 08.10.12 xoHCynbTHpOBaHA
B Mopo3zoBckoii JITKB, pekoMeHI0BaHa SKCTPEH-
Has rocnuranusanud. ['ocnuranusupoBaHa B OT-
JAeneHue TpaBMaTosoruu u oproneauu MAIKB.

IIpu DOCTYIIEHUH MEeCTHO: 001acTh KOJIEHHBIX
u Ta3o6eJpeHHBIX CyCTaBOB He U3MeHeHa. [IBU-
’)KeHUA B NPaBOM U JIeBOM KOJEHHOM CycTaBe B
moTHOM o6beMe. OTMedaeTcs 601e3HEHHOCTD IPU
TajblIalliy ¥ ABWKEHUU B IIPaBOM Ta300eZpeH-
HOM CycTaBe — OI'DAaHMYEHBI BCe BUZBI ABIDKEHUH.

Ha penTreHorpaMmme Ta3o6epeHHbIX CyCTaBOB
B npsMoii nmpoeknuu oT 4.10.12 ompegenatoTes
oyaru paspe)xeHHsd KOCTHON TKaHU B IIPOEKINH
MeTadu30B 6epeHHBIX KOcTel. Ta30Bble KOCTH He
usMeHeHBl. OTMeyaloTCs JecTPYKUUA U HEOoAHO-
POZHOCTb KOCTHOH CTPYKTYPBI B OOJIACTH LIEHKH
paBoii GepeHHO KOCTH, IepesioM LIeHKH IIpa-
Boli OeZpeHHOI KOoCcTU (CMelleHHe OLIEHUTb He
yzaaercs).

ITo faHHBIM KOMIBIOTEPHOII TOMorpaduu OT
10.10.12 ompeziensaeTcsa o4ar pa3peKeHUs IpaBoi
6eZpEHHOI KOCTH OT T'OJIOBKU OeZpeHHOM KOCTU
JI0 IVICTAIIHOTO MeTadu3a, Co B3ZyTHEM U UCTOH-
YyeHHeM KOpTHKaJIbHOro cyosi. KocTHo-M03roBoi
KaHaJ 3alloJIHeH HEOZHOPOAHOU Maccoil craboit
IUIOTHOCTH. B mpokcuMaibHOM MeTaduse OGe-
JPEHHOH KOCTH COXpaHAETCA KOCTHAA TKAaHb JUC-
TaJbHee rOJOBKYU 6e/ipa Ha MPOTKEHUH 1—2 M.
B aucrampHOM MeTaduse 6Gespa KOCTHasA TKaHb
coxpaHeHa. B obmacTu mieiiku npaBoil GeipeH-
HOM KOCTH OIpeZiesigeTcs JIMHUA nepeioMa. TeHb
KOCTHOW MO30JM BhIpakeHa ciabo. CMeleHue
IIPOKCUMAJIBHOT'O OTJIOMKA KHHU3Y € AedopMariueit
meevHo-auaduzapHoro ymia go 110—120 rpaz.
(puc. 1, 2).

B mpokcumanibHOM MeTadu3e JieBoil OeapeHHOM
KOCTH aHAJIOTWYHBIM O4ar paspexeHHA KOCTHOH
TKaHM, He IepexoJAIuil Ha IelKy U 3aHuMaro-
muH 2/3 KOCTH.

ITo cpaBHEHHUIO € peHTreHorpaMMaMu 6ezep ot
2007 u 2009 rozoB — B HacTosAlllee BpeMs OTMe-
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yaeTcs OTpULiaTeNbHAsA AMHAMHUKA C pa3pacTaHu-
€M IaTOJIOTHYECKOTO o4ara B paBoil 6eApeHHOM
KOCTH Ha LIeHKy 6epeHHOI KOCTH.
PebeHky c AuarHo3oM cuHzpoma Mak-KpioHa—
Onbpatita—bpaiilieBa, MaTOJOTUYECKUM  IIe-
peJioMoM IIeWKU NpaBoi OeApeHHON KOCTU CO
CMellleHHeM, C yIeTOM IIPOrpecCUpyIOIEro pocTa
MATOJIOTUYECKOT0 od4ara (KUCTO3HO-GUOPO3HOM
He3peJIol COeJUHUTENbHON TKaH!) B LIeHKe mpa-
BOH OeZIpeHHOM KOCTH, Pa3BUTHEM MaTOJIOTHYe-
CKOTO IlepesioMa IIeHKU MpaBoi GefpeHHOH Ko-
CTH, C Y4€TOM Heb6JIaronpUsATHOTO IIPOTHO3a MPU

Puc. 1 OTCYTCTBUHU JiedeHUs (MPOTrpecCUpYIOIINN pPOCT
¢$u6PO3HON TKAaHU MPUBEAET K MHOXKECTBEHHBIM
TaTOJIOTUYECKUM IIepejioMaM, OTCYTCTBHUIO UX
cpaiieHus, HEBO3MOXKHOCTH ZiaBaTh OCEBYIO Ha-
rpy3Ky Ha KOHEYHOCTbD), C y4€TOM 3HAYUTENBHOTO
pa3pylleHuss KOCTHOUW TKaHU OeApeHHOM KOCTH
cripaBa ObLIO pEIIEeHO BBITOJHUTH KOCTHO-ILIA-
CTUYECKyI0 pe3eKIuio GUOpPO3HOM TKaHWU, IUIa-

Puc. 2

Puc. 3. BHympuouaz08ast pe3ekyust Ha NPOMANCEHUL 8Ce20 Puc. 4. Kocmnas naacmuka Ha oHe ycmaHo8ieHH020
6edpa UHMPaMeQYIAPHO20 CIePHCHSL
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CTHKY IaTOJIOTUYECKOT'0 04ara ajJJIoKOCTbIO, OCTe-
OCHHTE3 C KCIIOJb30BaHUEM CHUCTeMBI Proximal
Femoral Nail Antirotation (PFNA), 4TO ITO3BOJIUT
BOCCTAHOBUTb HOPMAaJIbHYIO KOCTHYIO CTPYKTYPY
U 006ecreYnTh BO3MOXXHOCTb CaMOCTOSTEIHHOIO
TepeJBIKeHUS.

23.10.12 mox KOMOWHHPOBAaHHBIM HAapKO30M
BBINOJIHEHA oIlepanyd: BHyTpHouyaroBad pe-
3eKIusd, KOCTHas IUIacTUKAa JeMUHepaaiu30-
BaHHOHM aJI/IOKOCTHIO, OCTEOCHHTE3 CHCTEMOM
PFNA (puc. 3,4, 5).

[NocneonepallnoOHHBIHM TepHoZ IPOTEKal IVIaJKO.
Ha KOHTpOIbHOU peHTreHorpamme ot 25.10.12 —
TIOJIOXKEHNE TIpaBoi 6GefpeHHON KOCTH YZOBJIET-
BODUTEJNBHOE, TIOJNOXKeHUe IITHdTA YZOBIETBO-
puUTesIbHOe, IOJOCTh KOCTHO-MO3TOBOT'O KaHaja

Puc. 5. 3(1Kpblmu8 KOCIMHO-M03208020 KaHanta u 6]10kupo—
8aHUe CMepHCHA

3alojHeHa /JeMHHepaJu30BaHHBIM aJUIOTpaHC-
wiaHTaToM (puc. 6).

PeGeHOK BEPTUKAIM3UPOBaH Ha 4 CyTKU MHOCIE
onepanuy. Harpyska Ha KOHEYHOCThb paspelleHa
4yepe3 5 Mec. JTTUTeTbHOCTh HAabJIF0ZIeHUS COCTaBU-
na 1 rog. PebeHOK kanob He NMpegbaBISAeT, Orpa-
HU4YEHUA I[BI/I)KEHI/Iﬁ B CyCTaBe B HacTosdIee BpeMH
HE OTMEYEHO.

TakuM 06pa3oM, OZHOMOMEHTHAs KOCTHas IUIa-
CTHKA U CTABWIBHBINA OCTEOCUHTE3 Ha GOHE maTo-
JIOTUYECKOTO IIepeoMa II03BOJIAI0T IPeAYIIPEANUTD
pasButue AedhopMainii, JOCTUYb KOHCOTUAALMM
IepesioMa ¥ COXPaHUTh KaueCTBO XKM3HU MalieH-
TOB C IOJMOCCANBbHOM dopmoii $pubpo3Hoit AuC-
wiasyy. |

Puc. 6 (1) Puc. 6 (2)
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KiavMHnuyeckuu ciaydamn
MCEBIOKHCTHI
MOAKEJIYI0YHOM KeJie3bl

e3foMe: IIpeAcTaBieHO KiuHuYe- [lokasaHsl BoamoxxkHocTHu Y3, KT, MPT B pexu-

CKoe HabMofeHNe IICeBAOKUCTEI
MOMKENYyAOYHOU  Kese3bl  (KU-
cra IDK) y manpunka 12 seT, BliepBble IIPOSABUB-
ureicsa 60eBbIM aGJOMHUHATBHBIM CHHAPOMOM.

Me MPXIII' B fuarHOCTUKE JJaHHOM IIaTOJIOTHMU.
OmmcaH €roco6 3HAOCKOMYECKOTO XUPYprude-
CKOT'0 JIeUeHHs C yIeTOM [T0Ka3aHuN U IpoBeZieH-
HBIX METOZIOB KMCC/IEOBaHUMA.
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ITox tepmuHoM «kucrta IDK» mogpasymesaert-
¢ KUJKOCTHOe oOpa3oBaHMeE, HaxXoZAlleecs B
TKaHU caMOM >KeJie3Bl WM B IapanaHKpeaTHye-
ckoi kjieTdaTke. CTOUT OTMETUTh, UYTO KHUCTHI
TIOZKETyIOYHON JKeJle3bl — 3TO OTHOCHUTENbHO
peAkas IaToJIorus B IeTCKOM BospacTe. Kucto-
3Hble 06pa30BaHUA MOKENYZOYHOH >KeJe3bl
MOT'YT OBITh BPOXKEHHOI'O XapaKTepa, KOTOpbIe
pacLeHUBAITCA KaK HUCTUHHBIE KUCTHL. JIOXK-
HBle KHUCTHI 00pasyroTcsd IIocjie TpaBM, BocHa-
JINTEJIbHBIX NIPOLECCOB, a TAKXKe B pAZe CaydaeB
B pe3y/ibTaTe OllepaTUBHBIX BMeIIaTeIbCTB Ha
TIOZKeNyZIOYHOM >Kejle3e. PeTeHIIMOHHBIE KU-
CTHI — B pe3y/nbTaTe paclIMpeHus aHKpeaTu-
YeCKOT'0 IPOTOKa — MHOTZA ¢ pOpMHUpPOBaHHEM
KaJbKy/ne3a IOAXKeTyZo4HOU >kemesbl. OCHOB-
HBIM METOZOM JHarHOCTHKU KHUCTO3HBIX obpa-
3oBaHui asnaerca Y3U. Ilpu nposegenuu Y3U
Ha anmnapare 3KCIePTHOTO Kjacca UCIOIb3YIOT
2 OCHOBHBIX CBOMCTBA y/JAbTpasByKa: CKaHU-
poBaHue U gomieporpaduo. JaHHBINA METOJ,
TI03BOJIAET OIPEJEeIUTh XapakTep OOBEeMHOro
o6pasoBanus [DK, ero kpoBocHabxeHue, a TaK-
’Ke JlaTh OLleHKY apTepHaIbHOrO U BEHO3HOTO
KpoBOTOKa. [0 XxapakTepy OKpy>KaroluX KUCTY
TKaHeH MOXHO CyZWUTHh O cHOpPMHUPOBABIIEHCA
KUCTE, YTO [T03BOJIUT BIOpATh aleKBaTHHIN Me-
ToZ sedeHud. Ilo gaHHBIM Y3/ MOXXHO CyJUTh
O MHOIOKaMepHOCTHU KHUCTBl WIU JUArHOCTHU-
poBarp mnonukucrod. Jna zauddepennuans-
HOM AMArHOCTUKU C KUCTAaMH APYTUX OPraHOB
OpDIOIIHOM IIOJIOCTH IIOKa3aHO IIpoBeZieHue
xomnbioTepHO# Tomorpaduu (KT), u ¢ 1enpio
OTBETAa Ha BOIIPOC: COOOIIAETCS JIU MTOJIOCTh KU-
CTBHI C NIPOTOKOBOM CUCTEMOM IMOAXKEeTyZOYHOU
xkenesbl? — npoBoaaT MPT B pexxume MPXIIT.
JleyeHHe KUCT 4Yallje BCEro NPOBOAUTCA XUPYP-
TUYecKUM IIyTeM. V1 TeM He MeHee HMHOTZAA KOH-
CepBaTHUBHBIE METOABI IPUBOJAAT K paccachlBa-
HUIO COZEP)XKMMOTO KUCTHI U OOIuTepanuu ee
TIOJIOCTH.

Hcropus Bonpoca. [1o JaHHBIM TUTEpaTypHl, IIep-
Bas MOMBITKA U3JIEYUTh KUCTY MyHKTUPOBaHUEM
ee MpocBeTa yepe3 OPIOLIHYI0 CTEHKY ObUIa 0Cy-
mecTsiaeHa B 1892 rogy Jle Jlente. 2KugkocTs us-
JIWIach B GPIOIIHYIO MTOJIOCTh, ¥ OOJIHHOM MOTUO
OT IEPUTOHUTA. B fanpHelIeM GBUTH CZeIaHbI
TONBITKM BHYTPEHHEI'O APEHUPOBAHUA KHUCTHL,

T.e. COEIVHEHHUs €e C IOJOCThI0 KaKOro-mnbo
BHYTpPEHHero opraHa. OTU IIONBITKY O4eHb 4acTO
3aKaH4YuBanuchk HeyAadamu. B CCCP Bnepsble
Takoe BMeIlaTeabCTBO BhIIOMHWI WM.M. /I>kaHe-
auzase B 1935 rogy.

Bce xupypruyeckue MeTOJBI JJ€YEHUA KUCT pas-
ZeJIAI0TCA Ha 4 OCHOBHBIE KATEOPUU:

1) mosnHoe yzAaseHue KUCTHI;

2) HeNoJIHOE yAaJeHUue KUCTHI;

3) BHyTpeHHee JApeHHpOBaHUE KUCTHI;

4) HapyXHOe ApeHHPOBaHUe KUCTHI.
dopMupoBaHue aHACTOMO3a MEXAYy KHUCTOU U
MUIEBAPUTENBHBIM TPAKTOM — JKENyZKOM, TO-
el KUIIKOM Wiy 12-epcTHON KUIIKOM — uc-
mosib3yeTcs: Hanboslee YacTo U AaeT HAWIydIle
pes3yJbTaThI.

B JaHHOM KJIMHHUYECKOM IIpUMepe KHCTa
(xucto3naa tpaHchopmanusa [DK) Bo3HuKIA B
pe3y/bTaTe TPaBMBI.

V13 aHamMHes3a U3BeCTHO, YTO 3a 2 AHA A0 MOCTYII-
JieHvsi B 60IbHUIY ¥ pebeHKa MOsIBUINCH JKaT00bI
Ha 00JI1 B )KMBOTE B JIEBBIX OoTAenaX. OTMevacs
noabeM TeMmrepaTypsl 10 39 °C, 6blIa OZHOKPAT-
Hada pBoTa. Ha ciexyromuii leHb coxpaHsaach
bebpribHas uxopazka u 601U B )KUBOTE. Bpu-
razoit CMII peGeHOK ZOCTaBJIEH B IPUEMHOE OT-
nenennie Moposzosckoit JATKB. TocnuTamusupo-
BaH B OT/JeJIeHUe SKCTPEHHOM, abJOMHUHATbHON
Y THOMHOM XUPYPruy ¢ IoZ03peHNeM Ha OCTPBIHI
anneHAUOUT. [Ipy AUHAMHUYECKOM HaOII0feHUN
JIAaHHBIX 33 OCTPYIO XUPYPIUYECKYIO ITaTOJIOTHIO
He 6bLIO.

[Ipu ocMOTpe cocTostHUE pebeHKa cpeHel TshKe-
ctu. Jluxopazut zo 37,3 °C. KoxxHble TOKPOBHL U
BUZANMBIE CIN3UCThIe 6Jie[HO-PO30BBIE, YMEPEH-
HOH BIQKHOCTU. JINMGOY3IIBl HE MaJbIUPYIOTCA.
JlpixaHue dYepe3 HOC CBOGOAHOE, OTAEIIEMOTO
HeT. B jlerkux aycKy/nbTaTUBHO AbIXaHUE BEe3UKY-
JIApHOE, XpUIIOB HeT. OABIIKY HeT. TOHHI cepAiia
SICHBIe, pUTMHUYHBIE, ITYyMOB HeT. )KUBOT MATKUM,
JIOCTYTIEH IIyOOKOM MabIIal[iu BO BCEX OTAENAX,
60JIe3HEHHBIH B 3MUTAacTPaIbHON U JIEBOU IIOA-
pebepHoii obnacTsax. [lepuToHea bHbIE CUMIITO-
MBI oTpunaTesnbHble. CTyJ 6BUT — HOPMAaJbHBIMH,
6e3 maToJIOTUYECKUX mpumeceii. Moveuncycka-
HHe cBoboHOe, 6e3601e3HEHHOE.

[Ipy moOCTyIUIEeHMM B KJIMHUYECKOM aHalIuse
KPOBHU BCe IIOKa3aTeJu OCTaBajJWCh B IIpezesax
BO3PACTHON HOPMBI, 32 UCKJIIOYEHHUEM yMepeH-
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Horo yckopenuss COD — 30 MM B 4yac, B 6GHOXU-
MHYeCcKOM aHajIu3e OTMedasnach TMIOKaIneMUs
3,0 MmMmosb /11, yBemndeHue nokasaTeseir CPB 1o
0,3 Mr/J1, MoKa3aTey III0KO3bI U anbda-aMiia-
3a OCTABAJIMCh B IIpeZiesiaX BO3pACTHON HOPMBI.
B otzenenun pebeHKy B IIpeoNIepaliiOHHOM I1e-
pHUO/ie BBHINOJMHATACh UHOY3NOHHAA U aHTHUOAaK-
Tepua/lbHasA Tepamus.

[Tpu BeImONHEHUM Y3V GPIOUIHOM IIOJMIOCTU BhI-
ABJIEHO KUCTO3HOE 00Opa3oBaHUE 3HAYUTEIbHBIX
pa3MepoB B JIEBOM BepXHeM KBaJIpaHTe OPIOLTHOM
TIOJIOCTH YEHCTOH CTPYKTYPbL. CBOOOZHOM KUAKO-
CTU B GPIOIIHOM MOJIOCTU He 0GHapy»keHo (puc. 1).
ITo pesynsraTaM Y3V OGbUIO NMPUHATO peELIEHKE
BHINONHUTh KT OpIOUIHON IIOJIOCTH: OIIpefe-
JIAeTcsl KHCTO3HOe o00pa3oBaHHEe pa3MepaMu
7%8,4%x9,4 cM Ha YpOBHe BEPXHEI0 Taka OPro1II-
HOU mosiocTu 6e3 OTYETIMBOUM OpPraHHOW IPU-
HAZJIEXKHOCTY, MOXXeT COOTBETCTBOBATh Kak
nceBrokucTe IDK, Tak U IceBJOKUCTe OpBDKEH-

Puc. 1

Puc. 2

Puc. 3

Ku. IledeHb HECKOJBKO yBeJMYEHA B pasMepe,
ouepTaHUA [TleYeHU YeTKue, poBHble. OUaroBble
o6pa3oBaHus B MapeHXUMe MeYeHU He BBIABIIe-
HBl. BHyTpHUIIeYeHOUHBIE YXeTYHbIE NTPOTOKU He
pacuipersl. [DIOTHOCTh MApEHXUMEI IeYeHH
YMEpEHHO IOHIKEHA, TaKUM 00pa3oM, CTPYK-
TypHblE WU3MEHEHUs IIe4eHH MOTYT OBITh 06y-
CJIOBJIEHBI OBHILIIEHNEM COZlepXKaHuUsA JKUpa B ITa-
peHxuMe nedeHu. Takxe BbISBIEHBI 06aBOYHbIE
ZIOIbKU cesie3eHKU (puc. 2, 3).

B panpHeiimeM pe6eHKy 6bUIO BBITOMHEHO MPT
remnaTobwIapHO 30HBI C KOHTPACTHBIM YCUJIe-
HueMm (MarseBuct 10,0), Mo KOTOpOMY oIpezie-
JISJIOCh HaJIMYKE OGIIMPHOTO KUCTO3HOTO O6pa-
30BaHUA B BEPXHEM 3Ta)ke OPIOUIHON IOJIOCTH
cieBa. YkazaHHOe ob6pa3oBaHUE, CKOpee BCETO,
sBysgeTcsa nceBiokuctoi [DK. CBA3b ¢ IPOTOKO-
BOI cucTeMol pancreas He BbiABIeHa (puc. 4, 5).
[To pe3ynbraTaM BBINOJTHEHHBIX HCC/IE€JOBAHUMI
6GBLIO IPUHSTO PeIlleHHe BBHIIOIHUTD AUaTHOCTH-
YecKyIo JIallApOCKOIIMIO, II0 pe3yJabraTaM KOTO-
poii 6bUIa ompe/ieieHa TAKTUKA XUPYPrUIECKOTO
JIedeHus.

BrlllosiHeHa AWArHOCTUYEcKas JanapOCKOINs,
HccedyeHVe KUCTHI OKETYyIOYHON JKeJle3bl, Ipe-
HUpOBaHUe OPIOIHOW IOJOCTH. PacceuyeH Ma-
JIBIY CAJIBHUK C UCIIOIb30BAaHUEM MOHOIIOISIPHOK
KOoary/siiuy, o6HaXkeHa KHUCTa B 06J1acTU XBOCTa
TIO/KETyIOYHOM JKejle3bl ANMaMeTpoM OKoso 8
CM, C IUIOTHOM cTeHKOH. KucTa mocTeneHHo oTze-
JIeHa OT CTEHKH XKeyZKa, OT IOIIepeYH0-06004-
HOU KUIIKU. BEIABIEHBI #06aBOYHEIE CEIE3EHKH,
TpWIerarle K CTeHKe KHUCTH B KOJMU4YeCcTBe 3
mT., pasMepamu 0 3 cM. 1o 3aZHeHIKHEN TT0-
BEPXHOCTH KUCTHI UMeeTCs IUVIOTHOE CpallleHue ¢
XBOCTOM TTO/KETYZOYHOM JKele3bl U cele3eH0Y-
HBIMU cocyZaMu. [Ipy MOMBITKE OT/AeNIeHUA CTEeH-
KU KHCTHI OT COCYZUCTOTrO CIUIETEHUS OTMEYaeTC st
KPOBOTeUYeHHe, OCTAaHOBJIEHO C UCIIOIb30BaHUEM
GUIIONIAPHOTO KoarynaTopa. VIHTpaomepanuoH-
HO OBbUT B3AT IIOCEB U3 KUCTHI Ha MHUKPOQIIOPY,
KOTOpPBIY pocTa He fai, Ha amwiasy — 72 Ea/n
(HopMma o 100 Ex/m), IUTOJOTHSA — MaTepuasl
KJIETOYHBIM, IpeZACTaBleH OOJbIINM KOJIIde-
CTBOM pa3pylleHHbIX HeWTpoduioB u gumdo-
uuToB. CTEHKM KHCTBI UCCEYEHBI CyOTOTAJIBHO,
OCTaBJIEH YYACTOK CTEHKH KUCTBI, TPUIET A0
K COCyZaM cejle3eHKU, SITUTeTNaNTbHasA BEICTHIKA
OCTaBIIEHCA CTEHKHU TIIATETbHO KOATyJIMPOBaHa,
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K Hell To/[Be/leH CUJIMKOHOBBIHN ApeHax. 060104~
KM KUCTHI TIOMEIIEeHbl B SHAOMEIIOK U yJaleHbI
u3 GprourHoi nosoctu (puc. 6).

B mocieonepanriloHHOM IE€pUOJe AJA CTabWIn-
3alUM COCTOSAHHA M MOHUTOPUPOBAHHOIO Ha-
6tozieHNA pe6eHOK ObUI TepeBeZieH B OTAeIEHE
peaHMManuy, rge MpoBogwiack WHQY3HOHHA,
aHTHbaKTepuagpHad, CHUMIITOMaTH4ecKas Te-
panus, nepenuBaHue C3I1 ¢ menplo BOCIOJIHE-
HUA GaKTOPOB CBEPTHIBAHUA, NapeHTePaJIbHOE
nuTta"ue (oMuKIMHOMeNb). Ha 5-e cyTku mocie
ornepanyy pebeHOK ObUI IIepeBesieH B 3-e XUPYyp-
TUYecKoe OTAeIeHHe A AalbHeHIIero Je4yeHus.
B orzeneHnn pebeHOK MpoAOIKal IONydaTh
aHTHOaKTepUaJIbHYIO Tepamuioo: LedTPUaKCOH
2 r x 2 pasa B cyTku — 10 gHe#, geceHcUbWIN-
3UPYIONIYIO Tepamuio, MpoObuoTUKU — Gudu-
AyMOaKTepHH, COMaTOCTaTUH — OKTPEOTH — C
TIOCTEIIeHHBIM CHIDKeHHEM JI03UPOBKY U IIOCIe-
Zytoiiel oTMeHOH, ropzokc. CTpaXxoBOYHBIH Jpe-
HaX ObLT yzajieH Ha 8-e CyTKH ITOCJIe Ollepaliyu.
T'ucrosoruyecKoe onucaHue: B CEpUY 'UCTOIOTH-
YeCKUX IperapaToB BU3YaJHU3UPYIOTCSA CTEHKU
KHCTO3HOH mosoctu (puc. 7, 8), chopmuposa-
HBl COeIVHUTENBHON TKAHBIO C BKJIIOUYEHUSAMU
nponudepupyoomux ¢ubpobracToB M odara-
MM CKOIUIEHUS AJMIIOIUTOB U HEOOIIMPHBIMU
KDOBOUBJIUAHUAMU. BBICTWIKA CTEHKU KHCTHI
He UMeloT. ITo ofHOM M3 IOBEPXHOCTEH KHCTHI
HaJIOXKeHUe HUTeld ¢uOprHa. DIeMeHTOB C aTu-
NUYHOU Win crienududeckoit mopdosorueii He
BBIABJIEHO. 3aKIIOYeHHUe: IIOCTTPaBMaTHdecKasd
KUCTa IMOKeNTYA0YHOM Kesle3bl. JIAHHBIX 32 Heo-
IUTACTUYEeCKUH Ipollecc B Mpejeiax JOCTaBjIeH-
HOro Marepuaja Het (puc. 9, 10).

[Ipu xoHTpoabHOM Y3V mepes, BBIIMCKOU IOA-
JKeTyZlouHas JKeje3a He yBelndeHa. HecKoJIbpKo
TIOBBIIIEHA 3XOI'eHHOCTh €e XBOCTa. KOHTYpHI
yeTKHe, poBHble. OTMedaeTcsi HeKOTopas HH-
bmrbTpanya Majaoro cajbHUKA. JKHUAKOCTHOTO
COZIeP’KUMOTI'0 B CJIbBHUKOBOH CyMKe He 06Hapy-
JKEHO. B II0I0CTH MaJIoro Tasa ciessl >KUJAKOCTH.
[MaTonornyeckux OOGBEMHBIX 00Opa3oBaHUI B
OPIOUTHOH MOJIOCTH U 3a0PIOIIMHHOM IIPOCTPAH-
CTBe He BBIABJIEHO. lleTnu KUIleYHHKa He pac-
LIMPEHB], IepPUCTAIbTHKA pABHOMEPHA.

[Tpu BBINKCKE B KJIMHUYECKOM aHaJIN3€e U GUOXU-
MMYECKOM aHaJM3e KPOBH Bce IOKa3aTelu — B
TpeZiesiax BO3PacTHOU HOPMBL.

Puc. 4

Puc. 5

Puc. 6

Puc. 7
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Puc. 8

Pe6eHOK BBINTKCAH U3 CTallMOHapa Ha 12 11.0. cyT-

KU B yZJOBJIETBOPUTEIHLHOM COCTOSHUU. Puc. 9
ITo JaHHBIM Y/IETPa3ByKOBOT'O UCC/IEZIOBAHUSA Yepe3

3 Hegeny, sxorpaduyecKre MIPU3HAKU YMEPEHHO

OTEeYHBIX TKaHel B 06/IaCTH XBOCTA TIOKETyA04-

HOH KeJie3bl. B GMOXMMMYECKOM aHaIn3e KPOBU

BCe TOKa3aTesiy B IIpeZieiaX BO3PAaCTHON HOPMEI:

anmpda-ammiasa 62 Ex/n (Hopma zo 100 Ex/m),

IIOKo3a 5,5 MMorb /i1 (HopMma 4,1—6,2).

3akio4yeHue: IIPe/CTaBIEHHBINA ClIydall IICeBJO-
KHCTBHI ITIOZKeTyAI0YHOM >Keste3bl y pebeHka 12 et
OoTpa)kaeT KOMIUIEKCHBIHM MOZX0/, B AMArHOCTHKe
JAHHOM ITaTOJIOTHH Y pellleHUU BOIIpOca B aZleK-

BaTHOM BBIOOpE XUPYPru4ecKoro jedenus. l Puc. 10
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I1ceBaoKucTa NoIKeaya04HOM
JKeJie3bl B COYETAHUU

C MHCYJIMHO3aBUCHMbIM
caxapHbIM JUA0ETOM

HUCTO3HBbIE OOpa30BaHUS IOMXKe-

JIyIOYHOU ’Kejie3bl MOTYT OBbITh

POXJEHHOTO  XapakTepa, Ko-

TOpBIE PACIEHMBAIOTCA KAaK WCTUHHBIE KUCTHI.
JIo)KHBIE KUCTHI 06pa3yIoTcs Iocjie TpaBM, BocIIa-
JINTEJIbHBIX TIPOLIECCOB, & TAKXKE B PsZle CIIy4aeB
B pe3ynbTaTe OIEPpAaTHBHBIX BMEIIATE/IbCTB Ha
TIO/KEJTYI0YHON JKeyle3e. PeTEeHI[OHHbIE KUCTHI
B pe3yJbTaTe pacIiUpeHUs MaHKPeaTUIeCKOro
TIPOTOKA B psZie CJIydyaeB COYeTaroTcsa ¢ GOpMHU-
pOBaHMEM KaJbKy/e3a IOKeTyOIHOU KeJe3bl
[1, 2, 3, 6,7 8, 14, 15]. KnuHnuuyeckaa kapTUHa
KUCT TIOKeNyAOYHON >Kene3bl B 15% ciydaeB
COTIPOBOXK/JAETCS Pa3BUTHEM PAa3JIUIHBIX OCTIOXK-
HEHHﬁ, OAHUM M3 KOTOPBIX ABJIAECTCA IAaHKPEOHE-
Kpo3. OCHOBHBIM METOZIOM AVArHOCTUKHU KHUCTO-
3HBIX 06pa3soBaHUIl sABJETCS COHOTrpadUIecKoe
WCCIeZIOBaHYEe TTOMKeTyJOYHOM Kese3bl. s
nuddepeHIIMaNbHON AUATHOCTUKU C KUCTaMH

JAPYTHX OpPraHOB OpIOIIHOM IOJIOCTH ITOKAa3aHO
TpoBeZieHre KOMITbIOTEpHOI ToMorpaduu [11].
CTOUT OTMETUTh, UYTO KHCTHI ITOKETYJOYHOU
JKeJIe3bl — 3TO OTHOCHUTEIBHO pesiKas IaTOMOrHA
B ZIETCKOM BO3pacTe, OZHAKO 4acTo Tpebyromas
TIPOBE/IeHHA OIlePaTUBHOrO JiedeHHs. [JokazaHusA
K TOMY WIM UHOMY BUZly OIIEPATUBHOIO JI€YE€HUA
TICEBJOKHCT II0CJIe IIepeHeCeHHOT'o TaHKpeaTUuTa
3aBUCAT OT CPOKOB BO3HUKHOBEHHA U TOJINIVUHBL
cTeHKU obpasoBaHudA. Yepe3 3 mecAna u bosnee
¢ dopMupoBaHUeM IUIOTHOM CTEHKU Haubosee
4acTO UCIOJIb3YIOTCA METOZBl BHYTPEHHErO Jpe-
HHWPOBaHWA, OJHUM K3 BapUAaHTOB KOTOPOTO fAB-
JIAETCA TTaHKPeaTOIMICTOCIOHOCTOMUSA Ha M30JIU-
poBaHHol nette 1o Py [4, 5, 9, 10, 12, 13, 16].

B nanHOM ciydae kucra (kucTo3Had TpaHcdop-
Manys BUPCYHIOBa IPOTOKA) BO3HUKJIA Ha GoHe
[TAaHKPEOHEKPO3a C Pa3BUTHEM WHCYINHO3aBUCH-
MOro caxapHoro guabera.
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KJIMHUYECKWU ITPUMEP

W3 aHaMHe3a M3BECTHO, 4TO 6ojibHasg, 12 Jer,
TOCIIUTATN3UPOBaHA C [TOJ03PEHNEM Ha OCTPBIHM
anneHAUNUT. B TeueHue HECKOJBKUX HeJeb 10
TOCHUTATU3AINKN [ileBOYKa YIOTpebssiia JKUp-
Hylo peIOy. [IocTeneHHO cTaja OTMeYaTbCs BbI-
paKeHHAas KaXK/a, MOABUINCH XKaJo0bl Ha 601K
B XKUBOTE CXBATKOOOPA3HOTO XapaKTepa B OKO-
JIOTYTIIOYHOU 06sacTu. B XozZe AMHAMUYECKOTO
HaOJIOZEHNs AWAarHo3 OCTPOTO aNNeHJUIINUTA
He OBUI TOATBEPXKJEH. BHIABIEHO TOBHIIIE-
HHEe YPOBHA IVIIOKO3HL 0 11,24 MMoOb/J, aib-
¢da-amwrasel B KpoBu 0 813 ME/n, auacrasa
mouu g0 6020 ME/n Ha ¢$oHe OTCyTCTBUA CO-
HorpadpUIeCKUX U3MEHEHUH IOKeTyA0UHON
JKkesie3bl (KOHTYpBl 4YeTKue, pPOBHBIE, pasMe-
pel — 17x17x19 MM, CTPyKTypa OAHOpOZAHAad,
5XOI'eHHOCTh IIapeHXUMBI He u3MeHeHa). B cBa-
3H C BbISIBJIEHHEM IMTFOKO3eMUHU 60sIbHAs ITepeBe-
fena B MJITKB ¢ auarHo3oM caxapHbIH guaber,
OCTPBIN TAHKPEATUT.

Ha cnepyromuil feHb, IO JaHHBIM YyJIbTPa3By-
KOBOTO HCCJIEJOBAHUA, OTMEYaloCh YBeJHU-
YyeHHe pasMepOB IO/ KeIyZOYHON Keje3bl [0
28x23x27 MM, MOBBIIIIeHNE dXOI€HHOCTH, HEO/I-
HOPOJZHOCTBb 3XOCTPYKTYPHl C HEUETKUMU KOH-
Typamu, ¢ TpyaoM auddepeHIMPYEMBIMUA OT
OKpyKalolmux TkaHeil. [IpoBozawiace MHOY3U-
OHHaf, 3aMeCcTUTeJNbHasg, CHMITOMaTHU4YecKas
ob6e3bosmBarIasn Tepanvs. bosbHas KOHCY/Ib-
TUPOBaHA SHAOKPUHOJIOTOM, BBIABJIEHO Ha-
pYyLIEHMEe TOJIEPAaHTHOCTHU K IVIIOKO3e Ha ¢doHe
TeYeHUs OCTPOro IaHKpeaTUTa, MOKa3aHUH K
BBE/IEHUIO UHCY/INHA He BbIABJIeHO. [Io JaHHBIM
KOHTPOJIBHOTO Y/IbTPa3ByKOBOT'O HCCJI€LOBa-
HUA OTMEYeHO OTCYTCTBHE IIOJIOXKUTENIbHOMU
AVHaMUKU. [JluarHos IaHKPEOHEKpo3a MOJ-
TBEeP)KZEeH IpU BBHIIOJHEHUU KOMIIbIOTEPHOM
ToMorpaduu.

BemmosiHeHa Jamapockonmd. Ilpu peBusuu
OpIOIIHOIM IIOJIOCTU BBIABIEHO: OpbDKeHKa u
CaJIbHUK PE3KO OTEYHBI, WHOQWIBTPUPOBAHBL, C
3JIeMeHTaMU CTeapo3a, XKeTIHBIA ITy3bIpb PEe3KO
HanpspkeH, MHOWIBTpUpoBaH. Ilocie paccede-
HUS JKeJIyOYHO-TOJICTOKHUIIEYHO!N CBA3KU ObLIa
BCKpBITa CaJIbHUKOBaA CyMKa. B nmosoctu caapHu-
KOBOM CyMKH OTMeYasIoCh 3HAUYNTEIbHOE KOJIJe-
CTBO MYTHOTO BBIIIOTa ¢ dparMeHTaMy HEKpPOTHU-
YeCcKHX TKaHeHl, oTeyHas IaparaHKpeaTHYecKas

KJIeT4aTKa, TapeHXUMa MOKeTyJ0YHOH jKeje3bl
He BHU3yaJHU3upoBanach. [I00CTb CaJIbHUKOBOM
CyMKU ObLTa IPOMBITA U [PEHUPOBaHa.

Ha ¢one nocnexyrouieti vHPY3NMOHHOM, aHTUOAK-
TepUaJbHOM Tepamnuy, BBeJEeHHUA CaHZOCTATU-
Ha, TOPJIOKCA COCTOAHME OOJBPHOU YIydIIHUIOCH.
BosnpbHadA BBIIMCAHA B YAOBIETBOPUTEIBHOM CO-
CTOSHWH 1107, HabJIIogeHre 3HJ0KPUHOJIOra C pe-
KOMEHZAIMAMY KOHTPOJIBHOI'O YIBTPa3ByKOBOT'O
HCCIIeJOBaHUA, TaK KaK IIPYU COHOrpaduu ¥ KOM-
MIBIOTEPHOU TOMOrpaduu BBIABJIEHBI IPU3HAKHU
BepoATHOr0 GOPMHUPOBAHUA KUCT IIOKETyA0Y-
HOI1 »xesie3nl. ITo 7aHHBIM KT, B roJIOBKe 11 XBOCTE
MO KEIyAOYHOU JKesle3bl COXPAHINCh YIaCTKU
TIOHIDKEHHOH IUIOTHOCTH, He HaKaIUIMBalollre
KOHTpPaCTHBIY IIpenapar, pasamepoMm 1,5x1,8 cMm u
3,7x1,8 cm.

B Xoze KOHTpOJBHOrO OOCIeZOBAaHUA depes
6 MecAleB BbIABJIEHA MHOTOKaMepHas KHCTa
pasMepaMHu OKOJO 9x6x4cM, mIpwiexamas K
MaJlofl KpHBHU3He, aHTPAJbHOMY OTAEIY Kelya-
Ka, cMelllasg ero KnepeAu. YUHUTHIBas pacIoso-
’KeHMe KUCTHI ¥ MHTPAOIIepallIOHHYI0 KapTUHY
IIPY JIAIAPOCKONNHY, OBLIO IPUHATO PelleHue O
BBIITOJIHEHUH JIAIIADOTOMUH, TacCTPOLMUCTOCTO-
MUU. B mocieonepauoHHoOM Iepuoze y pebeH-
Ka OTMeYasach CTOWKasd TUIEPIIMKEMUs, ObLI
AUarHOCTHPOBaH WHCYJIMHO3aBUCHUMBIN caxap-
HBII guabeT, MPOBOAWIACH HHCYJIHMHOTEPAIIU.
Ha ¢oHe mpoBeseHHOro Jie4eHUsA IOKa3aTelu
VIJIEBOZHOTO O6GMEHa CKOMIIEHCHPOBaHEL. Yepes
3 MecAIa BBIABJIEH PelUANB KUCTO3HOr'o 06paso-
BaHUA IOMKENTyJOYHOHN jKene3bl. [IpH KOMIIbIO-
TEpHOU TOMoOrpapuu IO CpPaBHEHHUIO C paHee
BBIIIOJIHAEMBIM ~ HCC/IeZIOBaHHEM OTMedasloch
yBeJIMYeHUEe pa3MepOB KUCTH B 001aCTH T'OJIOB-
KU U TeJIa TOKeTyJOYHOU KeJle3bl.

[l ocymiecTBIeHUA IOTHOLIEHHOTO ;peHUPOBa-
HUA KUCTHI IIOKeTyOYHOMN JKeJle3bl BHIIIOJTHEHA
Janapockonuyeckasd — IaHKPeaTOeIOHOCTOMUSA
Ha OTKJIIOYEHHOU IleT/ie TOHKOM KUIIKU 1o Py.
[Toce BCKPBITHSA CATbHUKOBOI CYMKU BHU3yasId-
3UpOBaHBI PyOLIOBO-U3MEHEHHbIE TKaHU B 06J1a-
CTH TOJIOBKU NOXKETyLOYHOH KeJie3bl, BCKPBITa
KHCTO3HasA IIOJIOCTh, paccedyeHa IIPOJOJIBHO U
aHACTOMH3HPOBAaHa C OTKIIOYEHHOHU NeTael To-
1[el KUIIKW, TPOBEZEHHOU Yepe3 Me30KOJIOH IT0
Py. ToHKO-KHIIIEYHBIII aHACTOMO3 HaJIOXeH BHe
OPIOLIHOM MOJIOCTH Yepe3 MUHUIAIaPOTOMHBIN
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Puc. 1. KomnstomepHas momoepagdus. Iodxcesrydounas
Jcesie3a ygenuueHa 8 pasmepe (zonoska - 4,9 cm, meno -
3,6, xeocm - 3,8 cm), umeem HeOOHOPOOHYHO CMPYKMYPY ¢
MHOXCECMBEHHBIMU CIUBAIOWUMUCS MeHcy COOOT 30HamMU
NoHUceHHOT nromHocmu (coomeemcmayom 30Ham
Hekpo3a)

Puc. 3. Komnwviomepras momozpadus. B obnacmu 20108Ku
U mena noodxcesLyOOUHOIL Jcesie3bl - MHOZOKAMEDHOE, He-
npasunbHoU Popmbl 06pazosarue HuOKOCMHOLL NIOMHO-
cmu (kucma) 9x6x4cm, pacnpocmpausiemcs 8 nepeoHIo0
napanamkpeamuueckyio 06aacmy, npuescum K Manotl
KpUBU3He, AHMPWILHOMY 0mOeJty JHceyoKkd, CMewdst e2o
Knepeou

JOCTYII B ITyIIOYHOH o6sactu. [TocieonepaiyioH-
HBII IIeproJ IpoTeKal 6e3 oclIoXHeHM. Boib-
Hafd BBINKCAHA U3 KJIMHUKU Ha 14 CyTKM Iocie
oneparuu. [1o JaHHBIM YIBTPa3BYKOBOI'O UCCIIE-
ZOBaHMA depe3 3 U 6 MecAlleB IOCJIe ONepalyuy
KHCTO3HBIE 06pa30BaHuA B OGPIOIIHOM IIOIOCTU
H€ BBIABJIEHBI, OTMEYaJIOCh YaCTHU4YHOE BOCCTaA-
HOBJIEHUE CTPYKTYPbI MOKETYLOUHO XKeJle3Hl,
OTCyTCTBHE 6OJIEBOTO CHHAPOMA U JUCIENTHYE-
CKUX PacCTPOHCTB, YITIEBOAHEIH OOMEH KOMIIEH-
cupoBaH Ha GOHe UHCYIMHOTEPAIIUH.

Puc. 2. Ynempaseykosoe ucciedogaHue. B anuzacmpansbHoil
obaacmu onpedesnisiemcs MHO20KAMePHOe HUOKOCIMHOe
06pazosarue HenpasunbHol gopmbt 109x81x49 mm ¢
MenxoducnepcHoll 83secvro. Ha hore danHoz0 obpasosanus
aniemeHmbL no0cesy0oUHOLU Jcese3bl He duddepeHyupy-
1omest

Puc. 4. KomnvtomepHast momoepagdusi. Ommeuaemcs
ysenuueHue pazmepos KUCTbl 8 001acmu 20J108KU U meaa
nodxcesry0ouHoll nceseswt 00 3,7x3,7x5,9 cm

Puc. 5. Jlanapockonuueckas NAHKPeamoerHoCmomus Ha
OMKHOUeHHOIL nemyie MoHKOIL Kuwku no Py. /lgenaduya-
munepcmuasn kuuika (1). Py6uyog8o-usmeHeHHble MKAHU
8 obiacmu 20108KU NOOKCESYOOUHOIL Jcee3bl, BCKPbLMA
KUCMOo3Has noiocms (2).
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[IpefcTaBaeHHBIN C/ydail KHUCTO3HOTO 06pa3o- HUM U IOCTIEeACTBUM, TPEOYIOMIMNX JIUTENIBHOTO
BaHUA [TO/PKENYAOYHOM JKele3bl OTPaXKaeT Olpe-  KOHCEPBATHUBHOTO JIeUeHHUsA, HAOMIOJEHHUA, a TaK-
JIeJIEHHYI0 CJIOKHOCTh B BeZ€HUU MMAlEeHTOB C )K€ IPOBEAEHUS CJIOXKHBIX PEKOHCTPYKTHUBHBIX
OCTPBIMU TIAaHKPEATUTAMU y JIeTeil MyOepTaTHO-  OIEePAaTHBHBIX BMENIATENBCTB B MTAHKPEATOLYO-
ro BO3pacTa, PUCK Pa3BUTHS TSDKENIBIX OCJIOXKHEe-  JeHaibHol 30He.
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PenuauBupyromasi
NJICOLIEKAJIbHAS MTHBATMHALIMS,
00ycCJIOBJICHHAS JTMM(POMOii

bepkurTa

O JaHHBIM JINTEPATyPHl, HEXOXK/-

KUHCKHe auMGOMBI U 60ye3Hb

XOKKMHA II0 4YacTOTe BCTpe-
YaeMOCTH IIPEBBIMNAIOT JIEMKO3Bl U 3JI0Kade-
cTtBeHHBle nopakeHusa LTHC. Y geteit Ha o0
3JIOKAYeCTBEHHBIX JUMQPOM INPUXOAUTCA OKOJIO
16% B CTPYKType OHKOJIOTMYeCKUX 3aboseBa-
HUHM. HexomXKUHCKME JTUMQPOMBI 3aHMMAIOT
60% oT Bcex TMMQOMAHBIX HEOIUIA3UH y JeTel,
Hanbosiee XapaKTepHBIX B Bo3pacTe 6—12 JjerT.
Yacraa JoKaau3anysad HEXOMKKUHCKUX JIMM-
dom — 6promrHaa NoJa0CTh, HEPEAKO C IopaKe-
HHEM B 06J1aCTH WIEOLIEKaTIBbHOT'O Iepexoza. DTH
orryxosnu 061aaoT BEICOKOH NponudepaTuBHON
aKTHUBHOCTBIO, U B CJIydae GBICTPOrO IPOrpeccu-
poBaHus 3aboseBaHus abJOMUHAIbHBIE POPMBI
CTAHOBATCA IPUYNHOMN IOCIUTAMN3ALINY 10 DKC-
TPEHHBIM IIOKa3aHWAM B XHUPYypru4eckue cCra-
LMOHAPHI C KIMHUYECKON KapTUHOM KUIIeYHOH
HENPOXOJVMOCTH, OCTpPOro abJOMUHAIBHOTO
60JIEBOTO CHHZPOMA, peXe C IPU3HAaKaMH JKe-
JIyZIOYHO-KHIIIEYHOTO KpoBOTedeHusA. Hempoxo-
AVIMOCTD KUIIIEYHUKA MOXET OBITh 00YC/IOBIEHA
Kak oOTyparuell IpocBeTa, Tak ¥ BO3HUKHOBeE-
HHMeM MHBaruHauwii. [loZo6HBIE cy4au sBIIA-
IOTCA [TOKa3aHUeEM /IJIA1 BBITIOJTHEHUA SKCTPEHHBIX
XUPYPTUYECKUX BMelIaTeabCcTB. [IpryeM o6beM
orepanvyi HeoOXOAMMO OIPEeAEIATh UCXOAA U3
JAHHBIX, MOJYYeHHBIX IPU PEBU3UMU OPIOIIHOMN
nosoctd. CTOUT OTMETHUTh, YTO, II0 JAHHBIM
pAZa aBTOPOB, paJHKaIbHOE yZaJleHue OITyXOIu
II03BOJIAET BIOCJIEJCTBUM HCIIOIb30BAaTh MeHee
TIPOJODKUTENbHBIE CXeMBI ITOJIMXUMHOTEPATIHH.
HeobxoanMo y4duTEIBaTh, YTO B psAZie CIy4aeB
HelleJecoo6pa3Ho CTPEMUTHCA YAAIUTh OIMyXO-
JieBble oyary. Hampumep, B cirydae tumdom bep-
KUTTa PEMHUCCUS MOXKET OBITh JOCTUTHYTa IPU

MPOBEZIEHUU COOTBETCTBYIOIIUX IPOTOKOJIOB
TIOIMXVMUOTEPANNH, He YAIASA CaMy OILyXOJIb.
B HacTosiee BpeMs B JieueHUU OONbHBIX C pas-
JINYHON XUpYypruyecKkoil maTosiorueil aKTUBHO
WCITONIb3YIOTCA JHOCKOMMUYECKHEe TEXHOJIOTHH.
C pasBUTHEM JIATAPOCKOIINU U3MEHWICS TOAXO/,
K XUPYPrUYecKOMYy JIeYeHHI0 MHOTUX 3aboie-
BaHWii, B TOM 4YKCJIE U IPU OCTPOU HATOJOTUU
OpraHoB OpIOIIHO NoIOCTH. Be3ycoBHO, ana-
pockonus 06yaZjaeT onpezeeHHBIM IPenMyIe-
CTBOM Ilepe/i IMarHOCTUIECKOU JlarlapoTOMUeH,
TaK KaK IT03BOJIIET BBIABUTD OIyXOJIEBHIE OYaru,
IpoBecTH 3a60p MaTepuasIa AJis IUTOTOTHIECKO-
T'0 HCCIeJOBAHMSA, BBITIOJTHUTD GUOIICHIO, OTIpeZie-
JIUTh TAKTUKY BeIeHUs MallMeHTa, YIUTHIBAs BUZ
U PpacIpoCTPAaHEHHOCTh OITYXOJIEBOTO IIPOIIEC-
ca, MO3BOJISIET TaK)Ke CHU3UTh TPaBMaTUYHOCTh
BMEIIATeNbCTBA, OOJIErYUTDh TKECTDH MOCJIEOTIe-
pauuoHHoro nepuoza. IlokasaHuA K paJuKaib-
HOMY yZaJIeHUIO OIYXOJIU OTIPEEITIOTC UCXOAS
U3 pa3MepoB obpasoBaHuA. O6pa3oBaHUA pas-
Mepamu 10 cM B fuaMeTpe B CIydae OTCYTCTBHUS
B OpIOLIHOM TOJOCTH BUAMMBIX OPTaHHBIX Me-
TacTa3oB MOTYT OBITH yZaJeHbl U3 MaJIOTpaBMa-
TUYHOTO JOoCTyma. ¥ GOJbHBIX C GOJBIIMMU IO
pasMepy OIyXOJAMU WIN PaclpoCTPAaHEHHBIM
niporieccoM (IO JaHHBIM PEBU3UH OPIOIIHON MO-
JIOCTH) HeoOXOAVMO OTJAATh IPeAIOYTEHNE AHa-
THOCTUYECKUM MaHUIY/SIUAM, TaK KaK B 3TUX
cIydasx yZaleHue BCeX OITyXOJIEBBIX O4aroB He
omnpapgaHo. Llenrecoobpa3HOCTh yJaleHUs OIly-
XOJIM JUKTYETCS TEM, YTO HAI[HeHT C JIOKaJIHU30-
BaHHBIMU a6Z0MUHATBHBIMU GpopMamMu TUMPOM
TIOCJIe Ollepaly HAXOAUTCSA B COCTOSTHUY PEMUC-
CHU; CHIDKAeTCS BO3MOXXHOCTb Pa3BUTHUA U Ts-
JKECTb TAKOT'O OCJIOXXHEHUS JIeYEHHUs, KaK «CHUH-
ApOM OBICTPOrO pacraza OMyXOJH», HCYe3aeT
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PUCK pa3BuTH:A Tepbopalyy CTEHKHU KHIIKH, TI0-
pPaXeHHOH 37I0Ka4eCTBEHHBIM IIPOIIECCOM B XO/Ie
poBeZieHus XuMuoTepanuu [1, 3, 4, 8, 10—14,
17—19, 22, 23, 24, 26—29, 32].

CJIO)KHOCTD psiZla OllepaTUBHBIX BMeNIaTe/NbCTB,
HalpyMep, TaKWX KaK PEe3eKIMM KUIIeYHUKa,
TpeATIoNaraeT codeTaHue JallapOCKOIMUYeCKUX
MaHUIYJAAIUHA C XUPYPrUYeCKMMH MeTOoAaMU
OIlepaTHBHOI TEXHUKU 4Yepe3 He6OJIbInoi Jamna-
POTOMHBIH JOCTYIL.

Takoe codeTaHUe IIO3BOJIAET B XOZe BHUE0ACCU-
CTHUPOBAaHHBIX OIlepalMi JamapoCKOMUYecKH,
YaCTUYHO HWJIM IOJHOCTBIO, OCYIIEeCTBUTBH 3Tall
MOOWIM3alNK, [IOCIe Yero BO3MOXXHO BhHIBeZe-
HHe y4JacTKa pe3epBHPYyeMOTro OopraHa iepes He-
6osbIION paspe3 YW BHIIOJHEHHE HeOoOXOANMMOMN
PeKOHCTPYKIIMH 3KCTpaKopIopanabHO. Ilo zgaH-
HBIM MHOTHX HCC/IefoBaTeslel, BHJE0aCCUCTHU-
POBaHHBIE OIlepalliy Ha KUIIeYHHKE IT03BOJIAIOT
0becreyuTs TIATENbHBIM reMoCcTa3 U MUHUMU-
3MpPOBAaTh KPOBOIIOTEPIO, YMEHBIIUTh NHTEHCHB-
HOCTb ITOCJIEONIEPAI[MOHHOI0 60JIeBOr0 CHHZAPO-
Ma, YCKOPHUTb BOCCTaHOBJIEHHE IePUCTAIBTUKU
KHUIIEYHUKA, COKPAaTUTh CPOKHW WHTEHCUBHOM
Tepamnuy, 4TO IO3BOJIUT IIPOBECTU HavYaJIbHBIN
6JIOK TTOJMXUMHOTEPAIIMH HENOCPEJCTBEHHO B
paHHeM IocJeollepallMOHHOM niepuozge [2, 5—7,
9, 15, 16, 20, 21, 25, 28, 30, 31].

KauHaudeckuii npuMep. B gaHHOMN MyOIuKanuu
TIpe/ICTaBJIeH OIBIT XUPYPIUYECKOI'O JIEUeHUS
marmenTta 10 jeT ¢ muMQpoMOoii WieoleKaabHOM
obnacty. BoNBbHOI TOCIUTAIN3UPOBAH B OTAe-
JIeHue HeOTIOXHOW XUpypruu Mopo3oBcKOH
JEeTCKOH KJIMHUYECKOHW OGOJBHUIBI IO 3KCTPEeH-
HBIM IIOKa3aHUAM C KJIUHWYECKOW KapTHUHOM
YaCTMYHOM KHIIEYHOH HeIpoxoguMocTu. I3
aHaMHe3a M3BEeCTHO, YTO B TedyeHHe 1 MecdAna
y manyieHTa oTMedasicsa 6oseBoH abJioMUHATIb-
HBIM CUHJPOM B IIPaBOY MO/B3/OIIHOM 061aCcTH.

Puc. 1. ITayuenm

10 iem, Y3HU: nod
npasoti donell neueHu
onpedensiemcs ane-
pucmansmuueckoe
06%emHoe 06pazosariie
caoucmoti cmpyKkmypbl
pazmepom 108x60 mm

B fleHb NOCTYIUIEHUA 6OIU B JKUBOTE YCUJIVIIUCH,
6bpUIa OZHOKpATHAsA PBOTA. [OCIUTAIN3UPOBAH
B Mopososckyro JI'KB. YacthyHaa kuiiedyHas
HEIIPOXOANMOCTH OblIa 00yCIOBI€Ha TOHKO-TOJ-
CTOKUIIIEYHO! WHBaruHaiuei. [Ipu mocryrute-
HUM OTMevajuch cyOdebpwIbHasA JIUXOpajKa,
npuctynoobpasHble 607 B )KUBOTE, PBOTA, KO-
JINYECTBO JIEMKOLIUTOB B OOIEeM aHaINn3e KPOBU
B IIpeZiesiax HOPMBI, ITPY Ta/bIlIalliy XKUBOTa 60-
JIE3HEHHOCTb B IIPABBIX OTZEJIAX, OTPULIATEIbHBIE
CUMITOMBI pasfpakeHus OpIOIIMHBIL, CTYI —
opopMIEHHBIH 63 IaTOJOIrMYeCKUX IIpHUMecei.
B 1iane o6ciefoBaHUsA CleflyeT OTMETUTDH BBI-
COKyI0 MHGOPMATHBHOCTDL Y/IbTpacoHorpaduw,
KOTOpas MO3BOJIIET B JAHHOM cUTyaruu 060-
3HAYUTh HEOOGXOAUMOCTb IIPOBEAEHUA HCCIIeZ0-
BaHUA BO BCEX CJIy4asX IIOJO3PEHUs Ha KHIIEeY-
HYI0 UHBarvHaIMIO y IeTel cTapllero Bo3pacTa.
B xozie coHOorpaduy BhISIBIEHO allepUCTaIbTHYE-
CKoe 00'beMHOe 00pa3oBaHUe CJIOUCTOH CTPYKTY-
PBI IToZ, ITpaBoii foseii neyenu (puc. 1).

[l yTOYHEeHMA JuarHosa, olpeJesleHHsA CTele-
HU 06Typaluy IpocBeTa KUIIeYHNKA BBITIOJTHEHA
IHeBMouppurorpadus, npu KOTOPOH BU3yasld-
3UpOBaHa TeHb MHBaruHara. Llesbio IanapockKo-
NIUU ABWIOCH BBIABJIEHUE NPUYMHBI KUIIEYHOH
WHBaruHaluy, a TakKXKe OLleHKa BO3MOXXHOCTH
yCcTpaHeHHUA aTHoorndeckoro paxropa. Xupyp-
rUYecKoe BMeIIaTeIbCTBO BBIIOIHSIOCH IO SKC-
TPEHHBIM ITOKAa3aHUAM, HO IpeBapUTEIBHO Ia-
LIMEHT ObUI IPOKOHCY/IBTHPOBAH OHKOJIOTOM /ISt
oIpeZieJIeHHs ONTUMAIbHOIO 00beMa U TAKTUKU
B XO/Ie OTIepaliu.

[lpy samapocKOIMY BBIABIEHA WHBarMHalud
TEPMUHAIBHOTO yYaCTKa [TO/B3/I0IIHOM KUIIKY B
CJIEIYIO, YCTPAaHUTh KOTOPYIO He YZAaJIoCh, B IIPO-
CBETE CJIETIOH KUIIKU OIIPeJeIAIoCch INIOTHOE 06-
pasoBaHue pa3MepoM 5x4 cM. lneoljekanabHBIN
YToJl MOOHIM30BaH C IPUMeHEHHEM JIallapoCKO-

Puc. 2. Ilayuenm

10 nem, makponpena-
pam, pe3eyupo8aHHblil
wieoyekaibHblil omoer,
8 npocgeme csienotl
KUuwKu onpedessiemcsi
nomuoe 06pasogamue
pasmepom 5x4 cm
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Puc. 3. Ilayuenm 10 nem, mukponpenapam. ®pazmenm
mosncmotl KUWKU, OKPACKA 2eMAMOKCUIUH-303UH. Knemiku
Onyxonu KPynHozo pasmepd, NIOMHO npunexcam opyz

K Opy2y, umeiom HebonbWoll 06000K LUMONAA3MbL U
0KpYyeJioe s10p0 ¢ HecKonbKuUMU A0pblukamu. Cpedu Kaemox
onyxonu 60nblULOe KOIUUECB0 MUMOMUUeCKUX GU2yp.
IIpucymcmayem 6016Ui0€e KoUUeCM80 MaKpoghazos, cozda-
HOWUX KAPMUHY «36e30H020 Heba»

NMYecKOM TeXHUKU, BBIBeJleH uYepe3 IIPOZAOJIb-
HBIM BepXHeCcpeJUHHBIN JIallapOTOMHBIN pa3pes.
Pesek1ua WIeolieKaJbHOr'o OTZesa, coepKalie-
ro obpasoBaHue, BBHIIOJIHEHA B IIpejenax 4 cM
Heu3MeHEHHOH CTeHKM KHUIIeYHHKa JUCTATIbHO
Y IIPOKCUMAJBHO ¢ cobIoieHreM IpaBwl abia-
ctuku. ChopMUpOBaH WIeOaCleHZ0aHaCTOMO3
110 TUITy «KOHeEI| B KOHell» BHe OPIOIIHOM I10JI0-
ctu (puc. 2).

IMocneonepallOHHBIA [EPUOZA  IpoTekan 6e3
ocnoxxkHeHu#. [IpoBogwivcy nHQY3HMOHHAsA, aH-
TubaKTepyaspHad Tepamud, IapeHTepaJbHOe
nutaHue. Ha 4 cyTku HadaTa sHTepasbHad Ha-
rpy3ka. BoJIbHON HaxoZwicsa B OTJENeHUU WH-
TEHCUBHOH Tepanuu B TeYeHUe 5 THEH.
BosbHOMY IO JaHHBIM THCTOJOTMYECKOTO U
UMMYHOTUCTOXUMHUYECKOTO HCC/IeZIOBAaHUA II0-
CTaBJIeH AuarHo3 muMooma bepkurra, A4 ganb-

Puc. 4. Ilayuenm 10 nem, muxponpenapam. @pazmenm
moscmotl KUWKU, UMMYHOUCTOXUMUYECKAS PeaKyuus
anmuzerHom CD20. Knemku onyxonu momansHO no3umus-
Hbt CD20

Helilllero jiedeHUs HanpaBieH B MOCKOBCKHM
06J1aCTHOM OHKOJIOTUYECKU AucnaHcep (puc. 3,
puc. 4).

B 3akitoueHre MOXKHO CKa3aTh, YTO B CJIy4ae BBI-
SIBJIEHUs B XOJle JIallapOCKOIIMU, BBIMIOJTHEHHON
[0 MOBOZY OCTPOU XUPYPIUYeCKOU IaTOJOTUH
OpIOIIHOIM TIOJIOCTH, OOBEMHBIX OOpa3OBaHUM
TEepMHUHAJIBHOTO OTJea IOAB3JOIIHON KUII-
KU, YYUTHIBasi 0ObeM MOpakeHust, BOSMOXXHO U
11esiecoobpasHO IPOBeAEHUE BUAE0ACCUCTUPO-
BaHHBIX pe3eKI[Ui KUIIeYHUKA C MOC/IeAyoIei
Mopdosiornyeckoll uaeHTUGUKAIUEeH OoIyxoie-
BOTO Ipoliecca. MaJONHBa3UBHEIE OllepaTUBHbIE
BMeIIATeNbCTBA 00EeCIIeYNBAIOT OBICTPOE 3AXKUB-
JIeHVe TTOCJIeONePAallMOHHBIX PaH, YTO IT03BOJISIET
B paHHHUE CPOKHU IIPUMEHSTh COOTBETCTBYIOIILE
MIPOTOKOJIBI XUMHOTEPAINH, YIYIIIUTh IIPOTHO3
V ZAHHOU T'PYIIIHI MaureHToB. M
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BpoxX1eHHOoe OTCYTCTBHUE
MaJ100€epLHOBOI KOCTH —
NPOJ0JIbHAA IKTPOMEJIUS

POXZEHHOE OTCYTCTBUE MaJo-6ep-

LOBOM KOCTH, WIHW IIPOJOJbHAs

9KTPOMEJINA FOIeHU,— O4YeHb peJ-
Koe 3abosieBanue u BcTpedaercs B 1,27—1,47%
CJIy4aeB cpeJy BPOXKAEHHBIX IOPOKOB Pa3BUTHA
OIIOPHO-ABUTaTeNbHOrO ammnapara. CI0XKHOCTh
3aboseBaHuA OOyCJIOBJIeHa YKOPO4YEHHEM KO-
HeyHOCTH, JebopMalrell KOJIEHHOTO CycTaBa U
TOJIeHHW, HeZ0Pa3BUTHEM CBA30YHOIO ammnapara
KOJIEHHOT'O CyCTaBa, BIpakeHHOH fAedopmanueit
CTOIIBI, ITOJIBBIBUXOM WJIM BBIBUXOM ee. BrIcTpo
Tporpeccupyiollee yKOpodeHHe KOHEeYHOCTU
TIPUBOJUT HapsALy C HapylleHHueM OIIOPHO-ABUTa-
TeNbHON QYHKIUU K HEIIPaBUIBHOMY Pa3BUTHIO
BCEro CErMEHTa, BBI3bIBAET TAXKeJIble BTOPUYHbIE
Jebopmanuy — IIepeKoC Ta3a, HCKPUBJIEHUE
ITI03BOHOYHUKA, yCyTrybiseT umelomuecs aedop-
MallM{ CyCTaBOB, SKBUHYCHYIO YCTAaHOBKY CTOIIBI
[1—6].
JleTanpHOE ONMUCaHUeE 3TOro Mopoka fgan Volkman
B 1873 rozy [13]. B HacTodAlee BpeMd codeTa-
HUE€ aHOMAaJHMK Pa3BUTHUS ManobGepI[OBOM KOCTH
C BaJIBTYCHBIM HCKDHBJIEHHEM CTOIBI MMEHYeT-
cs1 6ome3nbio PonbKMaHa. BpoxkAeHHbIH AedeKT
Maso6epLoBOi KOCTU He ABJIAETCH M30JMPOBaH-
HBIM U COYE€TaeTCA C APYrMMHU aHOMaJIUAMU pa3-

BUTUSA — OTCYTCTBHEM OJHOTO WIU HECKOJbKUX
TIajblieB CTOIBI, Tap3aJbHBIX U MeTaTap3albHbIX
KOCTeli, CUHAAKTIWINEH, fedbeKTaMu KUCTH, TUIIO-
wiasuei 6ezpa.

Knunuyecky JaHHBIH IIOpOK IpoABIAETCA Je-
dopmariueii 6GosbiebeplOBOM  KOCTH, YKOPO-
YyeHHeM KOHEYHOCTH, UCKPUBJIEHUEeM TroJeHU B
CaruTTaJIbHOMN IUIOCKOCTH, Pa3BUBAETCA aHTEKYD-
BallOHHO-BaJbrycHas JAedopmanus. Beprinna
gedopManuy B JaHHOM CJIy4ae pacIoaraeTcs
B cpefHell TpeTu rojeHu. C Bo3pacToM IIporpec-
CUpyeT yKOpOoUYeHNe KOHEYHOCTH 3a CcYeT T'oJIeHHU.
VimeeTcs crubaTtesnbHasi KOHTPAKTypa KOJIEHHOTO
cycraBa. CTonma HMeeT SKBHHOBAIBIYCHYIO Je-
dopmariuio ¢ oTcyTcTBUEM 2—3 manblieB. MArkue
TKaHU Ha CTOPOHE ITOpaKeHUs pe3KO YKOPOYeHBI
[7—9, 13]. PeHTreHosorudecku OIpezesaeTcsa
TUNOIUIA3MUA CYCTaBHBIX ITOBEPXHOCTEH KOJIEHHO-
T'O CycTaBa, FUIOIUIa3us 60sbIIe6epoBOM KOCTH,
HeZIopasBUTHeE MeTaTap3aJbHBIX KOCTel, MajblleB
crombl. JluctanbHbIi 3mudu3 6Gosbire6eproBoit
KOCTH HeJOpa3BUT, occudUKalUi ero 4acro 3a-
MezieHa. KoHKkpeclieHIINA TapaHHOHN U IATOYHOM
KOCTeli— B IOJIOXKEHUU SKBUHYCA.

B HacTosIee BpeMs IpeAIoKeHO 60IbIIOe KOIU-
YecTBO OIEPATUBHBIX METOZOB JIeyeHHUs JAaHHOU
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aToNOTHH. [IpH 3TOM AUCKyTabeIbHBIM OCTAeTCS
BOIIPOC BBIOOpA TAKTUKYU — PAHHAA aMIIyTalUA U
NIPOTE3UpOBaHUe MOBPEXAEHHOTO CerMeHTa WU
IIONBITKA BOCCTAHOBJIEHUA JUIMHBL U QYHKIUHU
TIOpaKeHHON KOHeyHOCTH. [IpezAsoxKeHO OorpoMm-
HOe KOJIMYeCTBO METOZOB ONePaTUBHOIO JIe4eHUsI
JAHHOU IaTOJIOTHH, OFHAKO Pe3y/NbTaThl JedeHUs
BO MHOTUX CJIy4dasdx OCTalOTC HEYAOBIETBOPU-
TeJbHBIMHU.

C BHeZlpeHHEeM B KJIMHUYECKYIO IPaKTUKy MeToAa
KOMIIPECCOHHO-JUCTPAKIIMIOHHOT'O OCTEOCHHTE3a
u annaparos I'.A. VMiusaposa (1952), O.H. T'yay-
maypu (1954) craau mosiBAsATHCA COOOIIeHUs 06
YAJIMHEeHUH TOJIeHU NIPU BPOXKJIEHHOM OTCYyTCTBUU
manobepuoBoit koctu. Tak, B 1962 1. I.A. Vu3za-
POB COOOUIVI 00 YCIIEITHOM YZJIMHEHUH TOJIEHHU Y
3 6osbHbIX [13].

B 1976 r. Mitroszewska, Juszka [6] coobimuiu o
pesynbTaTax JedeHus 23 GOJbHBIX C JaHHOM Ia-
ToJIOTHEH. JledeHue TakKe OBUI0 MHOTO3TAIIHBIM.
ITepBbIif sTam — omepanus Ha MATKUAX TKaHAX,
BTOPOIl — BIIpaBJeHME CTOIBI C IUIACTUKOM Ha-
PY’KHOM JIOABDKKM 10 Gruce, TpeTHH — yATMHe-
HUe TI0 MeToAuke AHZepceHa C IpUMeHeHHeM
ammapara aBTopa. XUpypru IpH JieYeHUH OTMe-
Jagu GOJbIIOE KOJMMYECTBO OCJIOXKHEHUH, KOTO-
pBle TIOBJIMSIN Ha UCX0Z JedeHus (7 HarHOeHUH,
KOTOpBEIe BO3HUKJIM BCJAeZ 3a HEKPO30OM KOXW,
3 — HeyzaBuIMecs NOIBITKY BIPABIE€HUA CTOIIBI
TIpH NTOABBEIBUXE ee). Pe3y/bTaThl OlleHUBAIUCH 110
Tpex6a/uIbHOU cucTeMe. XOPOIIMX pPe3y/IbTaToB
ObUIO 2, YOBJIETBOPUTENBHBIX — 8, HEYZIOBJIETBO-
pUTEeIbHBIX — 13. AMIyTalluu XUPYPI'U OTHECIH K
YZOBIETBOPUTEIbHBIM pesyabrataM [10—14].

Puc. 1

Takum 06pa3omM, mpobieMa JjieyeHHss GONBHBIX C
BPOXKZIEHHO 3KTpOoMeNrell Majo6eplioBoil KOCTH
[0 CUX IIOp OCTaeTCsA aKTyaJIbHOM.

KJIUHUYECKUI IIPUMEP

Pe6enok K., 3 sert, o6paTmwicsa B MOpo30BCcKyIO
JAT'KB B utone 2013 roga. VI3 aHamHe3a M3BECT-
HO, YTO pebeHOK C poXxZAeHUs Habiojaercs Mo
TIOBOZY TIPOZOTBHOM SKTPOMENUHU JIEBOU T'OJIEHU,
SKBUHO-BaJIbIyCHOH JedopmMariyiu cTomsl. [IpoBo-
JWIOCH 3TAITHOE TUIICOBAHUE C LEJIbI0 YCTPAHEHU
JebopMaIuy CTOIBI U TOJIEHOCTOITHOTO CyCTaBa.
Jlajee — axwUIOTOMUA C MOCIEAYIOUel axmuIo-
IUIACTUKOM B CBA3U C PEeLUJVBUPOBAHHEM 3KBU-
HYCHO# flehopMaruu.

IIpy NOCTYIUIEHUU: TEIOCIOXEHHUE MPOMOPLHO-
HaJIbHOE, HOpMaJIbHOTO MUTaHusA. [0J10Ba 1O cpez-
Hel JTUHWY, 00bEeM ABYDKEHUM B IIEHHOM OTAEe
MO3BOHOYHMKA IIOJHBIM, KHBATEJbHbIE MBIIIIIBI
MsArkue, 6e3 ymioTHeHui. OChb II03BOHOYHHUKA
MpaBWIbHAsA, IPU3HAKOB pOTAlH ITO3BOHKOB
HeT, TeCT AZlaMca OTpUIIaTesIeH, CTONUKOM! aedop-
Malyy TI03BOHOYHUKA HeT. BepxHre KOHEYHOCTH
chopMUpOBaHbI TPABWIBHO, AJMHA KOHEYHOCTEH
OZIMTHAKOBA, IBIKEH B CyCTaBaxX BepXHel KOHEeU-
HOCTH B IIOJIHOM ob6beMe. I'pyzHas KieTKa oObId-
HOU ¢opMel. TasobegpeHHBIE CYCTaBBl: OOBEM
JBIDKEHUH TOJHBIM, MAaTOJIOTHYeCKUe CHMIITOMBI
OTpULATENbHEL. JIBIDKEHUSA B KOJIEHHBIX CyCTaBax
B IIOJIHOM 06BEME.

OTMmedaeTcsi yKOpPOYEeHUe JIEBOM TOJIeHH [0
4,5 cM. B cpegHell TpeTu rojeHb gedopMHUpPO-
BaHa, C YIVIOM, OTKPBHITHIM K3azau, Zo 15 rpag.

Puc. 2
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Puc. 3. PeHTTlZeHOZpaMMa namosozu4eckotl 2oneHu

Puc. 5. Pezexyus mem6pamst

B obnactu 3azHel MOBEPXHOCTU TOJIEHH — IIO-
cJleornepalMoHHbIN pybel; 6e3 MpU3HAKOB BOC-
naneHusa. Crola B OKBUHYCHOM IIOJIOXKEHUU
yeThIpexnasaas, yMeHbllleHa B pa3Mepe, B Cpel-
He-QU3NONIOTUYECKOe IIOJNIOKEHNE CTOIy BBIBE-
CTHU He yZAaeTcdA, IIPU 3TOM HaIpsDKeHHe axwil-
JIOBa CyXOXXHWINA He olpefenseTcs. JleBas cTomna
yeThlpexnasnasd. CTola TUIOIIA3UPOBaHa, JBU-
’KeHUA B TOJEHOCTOIIHOM CycTaBe OTpaHUYeHBI
o 120 rpag. TeutbHOTO crubanusa. OTMedaeTcs
ykopoueHHe 1 sy4a Ha 1 cM IO CpaBHEHHUIO CO
2 ny4gom (puc. 1 u 2).

Ha cepuu peHTreHOrpaMM JIEBOM IOJIEHU U CTO-
IbI: MayIo6epIioBas KOCTh He olpezessercs. Bui-
Ka TOJIEHOCTOIIHOTO CycTaBa He cpOpMUPOBaHa.
BosnbuiebepiioBas KOCTh UCKPUBJIEHA B CpefHEH
TpeTH Ao 15 rpaj., ¢ yyioM, OTKPBITEIM K3azu. B
cpefHeld TpeTH B NPSIMOM IPOEKIUMM OTMedaeT-

Puc.4. Penmeenozpamma KOHMpIamepanibHoll KOHeuHocmu

Puc. 6. Bud koHeuHocmu
6 annapame

cs1 BapycHas fAedopManusa 60sbliebepiioBoii Ko-
cTu o0 7 rpaz. Bosblie6eprioBo-TapaHHbINA yro
110 rpag (puc. 3, 4).

BbUIO TPUHATO pelieHHe 006 OZHOMOMEHTHOM
ucrpabBieHuu gebopMaluyl TOJIEHU U CTOIBI C
HOCNEAYIOIUM YAJVMHEHUEM B Hapy>KHOM CIIU-
Ile-CTep)KHEBOM amrapaTe IO MeToauke Paley
superankle [4].

30.05.2013 mox UMHTYOAIMOHHBIM HAapKO30M
BBIIIOJIHEHA OIlepalnuA: HCCEYECHHE MeM6paHbI
Maso6epLoBOM KOCTH, aXWUIOIUIACTUKA C PeJId-
30M axwuIoBa CyXOXWIHA (Toc/IefHee 3arasHoO
B pyblLlax Ha MPOTHKEHUU IOC/IE IMPeZIlecTBY-
ollel aXWUIOIUIACTUKY), YAJUHEHHE Manobep-
LOBBIX MBI, HaZJIOAbDKEYHAs KOPPUTHPYIO-
mas OCTeOTOMMSA, OCTEOTOMH:A CpeAiHel TpeTu
60sbIIe6EepLIOBON KOCTU C HaJIOXEHUEM CITH-
Ie-cTepKHeBOro anmapara (puc. 5, 6).
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Puc. 7. Penmeenozpamma
Ha smane yonuHeHus

Puc. 9. BuewHutl
8U0 KOHeuHocmu

B mocieonepalioHHOM IepuoZe IPOBOAMIOCH
VATUHEHWE B CIHUIE-CTEPKHEBOM arrmapare C
ucrpasieHreM AebopMaryi B CpefHEH TpeTu
royieHu 1o 1 MM B cyTKH (puc. 7).

JocTturHyro yannHeHue 10 6,5 cm ¢ popmuposa-
HUEeM yJJIMHEHUs KOHEYHOCTU Ha TEePCHEKTUBY
ee YKOpOYeHUs B Ipoliecce pocTa. Ammapar Je-
MOHTHUPOBaH 1ocjie GOpMUPOBAHUS YIOBIETBO-
PUTEIBHOTO KOCTHOTO pereHepara. O6uuii cpok
HaxoxzZeHus B anmapate 150 gueit (puc. 8)
ITocne ¢opMUpPOBaHUA YZOBIETBOPUTEIHHOTO
pereHepara amnmnapar ZeMOHTUPOBAaH, HaJIOKeHa
IUIacTUKOBadA MoBA3Ka Ha 1 Mec (puc. 9).

B HacTos1ee BpeMs pebeHOK XOAUT C Harpy3Koi
Ha MMOpa)KeHHYI0 KOHEYHOCTb 6e3 KOMIEHCAI[UK

Puc. 8. PenmzeHozpamma neped 0eMOHMANOM annapama

Puc. 10. Penmeerozpamma nocjie 0eMoOHmMadia annapama

JUTMHBL U UCIIOJIb30BaHUS OPTONEAUIECKOM 06y-
BU. [1aHupyeTcA IIaHOBOE YAJIMHEHNE CeIMeH-
Ta B 7 JIeT, a 3aTeM B 14 jileT ¢ OIHOMOMEHTHBIM
apTpoZe3upoBaHNeM I'0JIEHOCTOITHOTO CyCTaBa.

TakuM 06pa3oM, UCIOIb30BaHNE METOAUKU OfI-
HOMOMEHTHOM CTaOMIU3alUK T'OJI€HOCTOIIHOTO
CyCcTaBa, CYXOXXWJIbHO-MBIIIEYHON IUTACTUKHU U
VAJNVHEHUs CerMeHTa C UCIIpaBieHueM zedop-
Maluu o MeToAuKe Paley mo3BossieT Z0CTUYb
VZOBJIETBOPUTEIHHON peabwInTanuu y malu-
€HTOB C TaKMM CJIOKHBIM U pPE€AKUM IOPOKOM
pasBuTHA, KaK IIPOJOJbHAA 3KTPOMENIUA roJe-
HHU, U 00EeCHeYUTb OIMOPHOCThH ITOPaKEHHOTO
cerMeHTa. B
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apTepuaJIbHOM AHEBPU3MbI
M2 cermeHTa JIeBOM cpeaHen
MO3rOBOM apTepuu

e€TCKUU WHCYJIBT — OCTpOe Hapy-
IIeHre MO3roBOro KpoBooOpa-
LIeHWs, BO3HUKalollee V JAeTeHd
or 1 M€cana Ao 18 yleT u xapakTepusymolleecsa
BHe3alHBIM (B Te4yeHHe HEeCKOJbKUX MUHYT, da-

COB) IOSIBJIEHUEM OYaroBOH W/WIX OOIEeMO3ro-
BOI1 HEBPOJIOTUYECKOM CUMITOMATHUKH, KOTOPast
coxpaHseTcs 6ojiee 24 YacoB WM NMPUBOJUT K
cMepté GOJIBHOrO B (GOJiee KOPOTKHIL IIpoMe-
JKYTOK BpeMeHH. YacToTa BCTPEYaeMOCTH JAaH-
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HOM maToyioruu cocrasiser 1,2—13 ciay4yaeB Ha
100 000 geteii B roz [4, 5, 7]. [To gauubsiM CIIIA,
WHCYJIBT ABJAETCA OZHOM 13 10 BeAyIyuX IPUINH
cMeptu [4]. PaznuyaroT umemMuyecKuil U reMop-
parvyecKuii WHCYABTHI, TTOCIEJHUN BbISBIIAETCS
y 0,7—5,1 (B cpeanem — 2,9) Ha 100 000 gmeTeit
B T0Z [4, 5]. CoOoTHOIIIeHMEe CITOHTAHHOTO ITapeH-
XMMAaTO3HOI'O KPOBOM3JIUAHUA K HeTpaBMaTU4de-
CKOMy Cy6apaxHOMJaIbHOMY KpPOBOU3IUSHUIO
(CAK) coctaBiser 2:1 [3].

YacToTa BCTpEeYaeMOCTH aHEBPHU3M TI'OJIOBHOTO
Moara y geteii cocrasiseT 0,17—4,6% oT obuiero
KOJIM4YecTBa aHeBpU3M B nomyssanuu [1]. Io gan-
HBIM MeTa-aHaln3a, IIpoBeJeHHOro 3a 63 roza
(c 1943 mo 2005 r.), apTepuasbHas aHeBpU3Ma
(AA) muarHocTHpyeTca y AeTei 1-ro roga >KUsHU
oueHb peziko, onmcan 131 wryvait [1]. Haubosnee
yacras Jokammsanus AA Habmozanack B 6acceii-
He cpegHelr mosroBoi aprepun (CMA) u cocra-
BWIA 110 pa3HbIM JaHHBIM 34—45,5%, Ha BTOpOM
MecTe — BepTeOpaIbHO-0a3WIAPHBIN GacceitH
(BBB) — 27—31,4% [1, 2, 6].

Kak nmpuynHa reMopparvdyeckoro HMHCY/IbTa pas-
peIB AA ommcaH He 6osee yeM y 10% manyeHTOB
Jerckoro Bospacta [3]. IlepBBIM IIpOsIBJIEHHEM
AA 'y 73—74% peteli rpyzHOrO Bo3pacTa ObUIO
BHyTpHYepenHoe kpopoudnusHue (BUK) [2, 3],
npudeM AA pasMepoM MeHee 2,5 CM, ABJIAOIIMe-
ca npranHoi BUK, Berpeuamcs B 87,5% ciydaeB
[1]. BropeiM no yacToTe MapkepoM AA y 24% ma-
1reHTOB ¢ BUK 6bUT CyZ0pOXKHBIHA cUHZAPOM [2].

Puc. 1. KT u KT-aHeuozpagus 201068H020 M032a om
712.11 2. pebenka U., 1,5 mecaya. Busyanusuposaua
aHespusma M2 cezmenma siegotl CMA (kpacHas cmpeska)
u BUK (cumsas cmpenka)

B cBs131 ¢ Upe3BBIYANHOMN PeIKOCTBIO JaHHOM I1aTo-
JIOTHH Y ZieTeli IPUBOAUIM COOCTBEHHOE KJIMHMYE-
CKoe HabJoieHue.

Y 6ompHOM WU., 1,5 mecara, 7.12.11 r. goma, Ha
(doHe MOTHOTO 3[0POBbsI, Pa3BUINCh FeHePaIH30-
BaHHble TOHHKO-KJIOHUYECKHe CyZOPOI'U C Hapy-
ureHreM QYHKIMY BHELTHETO AbIXaHUA U yTHETe-
HHEeM Co3HaHuA 70 KoMbl 2 cT. (IIIKI' 5 6ajuioB).
PeGeHOK OBUI TOCIIUTAIM3UPOBAH B CTAl[HOHAp
[I0 MeCTy >KUTeJIbCTBa B OTJe/IeHHe peaHUMallyiu.
I[MpoBoawtacek VIBJL. IIpu Hetipoconorpaduu (HCI)
ot 8.12.11 r. o6HapykeHO 06’beMHOe 06pa3oBaHue
B JIEBOM IOJTylnapuu ronosHoro mosra. Ha KT ro-
soBHOro Mo3ra u KT-ATl' 6pUti IUarHOCTUPOBAHBI
AA M2 cermeHTa JIeBO CpeZHel MO3roBOU apTe-
pyu u cybapaxHOMAATbHO-TIaPeHXUMAaTO3HO-BEH-
TPUKY/IAPHOE KPOBOU3NUAHMe (puc. 1).

[locne mnepeHeceHHOTO BHYTPUYEPEIIHOI'O Kpo-
BOU3JIMSIHUA OTMEYeH OIlepeKarolluii  pocT
OKPY>KHOCTHU TOJIOBBI, BBIABJIEHBl IIPU3HAKU BHY-
TpudepenHoi rumnepreHsuu (BYUl). Jleumnach
kKoHcepBatuBHO. B M/ITKE 6bU1a focTaBieHa Ha
19 cyTku nocie paspeiBa AA B Bo3pacTe 2 MecALEB,
¢ ZOMUHUpYIOLIel KINHUKON Mporpeccrupyomeit
TOCTTeMOpparuyecKoil ruzponedainu.

Ha mowment nocrymwienusa B MZI'KB cocrosnue
TSDKEJIOe, YPOBEHb CO3HAHUA — IIYOOKOE OIJIyIie-
Hye (IIKT 11 6a/u10B), OTMeYeHa HapsHKEHHOCTh
¥ BbIOyXaHHe GOJIBIIOrO POJHUYKA, PACXOXKAEHHE
KOPOHAapHOI'O U CaruTTaJbHOIO IIBOB, TEHAEHIINA
K pacxXofsIeMycsi KOcomasuo, cuHapoMm [pede,
CIVI2&KEHHOCTD TIPAaBOM HOCOT'YOHOH CKJIAZIKU, Te-
Tparmnapes, 60JIbILE CIIpaBa.

[lpoBegeno 26.12.11 r. KT rosoBHOro mo3sra
(puc. 2).

BrnonHeHa BEHTPUKY/AApPHAsA IIyHKLWA, IIOIY-
YeH JIMKBOP IIBeTa «MACHBIX IIOMOeB». B aHaim3e
BEHTPUKYJIAPHOI'O JIMKBOpa — 1UTO3 191/3, apu-
TPOLMTHI CIUIOLIb BCe Mojie 3peHud. IIposeseHa
26.12.11 r. onepanua N2 1: uMIUIaHTaIMA HAPYX-
HOT'O BeHTPUKYJISIpHOTO ApeHaka (HB/I). B MomeHT
MMIUIaHTallMY BHyTpH4YepelHoe AapieHue (BY/D)
COCTaBJIAUIO 15 MM PT. CT., Tpu HopMe OT 0 0 10 MM
PT. CT. ¥ ZeTeii Ao 1 roza. B mocseonepaiiioHHOM
Tepurozie MoAKIoUeHa K mprubopy LiquoGuard st
KoHTpoJsaA BY/] u sBaKyally JUKBOPA, CO CIIeAYyI0-
MU [TapamMeTpaMu: P MUHMMaNIbHOE — 2 MM PT.
cT., PmakcumanpHoe — 10, P cpeiHee —4, TOTOK —
20 mi1/49ac.
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Yepes 3-e cyToK nocie umivtanTarmu HB/I 6puta
JIOCTUTHYTa HOpMasM3alus Iokasareneld BY/] y
pebeHKa, COCTOSTHUE IEBOYKU HECKOJIBKO YTy JIITH-
JIOCB, UTO TI03BOJIJIO €1 Yepe3 22 CyTOK OT MOMEH-
Ta KpoBomanuAHuA 29.12.11 r. mpoBecTH onepa-
TUBHOE BMeNaTeJbCTBO N? 2 — IITepHOHAIbHYIO
KPaHUOTOMHMIO cJieBa U yaaneHrue AA M2 cermeHTa
neBoii CMA 1 XpOHMYECKOM BHYTPUMO3TOBOI re-
MaTOMBEI JIEBOM BUCOYHOM /IO,

IIpoTokon omnepauuu. JlyroobpasHbIli paspe3
MATKUX TKaHeH B JIeBOH JIOGHO-BUCOYHOU 06sia-
ctu. JIA TeMocCTa3a HCIOJIb30BAINCh KOXKHBIE
xunckl Medtronic. CkenetupoBaHa KocTb. OT
JIaTepaJbHOTO Kpas OOJBIIOrO POAHUYKA KPaHU-
otomoM Aesculap B JIOGHOI, JIeBOM TeMEHHOM,
BUCOYHOU KOCTSIX U JIEBOM OOJIBIIIOM KpBUIE OC-
HOBHOM KOCTU BBINMWIEH CBOOOAHBINM KOCTHBIM
JIOCKYT, KOTOPBIY BpEMEHHO yZialeH U3 paHsl. Jlo-
TIOJIHUTENbHAsA Pe3eKIHs 4acTH GOIBLIOro KpbLia
OCHOBHOH U 4YelllyH BUCOYHOI KOCTel. YCTaHOB-
JIEH OTlepalfuoHHBIN MUKpockor Moller — Wedel.
TBepzass MosroBas 0060JOYKa paccedeHa V-06-
pa3HBIM paspe3oM. Mo3r He HalpsDKeH, IPOKpa-
LIeH reMocCHZiepruHOM. Yepe3 TOYEeUHBIH MPOKOJI
KOpHI 3BaKyMpOBaHa >XUAKas YacTb reMaTOMBI
JieBoi JI06HO# fonu. [locie HACTYIUIEHUS pelaK-
caly Mo3ra II0 KpbUIy OCHOBHOM KOCTH JOCTYII
K JIEBOMY 3pUTeIbHOMY HepBy. Obparan Ha cebst
BHUMaHMe BBbIPAKEHHBIN CITa€YHBIM Ipoliecc B
apaxHOWJATbHBEIX IIUCTEPHAaX. BblZeseH JeBBIi
3PUTENbHBbIM HepB, JieBasd BHYTPEHHAA COHHAas
apTepus O PasBWIKH, JIeBBI cermeHT M1 g0
pa3BuiIKH, 0oba cermeHnTa M2. DBaKynpoBaHa re-
MaToMa CUJIbBUEBOM 1IN B BUJE IUIOTHBIX Yep-
HBIX CTyCTKOB. PasBHMJIKa OZHOTO U3 CEIrMEHTOB
M2 npezcraBiseT cob60i KPyIHYIO MEUIOTYATYIO
aHeBPU3MY C IUIOTHOU CTEHKOM, BKJIIOUAOIIYIO B
ce6s1 IPUBOJALIYIO U OJHY W3 OTBOZAIIVX apTe-
puii TpeTbero NopsAAKa, KyIoJoM HallpaBjieHHas
BBEpX U JIaTepaabHO. [IpUBOAAIIAS U OTBOAAIAS
apTepuy KJIMIHPOBaHBl U IlepecedyeHbl. AHEB-
pu3Ma OTZejeHa OT OKpPYXKaoIero MO3TOBOTO
BelllecTBa, yZaJeHa W OTIpaBjleHa Ha THCTOJO-
rudeckoe ucciaegoBanue. l'emocras. [Ipenapupo-
BaHHas CWIbBMEBa Ileb BhIMOSHEeHa Surgicel.
Moa3r 3HaYUTENBHO OTCTOUT OT KOCTH, IYJIbCUPY-
eT. TBepzas Mo3roBas 060J104Ka 3alINTa HAIIyXO.
KoCTHBI# JIOCKYT y/I0KEH Ha MecTo, GUKCUPOBAaH
KOCTHBIMU IIBaMu. [TocsofiHbIe IIBBI HA MATKUE

Puc. 2. KT 20108H020 M032a pebenka H., 2 mecsayes om
26.12.11 2. XpoHuueckas 8Hympumo3208ds 2eMamoma Jie-
801l 106HO-8UCOUHOUL 06acmu cdasnugaem nepedHull poz
7168020 60K08020 JHCeLy00UKA U YUACTMOK HAKOTLLEHUSL KOH-
mpacmHozo eeujecmaa 8 3oHe zemamomvl. Tempasenmpu-
KYI0Me2aIuUsL Msicelol CmeneHu ¢ NepudeHmpUKY/sIPHbLM
omekoMm. B 3a0HeM poze 7168020 60K0B020 JHcenydouka
mpomb 8 cmaduu usuca

Puc. 3. Makponpenapam — yOdaieHHAS1 aHe8pU3Ma

Puc. 4. KT 201081020 m032a pebenka U., 2 mecayes, om
30.12.11 2. Knunc Ha niegoli CMA u 8eHMPUKYASipHbLIL om-
Jesl Kamemepa 8 NPoeKyUU NPABo2o 6OKOB020 HcesydouKa
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Puc. 5. KT 201081020 m032a peberka H., 2,5 mecaya, om
16.01.12 2. PacwupenHble 60ko08ble stceydouku 00 29 mm
Ha yposHe meJi., wupuHa III scenydouka 15 mm, eeHmpuKy-
JApHbLIL omden Kamemepa 8 NPOeKYUU NPAsozo 60k08020
Jicetydouka

Puc. 6. KT 20n08H020 M032a peberka H., 7 mecauyes, om

18.05.12 2., susyanusupyemcs kaunc Ha siegoti CMA, 3Ha-
uumenbHoe cyxceHue 60K08bLX Jicely0oUK08 NO CPABHEHUIO C
KTom 16.01.12 2.

TKaHU. [To X0y olepanyy UCIONb30BAJICA IIPU-
60p A1 ayroreMoTpaHcdy3uu.
T'uctonornyeckuii guarHos (puc. 3): «apre-
puanpHad (GUOPO3HO-MBIIIEYHAA AUCIUIA3UA C
dbopMHpoBaHHEM pacclIauBarolleil aHeBPU3MBI
Y IIPUCTEHOYHBIM TPOMOOM. O4YaroBbIf IPOAYK-
THUBHBIN apTEPUUT, IepUAPTEPUUT C OOBI3BECT-
BJIEHUEM>».

B mocseomnepaliioHHOM Iepuoze peGeHOK B Te-
yeHHe 2-X CyTOK HaxoAWwIc B OTAeNeHUU pea-
HuManyy. IlpoBogwnack UHQY3HOHHAA, aHTHU-
GakTepuasbHasd U TpaHCPY3MOHHAA Tepanud
OZIHOTPYIIITHOM 3pUTPOLMTApPHOM Maccoi U Iuias-
moit. Ha KT ronosHoro mo3sra ot 30.12.11 r. (puc.
4): 3HaAYUTeJbHOE yMEeHBbIIIeHHe Pa3MepOoB JKeJly-
AodkoBoli cucteMsl, KT kapTrHa mocTonepanoH-
HBIX U3MEHEeHU.

BrmmonmHeHa KT romoBHoro mosra 16.01.2012 r.
(puc. 5).

B mocneonepalliOHHOM IlepHoOZe NPU MOMBITKe
OTKJIIOYUTHCS OT LiquoGuard BY/I mogHMManoch
70 20 MM PT. CT., 4YTO IPUBOAMIO K HApacTaHUIO
00611[eMO3rOBO¥ CUMIITOMATUKU (TOLIHOTA, PBO-
Ta). Xoporro cebs 9yBcTBOBaIa Ha rudpax BU/]
3—5 MM PT. CT. YKa3aHHBIY MOHHUTOPHUHT BY/]
U CHMITOMAaTHKa MOCTYXWIM IOKa3aHHeM K
WHAUBHUAYaJIbHOMY NOAOOPY UIYHTUPYIOIIEH
CHUCTEeMBI U OllepaTUBHOMY BMelIaTeabCTBy N2 3

Puc. 7. KT 20n08H020 M032a peberka U., 7 mecaues, om

18.05.12 2., Ha KOMOPbLX BU3YANUUPYEMCS 6EHMPUKYASP-
Hblll omden utyHma 8 obaacmu npagozo 3adHezo 60k08020
acesry0ouka (KpacHast Cmpeska) U 30Ha KUCMO3HO-2aU03-
HbLX U3MeHeHUL 8 J1e0ll T0OHO-8UCOUHOTL obacmu
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(19.01.2012 r.): yaanenue HB/] u uMIUIaHTALIUA
BEHTPUKYJIO-TIEPUTOHEAJBHOTO IOyHTA, pac-
CYMTAHHOTO Ha HU3KOE JaBJeHUe OTKPHITUS —
30—45 MM Boz. cT. (1 MM pT. cT. = 13,6 MM
BOZ. CT.).

ToceonepalliOHHEINA TTEPUOA TIPOTEKAT IVIAZKO.
HeBposorudeckuii craTyc Iepez BBIIHUCKOH: CO-
CTOSIHUE Y[OBJIETBOPUTENIBHOE, CO3HAHUE SICHOE,
00111eMO3rOBOM Y MEHUHT€aIbHOM CUMITTOMATHUKK
HeT, CXoZsdlleecs: KOCOIIas3ue, CIIAXKEHHOCTb HO-
COryOHOM CKJIAZIKU CIIpaBa, MBIIIeYHAast AUCTOHUA,
TIPaBOCTOPOHHUI reMUIIapes.

IMoBTOpHO mocTymana B Mae 2012 roga. JuchyHK-
myu BIl-mynta HeT. HeBposoruyeckuii crartyc:
COCTOSIHHE YZIOBJIETBOPUTENLHOE, CO3HAHHUE ACHOE,
yMepeHHasd acUMMeTpHUA JHLA — CIIaKeHHOCTb
HOCOTYOHOH CKJIQZIKU CIIPaBa, CXOAAIIeecs KOCO-
I7Iasyve, HUCTarMa HeT, TOHyC MBIIIL] IIOBBIIIEH,
TIPAaBOCTOPOHHUN TIeMMUIIape3, IaTOJOIMYEeCKUX
pediexcoB HeT. MeHHHTealbHON U 001IeMO3TrOBOM
CHUMIITOMAaTHKH He BBIABJIEHO.

KT xonTposs ot 18.05.12 1. (puc. 6, puc. 7).

Ha MoMeHT ny6MKaIui HEBPOJIOTUIeCKui Aedu-
LIUT y TalMeHTa ocTaeTcs MpexxHuM. Ml
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He3aBepiueHHbIN
MOBOPOT KMIICYHUKA
C 3aBOPOTOM TOIIEeH KUIIKH

e3foMe: IIPe/ICTABIEHO KJIMHMYe-
cKoe HabmoZieHre He3aBepIleH-
HOTO ITOBOPOTA KHIIEYHHKA B CO-
YeTaHUU C 3aBOPOTOM TOILIEH KUIIKU Y JE€BOYKHU
4-x JIeT KaK IpUMep XPOHUYECKOTO TeYeHHUs 3a-

BOpOTa, KOTZla MHTEPMUTTHUPYIOUINI MepeKpyT
OpbDKEHKM He BBI3BIBAET BBIPAYKEHHOTO Hapy-
LUIeHUs] KPOBOCHaG)XeHWs KUIIKH. [lokasaHbI
BO3MOXXHOCTH DPEHTI'€HOKOHTPAcCTHOTO MeToJa
HCC/IEI0BAHYSA B BHISIBJIEHUH JaHHOH [TAaTOJIOTHH.
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OmmcaH C€rnocob6 XHUPYPrUYecKOro BMeIlaTellb-
CTBa C y4eTOM IIOKa3aHUH U IPOBeIeHHBIX MeTO-
JIOB MICC/IEIOBAHU.

IMopoxu porauuu u GUKCAIUU KHUIIEYHUKA
JIaBHO pAacCMaTPUBAIOTCA KaK OTAeNIbHbIE HO30-
sorudeckue GoOpMbI, MMeOIINe O4YeHb pPasHO-
obpasHble KIMHUYECKHUE TposiBieHus. OqHoM 13
Pa3sHOBUAHOCTE! JaHHOT'O IIOPOKa ABJAETCA He-
3aBepIUIEHHBIN [TOBOPOT KUIIEYHUKA — MaJbpo-
Tauys — OObIYHBIN KOMIIOHEHT MHOTMX IIOPOKOB
pasButus: ArnadparmaabHas TPbDKa, TacTPOIIK-
3HC, aTpe3usd JBeHaJAllaTUIIepCTHON KUIIKU. Ya-
CTOTa BCTPEYAEMOCTH Pa3JIMYHBIX HapyIIeHUH
potanuu ¥ ¢ukcanuu kKumeyHuka 10—20 Ha
10 000 HOBOpOXAeHHbIX. OZHOBPEMEHHO C IIPO-
eccaMy, IPOUCXOAANIVMHU BHYTPU KUIIEYHOM
TPYOKU U ee GBICTPHIM POCTOM B JJIMHY, IIPO-
WCXOAUT BHYTPUYTPOOHBIN IOBOPOT CpeaHel
KUIIKU (OT ABEHAAIIATUIIEPCTHON [0 CEPEeAMHBI
ronepevHoi o060z04HOM). IIporecc BpaiieHus
HauYMHAETCS C 5-1 HeZlel BHYTPUYTPOGHOM K13~
HU U 3aKaH4YMBaeTcdA B KoHIle 12-i1 Hegenu. [Tpu
He3aBepIIeHHOM IOBOPOTE KUIIeYHHKAa BO3HU-
KaloT 6IarONpUATHEIE YCIOBUA KaK JJIA OCTPOTO
3aBopoTa (HEKPO3, TaHI'PeHA KUIIKU), TaK U JJIs
XPOHHYECKOI'0 3aBOpOTa. Bezymue CHUMITOMBI
IIPU XPOHUYECKOM TEYeHUH — IePUOJANIECKHU
BO3HUKAIOLIVe Hepe3Kue 60U B XKUBOTE II0 THUITY
KUIIEeYHOU KOJIMKH, PBOTA C IIPHUMECHIO KeTIH
wiu 6e3 Hee, HapylIeHHUe cTysaa. [Ipy 9TOM CBeT-
JIble TIPOMEXYTKU HUMeroTca y 80% MmalueHTOB:
cocTosiHMEe pebGeHKa y[OBJIETBOPUTENbHOE, JKa-
JIOGBI OTCYTCTBYIOT. JTUTEILHOCTD CBETJIBIX TIPO-
MEXYTKOB BapbUPYyeT OT HECKOJIbKUX MecAIeB 10
HECKOJIbKUX JIET.

OCHOBHBIMU MeTOJaMU JVarHOCTUKU He3aBep-
LIEHHOTO II0BOPOTA KHWINEYHWKA U 3aBOpOTa
KUIIKY ABIAI0TCA Y3 1 peHTTeHOJIOTUYecKUii.

Llenb: IpeCTaBUTh PeAKU cIydal H30JIUpOBaH-
HOT'0O He3aBepIIEHHOTO MOBOPOTA KUIIEYHUKA C
3aBOPOTOM TOHKOH KUIIKY y pebeHKa B
YeThIpexXJIETHEM BO3pacTe, MOTPe6GOBaBUIETO XU-
PYPrHAY€ecKOro JedyeHu.

W3 aHaMHe3a U3BECTHO, YTO pebeHOK Havas 60-
aeTh 3a 3 AHA Ao noctymneHusa B MJI'KDB, kor-
Jla oTMeyvaJics MOAbEM TeMIIEPATyphl, XKUAKUN
CTyJ, pBOTa, 6osu B xkuBOTe. CHayana pebeHOK
sneywnics B LIPB o MecTy *KuTenbcTBa 6e3 1moJio-

s)kuTespHOTO 3ddeKTa, B ZanbHEHIIEM JeBOYKa
6bpUIa ZocTaBiaeHa camosieToM B MockBy. Bmo-
CJIeZICTBUU DOAUTENN CaMOTEKOM O6paTHIKChH
B IpueMHoe oTzesneHue Moposzosckoit [JI'KB,
B KOTOPOM OTMEYa/IMCh CTYJ ITOC/Ie KJIU3MBI U
OZHOKpaTHasdA PBOTA C IIPUMECAMHU 3eJIeHOr'o
uBeta. Vcxozasa U3 aHaMHe3a KJIMHAYeCKOU Kap-
TUHBI Pe6EHOK OBLT TOCIUTATN3UPOBAaH B OOK-
CHPOBAHHOE XUPYPrU4YeCcKoe OTAe/NeHUE C ITOA0-
3peHHeM Ha TOKCUKOMHG}EKIHIO U KUIIEYHYIO
HEIIPOXOANMOCTb.

[Tpu IOCTYIUIEHUY COCTOsTHUE pebeHKa TKeTIOe,
debpunbHo muxopaaut 10 38,9 °C. [IpeabsBiseT
JKaJI06BI Ha 6071H B X)KUBOTe. KoXXHBIE ITOKPOBEHL U
CJIU3UCTHIE GJIEZIHO-PO30BEIE. fI3BIK CyXOBaT, 06-
JIO)KeH 6enbIM HaseToM. JKHUBOT B3AyT, MATKUH,
yMepeHHO 60Ie3HEHHBIN BO BCEX OTAENaX, 60Ib-
e — B BepxHUX. [lepucTanbTrka IpakKTUYeCKU
He BBICJIyIINBaeTCs. B BepXHUX OTAesnax BBICIY-
IIMBaeTcs IepUCTalIbTUKA B BUZE «Iajalolieit
Kamwin». CHMITOMBI pa3fpa’keHust OpPIOIIMHEI
oTpullaTeabHbIe. B CBA3MU C TAXKECTHIO COCTOSHUA
3a cyeT ABJIEHUN TOKCHKO3a Y WHTOKCHKAI[UU
pebenok 6bu1 nepeBeseH B OPUT ansa mpoBeze-
HYs UHQY3UOHHOM Tepanuy IMII0KO30-COJIEBBIMU
pacTBopaMU. YUHUTHIBasA KIMHUYECKYIO KapTHUHY
U IoJydeHNe OAHOKPATHOI'O CTy/a B IPUEMHOM
oTzeneHNH, pebeHKY OBUI IOCTaBJIEH JUAarHo3
«qacTU4HasA KUlleyHasd HeIPOXOJVMOCTb», JaH
pactBop cynbdaTa 6apus v Ha3HaYeHa CTUMYJIA-
YA KUIIeYHUKA PAaCTBOPOM IVIIOKO30-HOBOKAaU-
HO-COJIEBOI1 cMecHu. Pe6eHOK CHAT ¢ KOpMJIEHU,
Ha3Ha4YeHo IapeHTepaJbHOe MUTaHue (OJIUKIN-
HOMEJb).

[Ipy moOCTyIUIEeHMM B KJIMHUYECKOM aHalIuse
KPOBHU BCe IIOKa3aTeJU OCTaBaJWCh B IIpezesax
BO3pacTHOM HOPMBI 3a HCKJIIOUYEHHEM yMepeH-
Horo yckopenus CO3 — 15 MMm/4, B 6uoxuMu-
YeCcKOM aHajlu3e OTMedajach THUIIOKaJINeMUs
3,0 mmoss/n u yBenuuenue ACT g0 114 Eg.

Ha peHTreHO/JOrM4ecKoM HCCIeOBAaHUM BHI-
MOJIHEHA CepUsi CHUMKOB OPraHOB OPIOIIHOM
MOJIOCTA TIOCJIe IpueMa KOHTPAacTHOIO Belle-
cTBa BHYTpb (cynbdar 6apus) uyepes 2, 5, 8 u
12 yacoB. 3ak/IlOYeHHe: PEeHTreHOJOoruyecKas
KapTHUHA BBICOKON TOHKOKUINEYHOW HEIIPOXO-
JUMOCTH.

[Ipn Y3V memin TOHKOrO OTZAeNa KUIIeYHUKa
PaBHOMEPHO pacIIMpeHHBl A0 3 €M, 3aIlOJHEHBI
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SKUJKUM HEOJHOPOAHEIM coZlep>XUMBIM. [Ipocite-
JKUBAIOTCA €IMHUYHbIE cabble IepucTaabTHde-
cKkue BOJHBL. IIpy JUHAMHU4YeCcKOM KOHTpoJe Ha
Y3W neTu KUlleyHUKa paclIupUIUCh 10 3,8 cM.
OTMeuaeTcs NOsBIEHNE CBOOOAHOM KUIKOCTH B
6promHoi osoctu (dpoto 1).

B panpHelieM pe6eHKy ObLIa BHITIOJTHEHA UPPU-
rorpadus u ®IT/IC ¢ 1e1bi0 UCKIIOYEHNS TaTO-
JIOTMHM CO CTOPOHBI TOJICTOM KUIIKH, IMHUIIEBOAA,
JKeTyZKa U HadaJabHBbIX OTZE/NI0B TOHKOM KHIIKU.
3axJ/IroueHue: 1ocje NpoBeAeHNs JaHHbIX UCCIle-
ZIOBAHMI IaTOJIOTUU He BBIABJIEHO.

B panmpHelIeM IpU KOHTPOJIbHOM Y3 BRIABIIE-
HO, 4TO IeT/IN KUIIeYHUKa paclIupeHsl oT 28 1o
35 MM, cTeHKa TOMIMHOM OT 3 70 3,5 MM. [lepu-
CTa7bTUKA KHUIIEYHON CTEHKHU NPaKTUYeCKU He
ompeziessieTcs, ABIKEHNe KHUIIeYHOT'O COAEPKU-
MOTO II0 TUITy MasATHUKa. CBOOOAHAA KUAKOCTh
OTMedaeTcs B laTePaIbHBIX KaHa/IaX, MeXKIIeTIe-
BBIX IIPOCTPAHCTBAX.

Ha ¢done seueHnsa oTMeyanoch OTCYTCTBHE IIO-
JIOXKUTENbHON AUHAMUKH, CTy/ MOMy4aau Mocie
CTUMYJ/IALINY, TIePUOANYECKHN MOBTOPSINChH 3IIH-
3071 60JIel B XXUBOTE, PBOTA C IIPUMECHIO JKeJI-
YW, ayCKY/IbTAaTUBHO IepUCTAIBTHKA He BBICIY-
muMBanach. beIJIO MPUHATO pellleHue BBIOJHUTD
pebeHKy C L[ebI0 YCTAaHOBKYM NPUYMHBI YaCTHY-
HOH KMILIEYHOIN HEeIPOXOAUMOCTH JUArHOCTHYe-
CKYIO JIalIapOCKOIIHIO.

Ha auarHocTudyeckoyd JalapOCKOIMM BBIAB-
JIeH 3aBOPOT Tollledt KUImku Ha 180 rpazycos,
TIONBITKM yCTpaHEHUA 3aBopoTa 6e3 ycmexa
(dboTo 2). BeimonHeHa BepxHeCpeAWHHAasA Jia-
[IapOTOMUA, DM PEBU3NH OPIOIIHON IIOJOCTH
BBIABJIEH He3aBepIIeHHBIH IOBOPOT KHIIed-
HHKa — KyIIOJI CJIeNoU KUIIKU pacloJjaraeTcs
JleBee CPeAVMHHOU JIMHWUM, HMeeTcs 3aBOPOT
Toulel kumku Ha 180 rpazycos, GUKCHPOBaH-
HBIE 3MOPHOHATBHBIMHU CIIaliKaMU K KOPHIO
OpBUKEMKHY, CITaliKy pasziesieHbl IIyTeM 3JIeKTPO-
KOaryJaliuy, 3aBOpOT yCTpaHeH. BoccTaHoBIIe-
Ha HOpMajbHasg aHAaTOMMA TOJCTOH U TOHKOU
KUIIKY. BprolHasa mosocTs caHMpOBaHA U 3a-
ApeHupoBaHa.

B TedyeHuUe Tpex CyTOK [leBOYKa HaXOAWIach B OT-
JlelleHuY peaHUMaluu.

CTpaxoOBOYHBEI JpEeHaX yZaleH U3 OpIOUTHON
TIOJIOCTH Ha 3-U IocjeollepallioHHble CyTKU. Ha
7-e TIOC/IeONIePAIMOHHBIE CYTKU OBUIO BBINOJHE-

HO Y3U GpPIONIHOM MOJOCTH, HA KOTOPOM IIETIHN
KHIIeYHUKa He PaCIIMpeHbl, PABHOMEPHO II€pPH-
cTanbTUpytoT. CBOGOAHOM JKUJAKOCTH U IMATOJIO-
TUYECKUX 00BEMHBIX 06pa3oBaHUil B OPIOIIHOMN
TIOJIOCTH HE BBISBJIEHO.

domo 1

domo 2

domo 3
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INepes BhIIMCKOM Ha 11-e mocieomnepanioHHbIe
CyTKU pebeHKy BBIITOJIHEHO KOHTPOJIbHOE HCCile-
nmoBanue JKKT ¢ 6GapueM: Ha CEpUU PEHTTEHOJIO-
TUYeCKUX CHUMKOB I1acCcaX 110 KUIIeYHUKY YZOB-
JIETBOPUTENbHBIN. Ha ImecTU4acoBOM CHHMKe
6apuii onmpezesseTcs B IPOEKIINY CUTMOBUAHOMN
kuniku (poto 3).

[IIBBI CHATEI Ha 11-e oceonepanyoHHble CYyTKY,
3aXMBJIeHNEe TIepBUYHBIM HaTsaKeHVeM, IIpH3Ha-
KOB BOCIIaJIeHNA I1IBA HeT.

PebeHOK BBIMMCAH U3 cTalfMoOHapa Ha 12-e mocite-
oIlepalliOHHbBIe CYTKU B YZOBJIETBOPUTEIbHOM
COCTOSIHUU.

[lo AaHHBIM Y/IBTPA3BYKOBOI'O MCCIEAOBAHHUSA
Yyepe3 ZIeBATh MecAILeB II0CJIe OIlepalluy, 3Xorpa-
dryecKkux NPHU3HAKOB CTPYKTYPHOU IATOJOTMH
OpraHoB OPIONIHON IIOJIOCTH He BBIABJIEHO. Pe-
6eHOK pa3BUBAETCA FaPMOHUYHO, CTYJI €XKeIHEB-
HBIH, CAMOCTOSTEIbHBIHN, 0pOPMIIEHHBIH.

3akiaroyeHue: IIpeZCTaBIEHHBIM ciydyaili Hesa-
BEPILIEHHOI'0 II0OBOPOTA KUIIEYHUKA C 3aBOPOTOM
TOILIEH KUIIKY y pe6eHKa YeThIpeX JIET OTpaXkaeT
oIIpeZieJIeHHYIO0 CJIOXKHOCTh B JWArHOCTHKe JaH-
HOT'O COCTOSIHUA W BBIOOpE TaKTUKU B JIEYEHUU
Ha dTare I0CTaHOBKHU AuarHosa. i
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JInmcpanrnoma

OpbLKEeNKM Tolel KNIIKU
y peOeHKa 2 Mecs1eB

e3foMe: IIPE/CTaBJIeH KJIWHHUYE-
CKUU CIy4alli peaKoro IOpoKa
pa3BUTHUA — JUMAHTUOMBI OpBI-
JKeHKU Tolel KUIIKY Y peGeHKa 2 MecsaneB. Emy
IIPOBeZIeHO KOMIUIEKCHOe 00cIeZloBaHNe, BKIIIO-
yarolee Y3U 6prourHoit monoctu, MPT ¢ KOH-
TPacTUPOBAHMEM, OIpeZiesieHe OHKOMapKePOB.
BEITIOSIHEHO paZiuKalbHOE OllepaTUBHOE BMeIla-
TeJIbCTBO: yZAaseHue o6pa3oBaHUA C pe3eKIHei
ydJacTka Tollel KHUIIKU. [locieoneparioHHBIX
OCJIOXKHEHUH He OBUIO.
Ilesb: Ipe/ICTaBUTh PEAKUY CTydaii HabaroAeH st
UMbaHTHOMBI GPBDKENKY TOIIEH KUIIKU 6OJIb-
LIMX pa3MepoB y peGeHKa 2 MeCAIEB.
Jlumpanruoma — J0OPOKaYeCTBEHHAs OIIyXOJb,
pactymas u3 1nMdpaTUIecKuX COCyZ0B, BO3HUKA-

olas B pesysbrare gucaMbpuoreresa. Obpaso-
BaHUA B TIOZABJAIONIEM OOJBIINHCTBE BBISBIIA-
IOTCA BIIepHO/ie HOBOPOXKAEHHOCTH WU B IIEPBbIe
MecCsIbl )KU3HU pebeHka. HecMoTps Ha 06poka-
YeCTBEHHBI XapakTep, HOBOOOpa3oBaHUA 00-
JafaloT UHOWIBTPATUBHBIM POCTOM, CKJIOHHBI
K penuauBrpoBaHuio. Ha gomo jmuMdaHruom
npuxoautcsa Ao 10% Bcex A0OpOKavyeCTBEHHBIX
HOBOOOpa3oBaHuili y Jereil. JlMMbaHTHOMBI
pacronararoTcsi B MeCTax CKOIUIEHUS Peruo-
HapHBIX JUMATUIECKUX KOJUIEKTOPOB. Ilpen-
MYIIECTBEHHO BCTpEYaeTCsl Hapy)XHas JIOKaU-
3auua (IMMQaHTMOMBl MATKUX TKaHeH), pexe
(mo 15%) HaboZaeTcst BHYTPEHHsAS JIOKaIU3a-
uus omyxosneil (BuciepanabHas ¢popma). B mpo-
1lecC BOBJIEKAIOTCsS OPTaHbl GPIOIIHOM ITOJOCTH
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(xuIIeYHUK U ero OpbDKelika, TeveHb, cele3eH-
Ka, CIbHUK), 3a6pIOIINHHAsA KIeTJYaTKa, a TakK-
ke TuM$paTUIECKHe COCYAbI U Y3JIbl CPEZOCTEHUS
U JIleTKuX. B 6—7% cirygaeB HabGIIOAAI0OTCSA TaKKUe
OCJIO)KHEHU, KaK BOCIlaJleHue, HarHoeHue, Iep-
doparus, ciaBieHe OIIyXOJIbIO0 COCEIHUX Opra-
HOB U TKaHel. 3/I0KadyeCcTBEHHOE ITepepoKeHIe
uMaHTHOM B JIUTEPATYpe He OMUCAHO.

KJIMHUYECKUWI ITIPUMEP

JleBouka 3., 2 MecAleB, IIOCTYIIWIA B OTAEJIEHUE
SKCTPeHHOU abaoMuHanbHOU xupypruu MIT'KB
C IOZI03pEHUEM Ha KUCTY OPBIKEMKU.

W3 aHaMHesa M3BeCTHO, YTO B BO3pacTe 2 He-
Jieb, CO CJIOB MaMBl, Y pe6eHKa cTana oTMedaTh-
cA 3alep)KKa CTy/Ia, B3JyTHe XKUBOTAa. PeOeHOK
OCMOTPEH IeANaTPOM 110 MeCTY KUTEIbCTBA, BbI-
nosiHeHO Y3U 6pIOUIHOM MOJIOCTH, HA KOTOPOM
BBIABIIEHO 06BbeMHOe obpa3oBaHue OpPIONIHOMN
rosocTy. [l AanpHeHIIero jgedyeHua pebGeHOK
HanpasieH B M/ITKB.

TIpu mocTyIuIeHuu: COCTOAHNE pebeHKa cpefHel
TSOKECTU TI0 OCHOBHOMY 3ab0sieBaHHIO, CaMo-
YyBCTBHE YAOBIETBOpUTelIbHOe. He mmuxopaaur.
KoxxHble ITOKpOBBI Y BUAMMBIE CIHU3UCTBIE YU-
CTBIe, YMEPEHHO BJaXKHBIE. /[bIXaHUe ITy>pUIb-
HOe, IPOBOJUTCA BO BCE OTAENBl CUMMETPHUYHO.
ToHsBI cepalia sicHble, pUTMUYHEBIE. JKUBOT B3AyT,
yBesnveH B o6beMe, 6e3601e3HeHHbIN. [lepuTo-
HeaJbHBIX CUMIITOMOB HeT. CTyJI CAMOCTOATENb-
HBIU 1 pa3 B leHb, IepUOANYECKH ITOCIe KIU3MBI.
MouuTcsa caMOCTOATeNbHO, JUype3 aJeKBaTHBIMN.
B otzgenenuu pebeHKy BBINOIHEHO Y3U 6prom-
Holi nosnoctu (puc. 1) — meyeHb: Tomorpadus
He M3MEHeHa, pa3Mephl He yBeJIW4YeHBI: IIpaBas
zona 60 mM, sneBag 48 MM, KOHTYpHl 4eTKue
POBHBIE, TAPEHXUMAa OOBIYHOI 3XOT€HHOCTH, OfI-
HopogHasdA. JKer4Hblll My3bIpb YaCTUYHO COKpa-
meH. [lomxenynodyHas jkene3a: Tomorpadus He
U3MeHeHa, KOHTYpHl YeTKue, poBHbIe. Cesle3eH-
Ka: Tonorpadusa He U3MEHEHA, pPa3MepHI HE yBe-
audensl, 51x20 mM. ITouku: npasas 52x23 MM,
JeBasd 55xXx25 MM, KOHTYpBl 4eTKHe, pPOBHBIE.
JloxaHka cieBa o 5 MM, gpyrue anemeHThl 1JIC
He pacumupeHbl. [lapeHXUMa OOBIYHOM 3XOreH-
HocTH, 13—14 MM c obeux cropoH. KpoBoTOK
He U3MeHeH. Mablii Ta3 — Martka 6e3 ocobeH-
HocTel. AnyHuKY: npaBbIl pasaMmepoM 16x10 MM,
neBbli — 17x10 MM, C KHCTO3HBIMH BKJIIOYe-

HUAMU 6—7 MM. Bclo mosocTs Masoro tasa u
OPIOLTHYIO ITOJIOCTh 3aHMMaeT MHOTOKaMepHOe,
TOHKOCTEHHOE >XUAKOCTHOe oOpa3oBaHMe pas-
MepoM 80x38x60 MM, MEeTIN KUIIKU OTTeCHEHBI
B BEpXHHE JIeBblE OTZAEeNbl OPIOMIHOHN ITOJIOCTH.
CBOOOZHOM XKUAKOCTH HE BBIABJIEHO. 3aKJIoye-
HHeE: 5XO-IPU3HAaKU KHCTO3HOTO 0Opa3oBaHU
OpIOUTHOM IIOJIOCTH 3HAYUTEIbHBIX Pa3MEpOB
(kucta GpBRKERKHU?).

C 1esIpI0 yTOYHEHHUA pa3MepoB, CTPYKTYPHI 06pa-
30BaHUA, €ro JOKaIU3aluu B GPIOIIHOM HOJIOCTH
pebeHky BeimosiHeHa MPT (MarHUTHO-pE30HaHC-
Has ToMorpadusa) GPIOIIHOM OIOCTU ¢ KOHTpa-
ctupoBaHueM (puc. 2, 3). 3aknrodyenre MPT: 06-
pa3oBaHue GPIOLUIHOM IOJOCTH MHOTOKaMepHOe
¢ neperopoakamu, pasmepoM 80x100 MM, 3aHU-
Marollee MMOJOCTh MaJIOTo Ta3a U GPIOUIHYIO IO-
JIOCTb, OTTECHSIOIIee NeT/IN KUIIeYHUKa KBepXy.
B mwrane auddepeHINaNbHON JUATHOCTUKU CO
3/I0Ka4eCTBEeHHBIMU O00Opa3oBaHUAMHU DebOeHKY
OBUIO IIPOBEZIEHO OIpeJesieHre B KPOBU YPOBHSA
OHKOMapKepoB anbda-peTornpoTenHa U XOPHO-
HHUYeCKOr'o rOHaZIoTPONIMHA. Pe3y/bTaTsl He IIpe-
BBIIIAJIM HOPMAaTHBHBIX 3HAUeHUH.

YuuTeiBasg Hanuuue O6GBEMHOrO 0Opa3oBaHU
OPIOIIHOI MOJIOCTH, pebeHOK ObUI TPOKOHCYIIb-
TUPOBaAH OHKOJIOTOM: UMEET MeCTO 06pa3oBaHUe
OPIOUTHOH IIOJIOCTH, *XKUJKOCTHOE, MHOTOKaMep-
Hoe. [lo faHHBIM 06C/IEZ0OBAHUS MOXHO B Iep-
BYIO o4epeZb AyMaTbh o JuMdaHrruome 6pbnKei-
KU, KHCTe OPIOIIHOM [TOJIOCTH.

YuuTeIBasA JaHHBlE O0OCIeJOBaHUA, pPeOEeHKY
TI0Ka3aHO OIlepaTUBHOe JiedeHHe B IUIAHOBOM
HOpAZKEe — JIallapoTOMUsA — yzajieHue obpaso-
BaHUA OGPIOLUIHON MTOJIOCTH C TOCJIEAYIOUINM THU-
CTOJIOTUYECKUM HUCCIeJOBAHUEM.

Pe6GeHKy IMpOBeEHO ONepaTUBHOE JieYeHHE —
yzaneHve TMMQpaHIIOMBI OpBDKEHKH. Pe3eKnusa
y4acTKa ToOIled KHIIKYU. MHTpaolepanroHHO
IIPU OCMOTpE OPIOIIHOHN IIOJIOCTH BBIABIEHO
o6beMHOe obpa3oBaHUe, 3aHUMAalollee Cpes-
HUM >3TaXx OpIOIIHONW IIOJIOCTH, pa3MepoM
13x8x6 cM, HempaBWIbHOU (GOPMBI, KEITOTO
LIBETa, COCTOAIIee U3 KUCTO3HBIX II0JIOCTEM, pas-
MepoM OT 3x4 o 6X7 cM, Ucxojdlee U3 KOPHI
O6pBUKEHKHY, ¢ BOBJICYEHHEM IIeT/IN TOLel KUII-
KU TIPOTAXKEHHOCTBIO 0 12 cm. I[leTnu kuied-
HUKa crnaBlirecs. [Ipy ocMoTpe opraHoB Majo-
ro Taza — SUYHUKHU, MaTOYHbIe TPyObI, MaTKa
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He M3MeHeHBl. BBITOHEeHa pe3eKLUMA ydacTka
ToIeH KUIIKY, Hecyllero obpa3oBaHue, C HaJo-
JKEHHEM MEXKHIIeYHOr0 aHaCTOMO3a «KOHeIl B
KOHell».

Pe3ynbTaT TMCTONOTMYECKOrO MCCAENOBAHUAA —
KHCTO3Had JuMaHruomMa OpBDKEHKH TOHKOH
KUIIKHY.

B TeueHune 5 mocsieonepanioHHBIX CyTOK pe6eHOK
HaxoAWICA B OTZAe/NeHUU peaHUManuu. IIposo-
AWIOCH TlepelrBaHle SPUTPOLUTApHON Macchl,
CBeXXe3aMODOXXKEHHOH IL1a3Mbl, WH(QY3HOHHas,
aHTHbaKTepHasbHadA Tepanusa. DHTepaJbHad Ha-
rpy3KaHadaTa Ha 5-e [TOC/IeOIepaljuOHHbIE CyTKA
¢ 20 mu1 cMecu B 30HZ. CTysn Ha GOHE CTUMYIAIIUN
KUIIEeYHUKA U IIOC/TIe OYUCTUTENBHBIX KJIM3M C
2-x cytok. K 12-M cyrkam o6beM KOpMJIEHUS
JIOBEZIEH /0 BO3PACTHOIO, YCBaWBaeT, DBOTHI,
cphiruBaHui HeT. JKUBOT He B34yT, MATKUH, 6e3-

Puc. 1

Puc. 2

60JIe3HEHHEIN BO Bcex oTAenax. CTya camocTo-
ATENbHBIN, 0pOopMIeHHbIH. [IIBEI CHATEI Ha 13-e
CYTKHU.

Ha xoHTposbHOM Y3U O6pIOIIHON HOJIOCTH —
CBOOOZHOM KUAKOCTH M IATOJIOTHMYECKUX OOb-
€MHBIX 00pa30BaHUi He BBIABIEHO.

Pe6GeHOK BBINTKCAH C BEI3JOPOBIEHUEM.

B 3axiroyeHre HEOOXOAUMO HOAYEPKHYTH, YTO
Tpu BHIABJIEHUM y pebeHKa ob6beMHOro obpa-
30BaHUA OPIOIIHOM IOJIOCTH HEOOGXOAWMO TIIA-
TeJIbHOE IpeZoIllepalioHHOe 06CjeoBaHue,
Bkouatoniee Y3U, MPT, ompezeneHue OHKO-
MapKepoB, KOHCY/IbTallWsi OHKOJIOTA C LENbI0
muddepeHnmaIbHON AMarHocTuku. OmepaTyB-
HOe JIeUeHUE JOJKHO IIPOBOAUTHCA IO GakTy
YCTaHOBJIEHUS AUArHO3a C IOCIEAYIOMINM I'HCTO-
JIOTMYECKUM HccIefoBaHueM. H

Puc. 3
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MaJjiouHBa3uBHbIE
TEXHOJIOTUH B JICUCHUH
KOPTHUKAJIbHBIX KUCTO3HBIX
0o0pa30BaHUii IOYEK Y JeTen

WCTO3HBIE TOPAXEHUs IMOYEK OT-
HOCATCS K aHOMaJTUAM CTPYKTYPHI
OYEYHON TKaHW M COCTaBJIAIOT
12—15% cpeau Bcex ypoJIOTUYeCKHX 3aboiie-
BaHUIM.
K Haubosnee pacnpoCTpaHEHHBIM KHUCTO3HBIM
TIOpaXXeHUAM ITOYEK OTHOCATCS COMUTAPHBIE KU-
cTo3Hble 06pa3oBaHusa (IIpocTasi KMCTA MTOYKU U
YalIeyKOBBI JUBEPTUKYI), KUCTO3HBIE 06pa3o-
BaHUs TPU ayTOCOMHO-JOMUHAHTHOM IOJTUKU-
cro3Hoil 6Gosnesnu (AJIIKB), MyJbTUKHUCTO3HAs
[AVCIUIa3vs. B oAWH poji 3TY BUABI IIOPOKOB pas-
BUTUA OOBeANHAET UX 001uii am6puodeTanb-
HBII MopdoreHes.
Jlo HejaBHero BpeMeHU KOPTHUKAaJIbHbIE KUCTO-
3Hble 06pa3oBaHUs MTOYEK B JE€TCKOM BO3pacTe
CUMTANNCh pEeAKUMHU 3a60JIeBaHUSIMH BBUAY
OTCYTCTBUS YETKUX KIMHUYECKUX CHUMIITOMOB,
TOPIUJHOCTY TeYEeHWs U, KaK CJIeJCTBUE, UX
HU3KOH BBIABIAEMOCTH. [Iporpeccupyromnii
POCT KHCTO3HBIX IIOJIOCTEHl CO BpeMEHEM He-
n36eXHO MPUBOAWI K 3HAYUTENBHBIM U MTOPOM
HeoOpaTUMBIM U3MEHEHUAM B OKpYKarllei
mapeHxuMe.

JmiTenpHOe BpeM: JiedeHe KUCTO3HBIX 06pa3o-
BaHUH B [TOYKe OBUIO OITePAaTUBHBIM, BBITTOIHIN
nmubo ucceyeHre 00OOJIOYEK KHUCTHI, JIUOO Map-
cynuanusanuno (MccedeHHE IOJIOCTU KUCTHI).
BHezpeHMe J1anlapOCKONIUY TTO3BOJIWJIO IIEPEHTH
K 3H/IOCKOITMYECKUM METOZAM SHYKJIEAI[UN KUCT.
B mocnezHue rogs! Bce 6osbllle aBTOPOB CTaIU
NIpUMEHATh B CBOeM IIpaKTHKe IIyHKIIMOHHBIN
MeTo/, JIeYeHHUsA KUCTO3HBIX IIOJIOCTeH IoZ KOH-
TponeM Y3U Kak MaJIOMHBA3WBHBIA U B TO Ke
BpeMs BBICOKO3GGEKTUBHBINA CIIOCOO JIedeHUs
KHCTO3HBIX 06pa30BaHUIl TOYEK.

KJIMHUYECKUWI [TIPUMEP

IMauuenTka B. ¢ 3-eTHero Bo3pacra Habioza-
sack HebPOJOTOM TIO IOBOAY JIEHKOLUTYpHUU
u GakTtepuypuu. [Ipu Y3 ucciezoBaHuu ObuTa
BBIABJIEHA KHUCTO3HAdA IIOJIOCTb B BEPXHEM IIO-
JIIoce MpaBoy MOYKU AUaMeTPOM 3 CM C YeTKH-
MU POBHBIMM KOHTYpPaMHM M TUIIO3XOT'€HHBIM
cofep>XUMBIM. [Ipu NMpoBeZeHUN SKCKPeTOPHOU
yporpa¢uy B IIPOEKINU BEPXHETO MOJIIOCA Mpa-
BOI MOYKM BU3yaJIM3UPOBAIOCh OKPYIJIOe TOMO-
reHHOe 00pa3oBaHUEe C YETKUMM KOHTYPaMH,
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Puc. 1. Y3 uccnedoganue ¢ 3/] degouxu b., 13 nem, ¢ HazHo-
uguieticst conumapHotl kucmoti npasotil nouku

Puc. 2. Tlynkyus HazHougulelics Kucmul nouku nood Y3

HasedeHuem

nedopmupyioliee vamedku. [Ipy MUKITHOHHOMN
nucToyperporpaduu  My3BIpHO-MOYETOYHUKO-
BBIY pedutiokc He obHapykeH. ExxerogHo pebeH-
Ky TIPOBOJWJIOCH YJIBTPAa3ByKOBOE HCC/IeZIOBaHLE
ToYeK C U3MepeHHeM pa3MepPOB KUCTHI U OIeH-
KO MHTpapeHaJbHOrO0 KPOBOTOKA IO JaHHBIM
UMITYJIbCHO-BOJTHOBOM JIONIUIEPOMETPUHY, HE BBI-
SIBJIIBIIETO AMHAMUKU POCTA KHUCTO3HOH IOJIO-
CTU U HapyIIeHWH reMOJUHAMUKHY B TAPEHXVME,
OKpy»Kalollel KHCTO3HYIO IOJIOCTh. 3a HeZJENI0
0 TIOCTYIUIEHUS B YPOJIOTMYECKOE OTZAeeHHue
JleBOYKA CTajia JKaJoBaThCs Ha HowIIue 60U B
MOSICHUYHOM 06J1aCTH CIIpaBa, YTO U MOCTYKIIO
MIPUYMHON 06pallleHNs B XUPYPrudecKoe OT/erre-
Hue. [Ipy TOCTYIUIEHUHM OTMEeYasICa MTOAbEM TEM-
mepatypsbl 10 Ge6prIbHBIX IUdP, yXyAlIeHue 00-
LIETO COCTOSHUS, 6Ie[HOCTh KOXKHBIX TTOKPOBOB,
TOIIIHOTA, PBOTA. B 0b111eM aHaM3e KpOBU BBISB-
JIeHbl U3MEeHEHUs BOCIAJIUTENbHOTO XapaKTepa:
COD — 35 mm /4, nevikonuTel 18 000, cABUT JIei-
KOLMTapHOU ¢opMysbl BleBo. B aHamu3e Modu
OTMeYeHa JIEHKOIUTYpUs U MUKPO3PUTPOIIUTY-
pus. B moceBe Mouu o6HapyxeHa E.coli.

[Ipu y/nbTpa3ByKOBOM UCCIEOBAHUU ITOYEK 00-
Hapy»XeHO KHUCTO3HOe 06pa3oBaHUE C HEOJHO-
POAHBIM COEPXXUMBIM AuaMeTpoM 35x35x40 MM
¥ YPOBHEM XKUJKOCTH. Karicysa KUCTH OTTpaHu-
yrBaja o6beMHOe 0Opa3oBaHHE OT IOYEYHOH
MapeHXUMBI, B KOTOPOH OTMeYa/VCh SBJIEHUS
HapyUIeHUs KOPTUKO-MeAy/IApHOU AuddepeHIH-
POBKY, M3MEHEHUs T'eMOAMHAMUKU, BBIPAKAIO-
IIMecs MOBHIIIEHNEM UHAEKCOB PE3UCTEHTHOCTH
Ha MHTpaNapeHXUMaTO3HbIX cocyzax (puc. 1).
Pe6EHOK TOCIUTAIM3UPOBAH C JUArHO30M:
«HarHOEHWEe KUCTHl BEPXHETO IIOJI0CA MPaBOU

Puc. 3. a) Y31 8 B-pesxcume; 6) Y3U c 3/] uepe3 3 mec. nocjie NyHKYUOHHOZ0 JieUeHUsI HA2HOUBLLelICS. KUCMbl

npasoti nouxku degouku B., 13 nem
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MOoYKW». Ilocie KyIHMpOBaHUA TUIEPTEepPMUH,
TIpoBe/ieHNs KpaTKOBPEMEHHOM, B TeueHue 3 4a-
coB, UHGY3UOHHOM U aHTUOaKTepuaIbHOU Tepa-
MUY BBHINOJHEHA MyHKIWA U JpeHUPOBaHMNE KU-
CTO3HOrO 06pa3oBaHusa (puc. 2).

Bo BpeMs MaHUIYJIALWHA 10ay4eHO 40 MIJI I'yCTO-
r'o THOMHOI'O COZEPXKUMOT0, OTIIPaBJIE€HHOIO Ha
GaKTepuosorudecKoe ucciaezoBaHue. IlosocTb
KUCTBl IIPOMBITA PpAcTBOPAMM aHTHCEIITHKOB
(IMOKCUAWH).

B TeuyeHue mocieAyiomux 2 AHel Ha GpoHe IMpo-
BOAMMON IPOTUBOBOCHAJIUTENBHON Tepanuu
cocTossHHE pebeHKa 3HAYUTEIbHO Y/IYYIIMIOCK.
OTMeueHa TeHZEHIUA K HOPMaIU3aluy o011ero
aHayM3a KpoBU. B 06IeM aHajanse MOYU M3Me-
HEeHMH He OOHapy)XeHOo. B rocese cozepXUMOro
U3 KMCTO3HOMH IT0JIOCTH OIlpeZiesisiach KUIeYHast
TajoyKa.

[Mocie HOpMaIM3aUMKM OOLIETO COCTOSHHS pe-
6eHKa U IIpY OTCYTCTBUY 'HOMHOT'O OTZAEIAEMOT0
U3 [TOJIOCTH IIPOBEZIEHO CKJIepO3UPOBaHKe KUCThI
96% cnupToM B 06beMe 15 MJI ¢ SKCHO3UIHEH
5 MUHYT C UHTepBaJIOM 2 AHA. IIpyu KOHTPOJIb-

HOM Y3 HCC/Ie[OBaHUM Ha 7-€ CyTKU IOCJIe TIpe-
KpallleHuA SKCCyZalluyd U3 KHUCTO3HOHM IIOJIOCTHU
OTMEeYEHO yMeHbllleHre 0Opa3oBaHUs B pa3mepe
7o 12—15 mm. Ha 8-e cyTku ApeHak ObUI yaaneH
¥ pebeHOK BBIMKUCAH JOMOU B YAOBJIETBOPUTEb-
HOM COCTOSTHUH.

YnpTpa3ByKOBOE CKAaHUPOBAaHME, IPOBEAEHHOE B
ZlekpeTupoBaHHble cpoku (1,3 u 6 mec.), IoKasa-
JIO OTCYTCTBHE JOTIOTHUTEIHHBIX 00pa30oBaHUii B
noukax. [To ;aHHBEIM JONIIEpOMETPHU KPOBOTOK
Ha BCeX YPOBHAX BU3YAJIU3UPYEMBIX COCYZOB He
usMeHeH (puc. 3 a, 6).

KinuHudeckuii mpuMep [AEeMOHCTPUPYET Heo0-
X0AUMOCTb U 3(G(GEKTUBHOCTb JIeUeHUsA HarHo-
UBIIENWCA KUCTBI IOYKU C TPUMEHEeHHEeM /Jpe-
HUPOBAaHUA M IOCIEAYIOUer0 MHOI'OKPaTHOTO
CKJIEPO3UPOBAHUA  JSIUTEIHATBHON  KalCyJIbl
KHUCTO3HOMH ITOJIOCTU U NOATBEPXKJaeT IIPeAIoso-
JKeHUe, YTO KUAKOCTh UHOHUIUPOBAHHOM KUCTHI,
KaK IIpaBWIO, COAEPKUT MUKPOOPTaHU3MBI, BBI-
ceBaeMble U3 MO4YM GOJBHOIO, IIPOHUKAIOIINE B
KHCTO3HYIO MOJIOCTh INMGOTeHHBIM WJIU TeMaTo-
reHHbIM IyTeM. M

JIMarHOCTHUKA U TAKTHUKA
XUPYPruyeckKoro JeYeHus aeTeu
C AYTOCOMHO-IOMHMHAHTHOM

IMOJIMKMCTO3HOM 00.1e3HbIO
nouek (AJITIKDB)

nocjefHee JecATWIETHE YBETUYU-
JIOCh YHCJIO BPOXK/E€HHBIX 1 Hacle -
CTBEHHBIX 3a00JIeBaHUM IIOYEK,
UMeIOIUX IporpeileHTHOe TeueHUe C pa3BU-
THEeM XPOHHYECKOH ITOYeYHOH Hel0CTaTOYHOCTHU
(XITH). Tak, yacToTa ITOJHUKHCTO3HOMH OOJIE3HHU,
10 AaHHBIM OOJIBIIMHCTBA aBTOPOB, KoyebieT-
ca oT 1:400 go 1:1000 HOBOpOXAE€HHBIX. Y 10%
GOJIbHBIX, HYXKJAIOIIUXCS B 3aMeCTUTEIbHOMN Te-

panuuy, reMogyanu3e U TpaHCIUIAaHTALUU [I0YeK,
60J1e3Hb ABIAETCA IPUINHOMN pa3BuTusa XITH.
HepocTtaToyHoe 3HaHMe paHHUX CUMIITOMOB 3a-
6osieBaHUA, HEYNIPaBIAEMOCTb TeYeHH [1aTOJIO-
I'HMYECKOTo Ipoliecca, HeollpeleeHHOCTh (ak-
TOpoB pucka pasputusa XI[IH ciy:xaT npuynHoi
HeoOpaTHUMBbIX HapyUIeHUH GYyHKIUU MOYeK, YTO
3aTpyAHAEeT IpuMeHeHue 3)dEeKTUBHBIX METO-
JIOB JIEYeHUA.
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KJIMHUYECKUI ITPUMEP

Manbuuk M., 6 ser, AWArHo3: «THUAPoHedpPO3
crpaBa, AZITIK 6one3Hb».

W3 aHaMHe3a U3BECTHO, YTO IIPU BHIIOJHEHUU
YIBTPa3BYKOBOI'O MCCIe[0OBAaHMA B IIepHOJ HOBO-
POXKIEHHOCTU Y pebeHKa BBIABIEHO YMEPEHHOe
pacmypeHue KOJUIEKTOPHOM CHUCTEMBI ITpaBOM
mouku Ao 12 MM. B nmapeHxume obenx modek 06-
Hapy»KeHbl eIUHUYHbIE KUCTO3HBbIE II0JIOCTH JUa-
meTpoM Z0 10 MM.

Oren u Zen pebeHka CTpajalOT ayTOCOMHO-ZO-
MUHAHTHOM MOJUKHUCTO3HOM 60JI€3HBIO.
JnuTenbHOe BpeMs B CBA3U C OTCYTCTBHUEM >Ka-
J106 ¥ M3MEHEHUH KJIMHUYECKUX aHaJIHU30B KpO-
BU M MOYM POJUTENN He obpaliasvch B jeded-
HBIE YUpeXAeHUsa U He 06cie[oBaIy alueHTa.
Bo Bpemsa AucnaHcepu3alu B Bo3pacTe 5 JeT
TIpY BHIIOTHEHUY Y3V OpraHoB GPIOIIHOM MOJIO-
CTU ¥ 3a0PIOIIMHHOTO MIPOCTPAHCTBa y pebeHKa
BBIIBJIEHO YBeJIM4YeHUe ob6beMa obeunx IIOYeK,

Puc. 1. Y31 8 B-pexcume manvuuka M., 6 nem, AZIIIKE,
Kucma cpeoHezo ceeMeHMa nesotl NouKuU

Puc. 2 a. MCKT manvuuxa M., 6 iem, akcuanbHalil cpes.
AZITIKB, 2udpoHedpo3 cnpasa; KUCmMo3Has NOA0CMb 60J1b-
WuX pasmepos 8 nesotl nouKe, OMMeCHAU,AS. KOJLEKMOop-
HY10 cucmemy

HaJIN4MUe B NapeHXVMe KUCTO3HBIX IT0JIOCTEN C
MaKCHMaJIbHBIM JUaMeTpoM 42 MM, paclliupe-
HHE KOJUIEKTOPHOH CHCTEeMBl IIpaBOM ITOYKH.
Jlna pjanpHemero obcie0BaHNA U JIeYeHUA pe-
6GeHOK HalpaB/ieH B YPOJIOTMYECKOE OT/eeHUe
MAT'KB.

IIpu npoBeseHun Y3 mpaBad moyka HMeaa
pasmepsl 106x32 MM, mapeHxuma 7—10 MM ¢
MHOXKeCTBEHHBIMY KUCTO3HBIMU IIOJIOCTSAMM AHA-
MeTpoM 7—16 MM, guddepeHIIIPOBKa ee coxpa-
HEHa, 4JallleyKy pacliMpeHsl 10 12 MM, epesHe-
3aHUM pasMep JoxaHKu 20 MM, MOYETOYHUK He
MPOC/IEKUBAETCA Ha BCEM NPOTOKeHUU. JleBaa
rnoyka uMesna pasMmepbl 111x53 MM, napeHxuMa
16 MM C eIUHUYHBIMY KHUCTAMU 0 7 MM, B Cpe[-
HeM cerMeHTe ITOUKH OIlpeZiesiIeTCs 0IOoCThb Jua-
MeTpoM 42 mMm. [Ipu gommuteporpaduu KpOBOTOK
cripaBa 6bUI OciabiieH, OZHAKO IPOCIEKUBAJICA
ZI0 Kamcynbl Mo4KU. CiieBa KPOBOTOK TaKXKe Ipo-
cJIekuBaIcA Ao Karcyisl (puc. 1).

[Ipu gonmiepoMeTpUU COCYZOB IIOYEK CIIpaBa
Ha ypOoBHEe CerMeHTapHBIX U MeX/OJeBbIX apTe-
puii uHzAekc pesucreHTHOCTH (IR) mOBBIIIEH 0
0,78—0,82, Ha myrosrix aprepusax 0,64—0,67,
Ha MEXJOJNbKOBBIX cocyzax 0,69—0,71. Cie-
Ba Ha cerMeHTapHBIX apTepuax IR moBewIeH 10
0,73 1 cHMXeH Ha AyroBbIX A0 0,58 1 Mex/0J1b-
KOBBIX 70 0,57, 4TO XapaKTepHO IIpU HaJINYUU
KHCTO3HBIX IIOJIOCTeN ArameTpoM bosee 3 cM y
naiureHToB ¢ AJITIKB.

ITpu BBHIIOTHEHUN MY/IBTUCINPATBHON KOMIIBIO-
TepHOU ToMorpaduu ¢ GONIOCHBIM BBEAEHHEM
KOHTpacTa BBIABJIEHO Haiu4ue abeppaHTHOTO
cocyza IpaBoOW ITOYKH, BBI3BIBAIOIIETO OOCTPYK-

Puc. 2 6. MyismucnupansHas KOMNbIoMmMepHas momozpa-
dus, 3D pekoHcmpykyus manvuuka M., 6 sem, ¢ duaz-
Hosom ATIKB, eudpoHedpo3 cnpasa. Buzyanusupyemcs
abeppaHmHublil cocy0 K HUJICHEMY NOJIOCY NPAsoll NOUKU
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LIMI0O MOYETOYHUKA B MHUEJIOYyPEeTOPaJIbHOM Cer-
MeHTe, MHOXXeCTBEeHHBIe KHCTO3HBbIE IOJIOCTH B
rapeHXUMe 06erX IoY€eK, YalleUyKH JIeBOW TOYKHU
Pa3JBUHYTEI M OTTECHEHHI IOJOCTHBIM 00paso-
BaHUeEM, yOeJUTENbHBIX JaHHBIX 3a COOOIIeHHe
KHUCTBI C KOJUIEKTOPHON CHCTeMOM IOYKU He BbI-
siBjeHo (puc. 2 a, 6).

Ha oTcpoueHHBIX 5KCKPETOPHBIX PEHTTeHOTpaM-
Max oOIpeJensiach CBOeBpeMeHHasa (QYHKUIUA
TTo4yeK ¢ o6enx CTOpoH. JIOXaHKa JIeBOH ITOYKU He
pacurupena, GOpHUKCHL orpybsensl, aebopMu-
pOBaHBI, MOYETOUYHUK KOHTPACTUPYyeTCs I[UCTO-
naaMu. DBaKyaTopHas QyHKIUA He HapyuleHa.
JloxaHKa NpaBoi MOYKH paclIMpeHa, YalledKu
AebOpMHUPOBaHEl, pacUIMpPEeHb, 3BaKyaTOpHas
byHKIMA 3aMe/JieHa, MOYETOYHHK He KOHTpa-
cTUpyeTcA. 3aZiep:KKa 3BaKyallud KOHTPACTHOTO
BelllecTBa cocraBuia 6osee 3 gacos (puc. 3).
YuuThEIBasg HaJIW4YMe KHUCTO3HOM IONOCTU 6OJIb-
IIMX pa3MepoB B ITapeHXUMe JIeBOM IOYKU, BbI-
3BIBalollel cAaBIeHue TapeHXUMBI U CHIDKEHIe
TMapeHXMMaTO3HOTO KPOBOTOKA, pelIeHo Iep-
BBIM 3TaIlOM BBINTOJIHUTD IyHKIUIO U CKJIEPO3HU-
poBaHUe 00pa3oBaHUA.

Ilog, 3HAOTpaxeaJbHBIM HApKO30OM U Y3 HaBe-
JieHreM BBINIOJIHEHa OJHOMOMEHTHAs IyHKIIMA
KHCTHI C IOCIeAYIOIIUM BBEeJ€HHEM CKJIepOIIpe-
mapata. Bo BpeMd IyHKINUM ITOJydYeHO 16 M
COJIOMEHHO-KEJITON KUAKOCTH 6e3 maTosjoruye-
CKUX IpuMeceli. B monocTh KUCTHL BBeZeH 96%
STWIOBBIHM CIUPT B 06beMe 10 MJI C SKCIIO3UIIHEH
5 MuHyT. CozepXXUMoe 3BaKyrnpoBaHo. [loceorne-
PallMOHHBIN NTepuo/, IpoTeKas miazko. ITanueHT
BBIIIMCAH ZIOMOH B YZIOBI€TBOPUTEIBHOM COCTOS-
HUM. Pazmep KHMCTO3HOM ITOJIOCTH K 5-M IocIeorne-
PalOHHBIM CyTKaM COKPaTWICA A0 15 MM.

Yepes 1 mecal pebeHOK MOBTOPHO MOCTYIIMI B
oTZAesIeHue 1 06CcIeJOBaHUA U BBITIOTHEHNA pe-
KOHCTPYKTHBHO-IUIACTUYECKOH OIlepallly CIIpa-
Ba II0 IoBoAY ruzpoHedposa. [Ipy npoBeseHNN
VJIBTPa3ByKOBOT'O HCCIEAOBAaHUA B IIapeHXUMe
JIeBOM TOYKU OIpeAesAIuCh JUILIb eIUHUIHBIE
KHUCTHI IHaMEeTPOM He 6osiee 7 MM (puc. 4).

Ilo AaHHBIM JONIUIEPOMETPHUU OTMEYEHO YIyd-
LIeHHWe HWHTpalapeHXUMaTO3HOIr0 KPOBOTOKA.
VHpeKcel pe3CTeHTHOCTU Ha AYTOBBIX M MeX-
ZIOTIBKOBBIX apTepusax 0,63—0,68.

PesysnbTaTaMu Y3 CKaHUPOBaHUA OBUIO IOA-
TBEP)KEHO Hainyue abeppaHTHOTO COCyZa, BbI-

3BIBAIOIIET0 OOCTPYKIIUIO B OOGJACTH JIOXaHOY-
HO-MOYETOYHMKOBOT'O COYCThs CrpaBa (puc. 5).

YuuThIBasd Hajau4uue OOCTPYKIUMU U COXpaHEHUe
OYHKIIMU TOYKM, peGeHKy MpOBeJeHa aHTeBa-

Puc. 3. SxckpemopHas ypozpadus manvuuka M., 6 nem,
AZITIKB, 2udpoHedpo3 cnpasa, KuUcmo3Has noaocms cJieed,
8bl3blearowas coasieHue uauleuek

Puc. 4. Y31 6 B-pexcume uepe3 1 mecsiy, nocie nyHKYUOH-
HO20 JleueHus manvuuka M., 6 nem, ¢ AZITIKB, 2udpoHed-
po3om cnpasa

Puc. 5. Y34 8 pescume LIJJK manvuuka M., 6 nem, c AJIIKB,
2udpoHedpos cnpasa. Busyanusupyemcst abeppaHmHblil
cocyd 8 obracmu nuenoypemepanbHo20 ceeMeHma cnpasa
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3aJbHas IUIACTHKA ITHEJOypETEPAJbHOTO Cer-
MeHTa 1o MeToxy Hynes-Anderson B Mmoguduka-
MM KJIWHUKU. ['MCTOJIOTHYeCKOoe HCCIe/loBaHue
PEe3elPOBaHHOTO CETMEHTA [MOKAa3aJI0 UCTOHYe-
HUE ero CTeHKH, HaJU4ue CKJIEPOTUYECKUX U3-
MeHEHHH B IOACTU3UCTOM U MBIIIEYHOM CJIOSIX.
B mocieonepanioHHOM II€PUOJE OCYIIECTBIIA-
JIUCh JiedeGHBIE MEpPOIPUATHS, BKIIOYAIOIINE
aHTH6aKTepUaIbHYI0, UHOY3UOHHYIO U CUMIITO-
MaTHYECKYIO TEPAIHIO, HAPaBIeHHYIO Ha KOp-
PEKIINIO TOMEOCTa3a.

Vcnonb30BaHHBINA TTHETOCTOMUYECKUM KaTeTep
obecnieunBa aeKBaTHYIO 3BaKyalldl0 MOYU B
TOCJIEOTIEPAIIHOHHOM TIEPUO/IE.

Ha 8-e cyrku Ay BBISICHEHHA IPOXOAVMOCTU
MHUEeI0yPeTepaIbHOrO aHAaCTOMO3a IO BHYTPU-
TovyevyHOMy JApeHaxy Obul BBeZeH 0,4% pac-
TBOP MHAUTOKAPMHUHA B KOJUYECTBE 5 MII C TO-
CJIeAYIOIUM TIepeKaTheM JpeHakKHOH TPYOKHU.

INogTBep:kAeHa Xopollasd IIPOXOAMMOCTb aHa-
CTOMO3a, TaK KakK IpH 1-ii MUK NIPOM3OILIO
VHTEHCUBHOE OKpAallMBaHUe MOYH.

[Muenocroma yzaneHa Ha 11-e CyTKU IIpU OTCYyT-
CTBUU CYOBEKTHBHBIX OIIYIIEHWII B 06JaCTH
IIOYKH, 060CTPEeHNH ITHesloHeppUTa U COKpalle-
HUU NlepeHe3aZiHero pasMepa JIOXaHKH, 110 JaH-
HBIM Y3.

IIpy ynBTPa3ByKOBOM MCCJIE€JOBAHUM IIOYEK
yepe3 6 MecsdlleB OTMEYEHO COKpallleHHe KOJ-
JIEKTOPHOM CHCTeMBI MMPaBOU MOYKHU Z0 7,5 MM,
HOpMaju3alysa WHTPapeHaJbHOTO KPOBOTOKA,
OTCYTCTBHE KHCTO3HOM ITOJIOCTH CpeJHEero cer-
MeHTa JIeBOM IOYKHU.

Knuanyeckuii npuMep HamIAZHO JEeMOHCTPUDY-
eT 3¢GeKTUBHOCTD JIeYeH s MalueHTa C TshKe-
JION COYETAaHHOU IaToJIoruei: ruzpoHedpo3oM
cnpasa u AJITKG. B

DO YyHKIIMOHAJIbHO-CTA0ONIbHBIM
OCTEOCHUHTE3 NPU Juapu3apHbIX
nepeioMax KOCTeu npeaijiedbs

y JeTen

e3oMe: B CTaTbe IPUBEAEH OIBIT

sneyeHus 51 pebenka c zauadu-

3apHBIMM IlepeJloMaMH KocTel
npeAmieYbs. B kauyecTBe MeToza Jie4eHUA OBLT
BbIOpaH (YHKIMOHAIBHO-CTAGMIbHBIN  OCTEO-
CHUHTE3 C KMCI0Jb30BaHUEM THUTAHOBBIX 3/1aCTUY-
HbIX IITUGTOB. [IpoBeseHa OlleHKa MTOKa3aHUi K
JJAHHOMY METOZY JIeUeHUsI, 0COOEHHOCTH TEXHU-
KU BBITIOJTHEHUS ONEPAaTUBHOTO BMEIIATENbCTBA,
OIl€HKA OTZAaJIEHHBIX PE3Y/IbTAaTOB.
[lepenoMbl KOCTeH IpeAIUiedbs 3aHUMAIOT Iep-
BO€ MECTO CPe/U BCEX IIEPETIOMOB JIMHHBIX TPYO-
YaThIX KOCTEH KOHEYHOCTEH U, IO JaHHBIM pa3-
HBIX aBTOPOB, COCTABJAIOT 10 50% OT BCceX BUZ0OB
nepesiomoB [1, 3, 4, 5]. [1o ypoBHIO ITepeslOMbI

TOAPA3JETSIOTC Ha: TEePeIOMBl MTPOKCUMAJIb-
Horo otzena (go 10%), auaduaspHble mepeso-
MBI (10 40%) U IepesoMBI AUCTATBHOTO OTZesa
npeamneuna (50%) [1, 3, 4, 5]. ITo mexaHU3My
BO3HUKHOBEHUS yaie He npsmMele (60%) — ma-
JleHue C OoIIopoM Ha KUCTh, pexe (40%) mepeso-
MBI OT TIPSAMOTO Bo3zelicTBuA [8, 9].
HaubonblIyio CI0KHOCTh B JIEUEHUU IPEACTaB-
JIAI0T AuadusapHble ePeOMbl CO CMeIleHueM
OTJIOMKOB [4, 5, 14, 15].

TpaZWIIMOHHO B JEeTCKOM TPaBMAaTOJIOTUU WC-
TIOJIb3YeTCsT METOAMKA 3aKPBITOM DPENO3UIUU U
BHEIIIHEe} TUICOBOM UMMOGOMIn3auuu. B ciydae
HeCTaOWIbHBIX IE€PEJIOMOB 3aKpHITas Ppero3u-
UM BBIIOJHAETCS C OZHOBPEMEHHBIM WHTpA-
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MeAY/UISIPHEIM OCTEOCHMHTE30M CITUIIAMH OZHOM
Wi 0ob6eux KocTel mpefiuieubs. HezgocraTkaMu
TaKOro MeTO/a ABJISAETCS ¥ HeOOXOAUMOCTh TOY-
HOU pENO3ULINM IIepe] IPOBEJEHUEM CIIUIIBI,
TIOCKOJIbKY MHaye ee MPOBeleHe HEBO3MOXXHO;
¥ UHTPAapTHUKY/SIPHOE NPOBEZEHYE CIIUIIBI, YTO
MOXKeT 3HaYNTEeJNbHO MTOBPEXJaTh CyCTaBHEIE TI0-
BEpPXHOCTU. [IpU 3TOM OCTEOCHUHTE3 CIIUIEei He
SBJISIETCSI CTAaOWIBHBIM U BO BCEX CIyYasx Tpe-
6yeT [OMOJHUTEIbHON BHEIIHEN T'MICOBOU MM-
MOOWIM3alM Ha BeCh MEPHOJ KOHCOMUAIUU
nepesioma [1, 2, 3, 13].

[lo AaHHBIM JUTEPATYPHI, B GOJIBIIOM MIPOLIEHTE
CJTydaeB B JaHHOH T'PyIINie MAllHEHTOB OTMeYaeT-
Cs1 PUCK HapyIlIeHHUs KOHCOMUJAINU IEPETOMOB,
CBI3aHHBIM C BO3pacTOM HanueHTa (cTapiuas
BO3pacTHasA rpynna), JoKalusanuel IiepeioMa
(ZraduzapHBIi) U UCIOIb30BAaHUEM HECTAOWIb-
HOTO WHTpaMeAY/UIIPHOTO OCTeocHHTe3a. Bce
3TO NPUBOAUT K HEOOXOAWMOCTU IIPOJJIEHHOH
UMMOOWIN3aLNH, BeeET K PUCKY Pa3BUTHUSA KOH-
TPaKTyp CYCTaBOB WIU Pa3BUTHIO TAKUX I'PO3HBIX
OCJIOKHEHUH, KaK IceBzoaptpos [1, 2, 4].

B cBAA3U C BhIIIIECKa3aHHBIM CTAHOBUTCSA 060CHO-
BaHHBIM HCIIOJIb30BaHue (GyHKIIMOHAIbHO-CTa-
GWIBHOTO OCTEOCHUHTE3a y JAHHOM TpYIIEI MHa-
LMEHTOB, YTO IIO3BOJIUT OOECIEeYUTh PaHHIOI
MOOWIN3AINIO MOBPEXKJEHHOIO CETMEHTa, YTO
B CBOIO OYepeZb IO3BOJIAET u3bexarb HopMu-
POBaHUA KOHTPAKTYP, VAYYIIUTh KPOBOCHAOXKe-
HHeE MOBPEXAEHHOI'0 cerMeHTa. Vcnosb3oBaHue
bYHKIIMOHATIBHO-CTAGMIHBHOTO OCTEOCHHTe3a
mo3BosiieT u3bexaTh JJUTENbHON Hapy>KHOM
UMMOOWIN3aUNN U OZHOBPEMEHHO Obecredu-
BaeT JOCTAaTOYHYIO CTabMIBHOCTh CerMeHTa Ha
TIPOTSDKEHUU BCErO TEPHO/A KOHCONMUAALNY He-
3aBHCHUMO OT CPOKOB.

OfHUM U3 HOBBIX METOZOB OIIEPATHBHOIO Jie-
YeHUs MEePEeJIOMOB KOCTEU MpeAIUiedbs SBJSIeT-
C OCTEOCHHTE3 OTJIOMKOB C HCITOJIb30BaHUEM
Titanium Elastic Nails (TuTaHOBBIE 3/IaCTHYHEIE
mtudTel — TEN), KOTOpBIH ObUI IpeisioKeH
Brepsble B 2000 rogy ¥ MIKMPOKO UCIOAb30BAJICA
TIpU JIEYeHUU IEPEeIOMOB KOCTell rosieHH, bea-
PeHHOM U IIe4eBOI KOCTH B BO3PACTHOH I'DYII-
e 7o 10—12 seT. MeToz ObICTPO CTaI OAHUM U3
Croco60B BbIGOpa HpU JieyeHUU AradpusapHbIX
TIepesioMOB, YTO CBSI3aHO C €ro MPOCTOTOM, Ma-
JIOM MHBA3WUBHOCTBIO M JOCTATOYHOM CTaGHUIbLHO-

CTBIO. B TO 'Xe BpeMs MeToZiKa OCTaeTCsA KpaiiHe
OTPaHUYEHHOM B HCIOJIb30BAaHUU IIPU IIEpeso-
Max Koctel mpeamteubs [11,12, 13, 14, 15].

B oTzeneHUM TpaBMaTOJIOTUU U opToneauu Mo-
po3oBckoii ITKB ¢ 2012 roga npu anaduzapHbIX
mmepesioMax KOCTeH MpeaAIUIedbsl HCIOIb3yeTCs
METOZ UHTPAMeAY/ULIPHOTO OCTEOCUHTE3a THUTA-
HOBBIMU 3JIACTUYHBIMU IITHHTAMU.

B nepuog ¢ utona 2012 no gexka6bps 2014 roza
MeTOAUKA HCIoNb30BaHa y 51 pebenka. Bos-
pacT manueHTOB cocTaBwiI oT 6 go 15 sner. U3
HuX 32 Manpuuka, 19 aeBodek. Y 45 meteii Me-
TOAWKA HCIIO/Ib30Basach IMpHU IeperomMax obe-
X KOCTeH INpeAIiedbsi U TUTAHOBBIE INTUQTHI
yCTaHaBJAUBAIUCh B 00€ KOCTU IIpEeAIUIeYbs.
VY 3 meTeiil ucmonb30Basach YCTAaHOBKA OZHOTO
mrudTa IpU U30JTMPOBAHHOM IepejioMe Jiyde-
BOM KOCTH, U Yy 3 ZieTell IpU MepesoMax JOKTe-
BOM KOCTH C COYETAHHBIM BBIBUXOM JIy4eBOM
kocTu (moBpexzeHue MoHTeaka) oAuH ITUDT
yCTaHaBJIUBAJICA BJIOKTEBYIO KOCTh. I3 METOZ0B
o6ciie[oBaHUA UCIIONIb30BaHa peHTreHorpadus
TMOBPEXAEHHOTO CerMeHTa B IBYX CTaHAAPTHBIX
npoekiuax. OnepaTUBHOE BMENIATENIbCTBO BHI-
TIOJIHAJIOCh B OKCTPEHHOM MOPSJKE, B I€Hb I10-
CTymleHUs pebeHka B cranmoHap. OCHOBHBIM
nokaszaHueM K QYHKIMOHAIbHO-CTAOMIHLHOMY
OCTEOCHHTe3y SBWIACh HWHTpaolepaloHHast
HecTabWIbHOCTD IepeioMa Iocjie POBeAeH s
MEepPBUYHOU DPEMO3UIUH, T.e. HEBO3MOXXHOCTh
JOCTUYb CTAaOWJIBHOTO VOBIETBOPUTENBHOTO
TTOJIOKEHUs OTJIOMKOB TOJIBKO 3a CYET BHEII-
Hel MMMOOWMIM3alHK. YCTAHOBKA THUTAHOBBIX
3JIACTUYHBIX MITUPTOB OCYLIECTBIIANIACH PETPO-
TPaZiHO B JIYYEBYIO KOCTh M aHTErpaZHO B JIOK-
TEeBYI0, MHUHYsI 30HBI POCTa, BHECYCTAaBHO, Yepe3
MeTadU3apHBIN JOCTYI II0ZA IePUOJUYECKUM
KOHTpPOJIEM peHTreHockonuu. [Ipu 3ToM BBeZe-
Hue mTUdTa B IyIEBYIO KOCTh OCYI[E€CTBIIETCS
yepes 3a7HeIaTepaTbHbIN JUCTATbHBIN JOCTY,
a B JIOKTEBYIO Yepe3 3a/iHe-JlaTepaJbHbIN IPOK-
cuManbHBIA. CyIllecTBYeT PUCK IMOBPEXAeHUT
YyBCTBUTEJbHOU BETBU JIy4eBOr'O HEpBa U Cy-
XOXKWUINA JJIMHHOTO pasrubarens 1-ro masnblia
KHACTU TIpU TpOBeJeHUU wWTUPTa B JIYIEBYIO
KOCTb [6, 7, 10]. OgHako akKypaTHOe BblJese-
HUe KocTu 6e3 rpyboro moBpexeHUs TKaHel
MO3BOJIIET M30€eKaThb JAaHHOTO OCJOKHEHUSA
[7, 10] (puc. 1—10).
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JuameTp ogHoro mwrudTa BHIOUPAICST TAKUM 006-
pasom, 4TOOBI OH COCTAaBJII He MeHee 1/3 cyMm-
MBI JuaMeTpoB Aradu30B JTy4eBOH U JIOKTEBOM
KocTH. Hajmuune M30TrHyTOro noZ yIioM 45 rpa-
[yCOB KOHIIA ITH(}Ta B MOMEHT IIPOBEZEHHUS 110~
3BOJIAET OZZHOMOMEHTHO BBITIOTHATh PENO3UIIUIO0
OTJIOMKOB, He mpuberas K 3HaYUTEJIbHBIM YCU-
JIUAM U BHEIIHeMY BO3JeHCTBUIO Ha IepesoM,
YTO 3HAUUTENBHO YIPOIIAeT BMeIIATeIbCTBO.
To ecTb B MOMEHT YCTaHOBKH IITHU(PTA BO3MOXK-
Ha HeIoJHas pero3ulysa IepesioMa (B omIMYMe
OT CIIMIIEBOr'O OCTEOCHHTE3a) U caMa yCTaHOBKa
mtudTa 3a CYET €r0 U30THYTOr0 KOHYHKA TI03BO-
JIAeT [JOIOJHUTENbHO YCTPAaHUTh OCTaBlIeecsd
cMellleHVe B MOMEHT OCTEOCHHTe3a.
KoHTposnpHas peHTreHorpadusa BBIIOIHAIACH
Ha cjefylolye CyTKH. ['uicoBasg MMMOOMIN3a-
LA MOBpEXAEHHON KOHEYHOCTH IPOBOAWIACH
Ha mepuog 5—10 AHel A0 KynupoBaHus Goje-
BOT'0O CHHAPOMA, IIPU 3TOM OCYILeCTBJAIACh UM-
Mobuu3ala 6e3 IOKTEBOro CycTaBa.

IIpu U30IMpOBaHHEIX IlepeloMax JIydeBOM Ko-
ctu (3 gereit), Korza ofUH WTUDT ycTaHABIIU-
BaJICA TOJIBKO B JIy4eBYIO KOCTh, CDOKU UMMOOU-
JM3aluM He yBesmuuBanuch (5—10 gueit). [Ipu
9TOM poJib BTOpOro ImTHdTa, HEOOXOAUMOTrO
A1 CTAaGUIBHOCTH OCTEOCUHTE3a, BBIOJHSIET
HeNoBpeX/JeHHas JIOKTeBas KOCTb, YTO CO3JaeT
JIOCTAaTOYHYI0 HaIps)KEeHHOCTh OCTEeOCHHTe3a.
ITpu nospexgeHUAX MOHTeKa, Korga MTUGT

yCTaHaABIUBAJICA H30JUPOBAHHO B JIOKTEBYIO
KOCTb, OZHAKO HMeJICA COIyTCTBYIOUIUH BBI-
BHUX T'OJIOBKH JIy4€BOM KOCTH, UMMOOMINU3AIUS
IIPOBOZAMIACH BBICOKOM T'MIICOBOI JIOHTETOU C
3axXBaTOM JIOKTEBOI'O CycTaBa Ha CPOKU 4 HeJ.
Yepes 4 HeAenu JIOHTeTa CHUMaJJach, HAUMHA-
Jach paspaborka gBrwkeHui. [lITudT npu uso-
JINPOBAHHOM yCTAHOBKE B JIOKTEBYIO WIH JIyde-
BYIO KOCTB YZaJIACA ITOCe OPTaHOTUITMIECKON
nepecTpodku B cpoku 6—8 Mec. y Bcex JeTeil
JAHHOH I'DYIIIIHL.

O6beM aKTUBHBIX /JBIDKEHHUH B JIyde3arscT-
HOM U JIOKTEBOM CyCTaBax BOCCTAaHaBIMBAJICT
Ha 10—14 cyTku 1ocjae OIepaTUBHOIO BMe-
maTeJIbCTBA y BCeX IaIMeHTOB. ['HOMHO-BOC-
TaJIUTeNbHBIX OCJIOXXHEHUM, fABIeHUIN Iape3oB
YYBCTBHUTEJIBHOH BETBU JIy4eBOIO HepBa, IIO-
BPEXJEHUIN CyXOXKWIbHO-CBA30YHOIO almapara
MBI He Habiofany. Y 7 nalueHTOB OTMeYaanuch
ABJIEHUA 3aMe/JIeHHOM KOHCOIWAALUU Iiepe-
JIOMOB Ha CpOKax B 3—5 Mec. OT MOMeEHTa oIle-
pauuu, ofHAKO IIPOCTOe y[JIMHEHHe CPOKOB JI0
MOMeHTa yzaajseHus mTudToB A0 12 MecAleB
TI03BOJIWJIO IOCTHUYb ITOJIHOM OPraHOTUIINYECKOU
nepecTpoiiku. CIelUasbHOrO JiedYeHUsA y AaH-
HBIX [TAIIIEHTOB He MOTPe60oBaIoCh.

B HacTosmee BpeMa y 34 ManuUeHTOB LITUQTHI
yZajieHbl 1ocJie MOJHOM KOHCOMUAALMN U Opra-
HOTHIINYECKOH IepecTpoiiku kocTu. CpoKH yza-
JIEHUs cocTaBWIU oT 3 10 12 Mec.

TEXHUWKA XUPYPTUYECKOI'O BMEIIIATEJ/IbCTBA:

Puc. 1. @opmuposarue kanana ons eeoda TEN pempozpao-
HO 8 Jlyuegyto kocmb: docmyn 1,5 cm no 3adHe-namepais-
HOUl nogepxHOCMU 8 OUCMAbHOM omoeJie npednyieubs

Puc. 2. Popmuposarue kanana 0nst 68oda TEN pempoepad-
HO 8 Jlyuesyt0 KOCMb — UHMPAONepayUOHHASL PeHM2eHO-
ckonus
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Puc. 3. AumezpadHas ycmarnoeka TEN g jtyuegyo Kocms —
8HewH Ul 8U0

Puc. 5. Popmuposarue kanana o5 e8oda TEN anmezpaod-
HO 8 JIOKMegyto Kocmb: 00CMyn Nno AamepaibHo-3d0Hell
nogepxHOCMU npednieusbst

Puc. 7. inmpaonepayuoHHAsl peHM2eHOCKONUA NOCe
ycmanosku TEN — 60k08as npoekyus

Puc. 4. Aumezpadnas ycmanoska TEN 8 siyuegyio kocms —
UHMAapoNepayUoOHHASA PeHM2eHOCKoNUA — wmugdm
npogedeH 3a 30Hy nepesioma

Puc. 6. Popmuposarue kanana ons 8oda TEN anmezpao-
HO 8 JIOKMeBYH KOCMb — UHMPAONepayUoHHAs. peHmze-
HOCKONust

Puc. 8. InmpaonepayuoHHAs peHM2eHOCKONUSA NOCJe
ycmanosku TEN — npsamas npoekyus
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Puc. 9, 10. BHewHull 8u0 KOHEUHOCMU NOCJle YUUBAHUS PAH

Puc. 11. PenmeeHozpamma npagozo Puc. 12. PenmeeHozpamma npeone- Puc. 13. O6sem dgumcerutl Ha 10 cym-
npeonyieuss Npu NOCMynieHuU Ybsl nocse onepayuu KU nocsie onepayuu
Puc. 14. Penmeenozpamma uepe3 Puc. 15. Penmzenozpamma uepes Puc. 16. PenmeeHozpamma nocue

3 Mec. noce onepayuu 6 Mec. nocsie onepayuu yoanenus wmug@mos
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RYR

IMPUMEP 1: I[TAIIUEHT A, 8 JIET
[TocTynui B KJAWHUKY C JUAarHO30M «3aKPBIThIH
nepejioM 006euxX KOCTeH IIPaBOrO IIpeAIlIedbst
B cpeJHell TpeTu cO cMelleHHeM». BBIITOJHEeHO
craHgapTHOe o6cieoBaHue — peHTreHorpadus
TIOBPEXAEHHOI'0 CerMeHTa B JBYX IIPOEKIUAX
(puc. 11).

OnepaTuBHOE BMeIIaTeIbCTBO — 3aKphITad pe-
no3unua u ocreocuHTe3 TEN B seHb mocTyIuie-
Husa (puc. 12). C nenpio 06e3601MBaHUA HAJIO-
’KeHa KOPOTKasl TUIICOBast JIOHTETA IO JIOKTEBOTO
cycTaBa, KOTopas CHATa Ha 5-e cyTKU. C 5 CyToK
HavaTa aKTUBHasg paboTa B CycTaBax IIOBpe-
JKIeHHOU KoHeuHocTH (puc. 13). [lanee pe6eHOK
Habmopacs ambynatopHo. KOHTposibHasA peHT-
reHorpadus BBINOJHIACH Yepe3 4 HeZelnu OT
MOMeHTa omnepanuy, 3 Mecsana (puc. 14), 6 mec.
(puc. 15) u mepexn yzaneHVeM MeTaLTODUK-
caropoB (puc. 16). CTOUT OTMETUTH, YTO BECh
Tepuoz KOHCOMUJAIUU TiepejioMa pebeHOK ak-
TUBHO IOJIb30BAJICS MOBPEX/JEHHON PYKOH, 3a-
HUMaJICA CIopToM (IIaBaHbe), IMocelas Koy,
BeJI OOBIUHBIN 00pa3 JKU3HU, He OrPaHUYEHHbIH
BHEIIHEel UMMOOWIN3ale.

ITPMEP 2: ITAITVEHT A, 12 JIET

Pe6GeHOK MOBBIIIEHHOTO IIUTaHUs, CO 3HAYU-
TEJIbHO BBIPAKEHHON ITOJKOKHO-)KHPOBOH KJIeT-
yaTkod. IToCTymmia B KJIMHUKY C JAWarHO30M
«3aKPBITHIN ITepesIoM 06euX KOCTeH IpeaIuedbs
B CpefHel TpeTH CO cMelleHHeM». BHIIIoIHeHO
CTaHZapTHOe obcieZioBaHNe — peHTreHorpadus
TIOBpPEXAEHHOI'0 CerMeHTa B JBYX IIPOEKIUAX

Puc. 19. BrewHuil 8ud pebeHka

Puc. 17.
PenmeeHozpam-
Mma kocmetl
npeonyieuss npu
nocnynieHuu

Puc. 18.
KonmponvHas
peHmeeHo2paMm-
Mma kocmeil
npeonyieuss
nocse ycmaos-
Ku wmugmos




Xupyprusa

RyZ}

Puc. 20. PenmeeHozpamma uepe3 6 mecsijeg nocie one-
payuu

(puc. 17). Hazjo oTMeTUTb, YTO UCIIONb30BaHUE
aJleKBaTHOM BHeIIHeH MMMOOWIM3alHWU Y JaH-
HOU Ipynnsl JeTeil ¢ 3HaUUTEJIbHBIM IIOBBILIEH-
HBIM ITUTAaHUEM KpaiiHe 3aTPYAHEHO, ITOCKOIbKY
aIeKBaTHOCTb UMMOOIN3ALK ¥ BO3MOXKHOCTD
yZAep>XKaHUsA OTJIOMKOB TOJBKO 3a CYET BHEIIHEH
UMMOOWIN3auNK KpaliHe COMHUTEIbHA.

OnepaTuBHOE BMeIIATEIbCTBO — 3aKpBITAsA pe-
nos3unua U ocreocuHte3 TEN B ZeHb ITOCTyILIE-
Hua (puc. 18). 'umcoBasg MMMOOWIM3aUUSA L0
JIOKTEBOT'O CyCTaBa B TeueHUe 4 gHeil. /lanee pe-
GeHoK Habmogancsa ambGynatopHo. O6beM ABU-
JKeHUH TOJIHBIN, HaYWHAaA co 2-H HeAeau Iocie
omeparuu (puc. 19). O6beM ABIKEHUH B JIOKTe-
BOM CyCTaBe, OOBEM POTALMOHHBIX JBIKEHUHI
nosiHeA. Heo6x0uMo 06paTUTh BHHUMaHUE Ha

KOHCTHUTYLIUIO pebeHka. KOHTposIbHAsA peHTTeHO-
rpaMMa BBHIIIOJIHAJIACH Yepe3 4 HeZleJI OT MOMEH-
Ta onepauuy, 3 Mec. U B 6 Mec. Ilepe/ yiajleHueM
MeTautopukcaropos (puc. 20). Mertautodukca-
TOPHI yZiaJieHbl Ha CPOKax 8 Mec. mocje omnepa-
nuu. Bech nepuoz sedeHna peGeHOK TaKKe Bes
aKTUBHBIN 06pa3 )xu3HHU. [Io pekoMeHAannu Bpa-
4yel Ha CpOKax 2 Mec. IIocJIe olepanuy pe6eHoK
TIOIIEJI B CEKLIUIO IIJIaBaHUA.

BBIBO/IbI:

TakuM 06pa3oM, MBI CAMTAEM, UTO JAHHAS METO-
[IVIKa SABJIAETCS METOJOM BbI6OpaA IIPU HECTAOWIIb-
HBIX AnadU3apHBIX IepeoMax KOCTel mpearuie-
Ybs Y ZleTel, IIOCKOJIbKY VIIPOIAeT IPOBeJeHUe
pero3unuy, obecrneyrBaeT CTaOWIBHOCTH CETr-
MEHTa Ha IPOTOHKEHUU BCETO IIepruoZa KOHCOIU-
Jauuy, He TpebyeT BHEIIHeH MMMOOWIN3aLNU
KOHEYHOCTH, YTO UCKJIFOYaeT pa3BUTHE KOHTpaK-
Typ, obecmeYmBaeT PpaHHIOW peabHINTaIIUIo
ranueHTa, OCOOEHHO B yCIOBUAX 3aMeZJIEHHOM
KOHCOJIUJAIUN.

MasloMHBa3UBHOCTb METOZA B COBOKYIIHOCTHU C
YHKIIMOHATBHO-CTAOWIBPHBIM ~ OCTEOCHHTE30M
TTO3BOJISIET UCIIOIB30BATh METOZ, IIPYU HECTAOWIIb-
HBIX IlepejioMax KOCTel IpeAlliedbs B IpyIIle
JeTeil ¢ GaKTopaMu pHCKa MO HapyIIEHUIO OCTe-
opemapanuu (crapmuii Bo3pact, guadusapHas
JIOKaJIU3alys, COMyTCTBYIOIYE GaKTOPhI pUCKa).
BO3MOXXHOCTh paHHEH IOJHOHN peabuInuTaluu
MalUeHTOB, OTCYTCTBUE HapyXKHOM HMMOOU-
JIM3alYU IIOJIOKUTEJbHO CKa3blBaeTCA Ha BOC-
cTaHOBJIIEHUU (YHKIIMM KOHEYHOCTU B DaHHHE
CPOKH U MOXKET BJIUATh Ha YCKOPEHUE IIPOLIeCCOB
cpaieHus. B
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OaHo3TanHoe JJeyeHue
3acTapeJibiX MOBPEKIACHUN
MonTenzka y nereu

acrapesiple INOBpexzZeHudA MOH-

temxa (Monteggia) — oTenbHO

CTOSAIIINE COCTOSHUSA B TPAaBMaTOJIO-
TUU U opTomneAnd. I1aTosorusa mposaBiaeTcs Iie-
peIOMOM JIOKTEBOM KOCTH M BBHIBUXOM T'OJIOBKU
JIy4eBOM KocTH. [IpUYMHON MO3AHEro OKa3aHuA
OPTOIEAUYECKOTO MTOCOOUS 3a4acTyIO SABJSETCS
conuasgpHasa npobieMa — TPYAHOAOCTYITHOCTD
KBaMUGUIIMPOBaHHOW HoMomu (B TEPPUTOPU-
aJBPHOM IUIaHE), OTCYTCTBHE CIIEI[MAJIHCTOB Ha
MecTax 4 T.J. K GOJbIIMHCTBY IPUYUH, IPUBO-
JAMNUX K BO3HUKHOBEHMIO JJAHHOM IaTOJIOTHH,
OTHOCUTCSI HeZOOlleHKa aHaMHe3a, a TakKKe He-

aZiekBaTHas AUarHOCTHUKA U, KaK CJIe/ICTBUeE, He-
TIPaBWIBHBINA BHIOOD TaKTUKU jledeHus [3,4].
AKTyalbHOCTb ZAaHHOU MPOGJIEMBI 3aKIF0YaeTCs
He B 4aCTOTe BCTPEYaeMOCTH, a B BO3MOXXHOM
Pa3BUTHUM OTPAHUYEHUS JBHKEHUS B JIOKTEBOM
cycTaBe, CHIDKEHUU OGYHKIIMU KOHEYHOCTEU U,
KakK CJIe[ICTBYE, HBAIUAHOCTH.

KiuHuveckass KapTHHA 3acTapesbiX IIOBpeX-
JeHnii MoHTe/Ka TMPOSBJSAETCA HapylleHHueM
(YHKIIMOHAIBHBIX BO3MOXKHOCTEN KOHEYHOCTH.
JIBIDKEHUS B JIOKTEBOM CyCTaBe OTPAaHUYEHBI, U
aMIUIUTYZa 3aBUCUT OT B3aWMOOTHOIIEHUS KO-
creii. IIpy Hapy>KHOM BBIBHXe T'OJIOBKU JIy4eBOM
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KOCTHU JBW)XeHUs crubaHue/pasrubaHue coxpa-
HAIOTCA, & POTALMOHHbIE JIBIKEHUA NPEAIUIeYbs
orpaHuueHbl. IIpy mepegHEM BBEIBHUXE T'OJIOBKHU
JIy4eBOH KOCTH POTAIlMOHHBIE ABIDKEHMS COXpa-
HEHBI, IBYDKEHUS CTUOaHMs/ pa3rinbaHus OrpaHU-
yeHs!. [Ipy nepeZiHeM BBIBUXE JIy4eBOU KOCTH BO3-
MOXHO pa3BUTHE HapYIIEeHUA YyBCTBUTEIBHOCTH
BBHJy aHATOMHYECKOH 0COOEHHOCTH PaCIIOIOXKe-
HUA Jy4yeBoro Hepsa. Kak npaswio, npu 3acrape-
JIBIX TPaBMaXxX HapylIeHUH MUKPOLMPKY/IALUY He
HabmogaeTcss, 6GONEBOM CHUHAPOM OTCYTCTBYET,
OTeK MATKUX TKaHEeH He OIpeseaeTcs.
OCHOBHBIM METOJOM JUArHOCTHKU IIOBpEX/e-
HUM MOHTe/Ka, TOMUMO KJIMHUYEeCKOH CUMIITO-
MaTUKH, SIBJISETCA PEHTTEHOJIOTUYECKOE HCCIIe-
JoBaHHe. 30JI0THIM CTaHZAPTOM HCCIeJOBaHUA
SBJIAIOTCS IpsAMasi ¥ 6OKOBast IPOEKIUHU JIOKTEBO-
ro cycraBa. B HopMe och JIly4eBOH KOCTH JOJDKHA
MIPOELMPOBATHCS Ha IIEHTP TOJIOBOYKH MBIIIETKA
wiedyeBoi Koctu (imHuA CMuUTa B OOKOBOM —
u ['MH36ypra — B IpsAMOI Ipoekuyy). B 3aBucu-
MOCTH OT CPOKOB IIOBPEX/EHHS KOHCOIHUZALIMA
TlepesioMa JIOKTEBOM KOCTH pasinyHa (0T craboit
WHTEHCUBHOCTH KOCTHOH MO30JIY BIUIOTH IO Op-
TraHOTUIIMYeCcKOU IlepecTpoiiku kocTh) [1,2].
OTuosoruA U mHaToreHe3 IOBpEXJAeHWUH MOoH-
Te/Ka: MaJieHue Ha BBIIPSIMIEHHYIO PYKY C dJIe-
MEHTOM IIOJBOPAYMBAHUA, BO BPeMsA KOTOPOTO
TIPOUCXOAUT OCEBAst HArpy3Ka IOJIOBKU Jy4eBOM
KOCTH Ha I0JIOBYaTOE BO3BhINIIEHHUE IUIEYeBOU KO-
CTH, TIEpeHaNpsHKEHNE MBIIII] U CBA30K JIOKTEBO-
ro cycrasa. B mporjecce TpaBMbI IPOUCXOAUT IIO-
BpeX/eH1e KOJIbIIEBUIHOM CBA3KU C €€ IIOJHbIM
WIM YaCTUYHBIM Pa3pbIBOM, a TaKXKe BO3MOXKHO
coveTaHUe MOBPEXIEHU MEeKKOCTHOM MeMb6pa-
HBI. B pesysbpraTe HapyuraeTca B3aMMOOTHOIIIE-
HUe B CyCTaBe, B YaCTHOCTH, I'OJIOBKH JIy4eBOM
KOCTH U T'OJIOBOYKH MBIIIE/IKa IUIeYeBON KOCTH.

Puc. 1

[Ipu AaHHOM MexXaHU3Me TpaBMbI HauboJjee 4a-
CTO IIPOUCXOAUT IIepeIoM JIOKTeBOH Koctu [2,3].
EAVHCTBEHHBIM CITOCOG0OM BEpPHYTh OOBEM /BU-
JKEHUH TpHU 3acTapesblX IOBpPeXJeHUsX MOoH-
Te/Ka ABsgeTca omepanusa. OmepaTUBHOE BMe-
IIaTEJbCTBO HAMpaBJIE€HO Ha BOCCTAHOBJIEHUE
COOTHOIIEHUsA B IUIeYeTy4eBOM cycTaBe. U3
Haubojee paclIpoCTpaHEHHBIX MOXHO BhIZe-
JIUTh 3aKPHITOE BIIPABJIeHUE TOJIOBKU JIydeBOHU
KOCTH C TPaHCApPTUKY/SIPHBIM OCTEOCHHTE30M
IUIeYeIy4eBOro CycTaBa, W HWHTPaMeIyJUIAp-
HBIM — JIOKTEBOI KocTu. Ho AaHHBINA MeToz Jie-
YeHUs “MeeT GOJIbIIoe KOJIMYECTBO PELUJUBOB
Y MOXXeT IIPUMEHSTHCSA TOJIbKO B paHHUE CPOKU
(okomo 2—3 HeZenmb) C MOMEHTA TPaBMBI, T.e.
JI0 BOBHUKHOBEHUS HEOOPAaTUMBIX JlereHepaTHB-
HBIX M3MEHEHUH KOJbIEBUAHON CBA3KU U MEX-
KOCTHOH MeM6paHbl. Ha 6ojiee O3HUX CPOKax
TPaBMBI JIeueHHe OCYIIeCTBIAETCA ITOCPEACTBOM
OTKPBITOTO BIIPABJIEHUS TOJIOBKU JIy4eBOU KO-
ctu. EAMHOrO MHEHWS 110 MIOBOAY BhIGOpa orepa-
TUBHOTO JiedeHUsI HeT. CyTh OIepaluii CBOAUTCSA
K OTKPBITOMY BOCCTAaHOBJIEHHUIO IPABWIBHOTO
B3aUMOOTHOIIIEHHE B IUIEYETYIEBOM CyCTaBe U K
VZAEePXaHUIO JOCTUTHYTOTO IOJIOKEHUS JIydeBON
kocTu. OHUM U3 METO/OB SBJIAETCS H30JIHPO-
BaHHOE BOCCTAHOBJIEHUE KOJIbIIEBUJHOMN CBA3KHU
MTOCPEZICTBOM DPa3JUYHBIX aJUIo- WIM ayToILIa-
CTUK. [IpyTUM METOZOM, KOTOPBIM IPUMEHSIETCS
B JIEYEHUH, ABJISAETCA MOCTelleHHAsA AUCTPAKIU
anmapaToM BHelIHel (GUKcalWU ¢ MpUAaHUEM
MPaBWIBHOI'O B3aMMOOTHOIIEHUSA B JIOKTEBOM
cycraBe. Takxke CylIecTByeT MeTOJ, OfHOMOMEHT-
HOT'O OTKPBITOTO BIIPABJIEHUS TOJIOBKU JIy4eBOM
KOCTU U CruileBas pUKcalus Jy4eBOM KOCTH K
JIOKTEBO B [TOJIOKEHUY CYyIIMHALIVY C CO3JaHUEM
BPEeMEHHOI CTabWIN3alUK B JIy4eJIOKTEBOM COY-
sneHeHUU. Kak ofVH M3 pafUKaIbHBIX IIOAXOJ0B
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XUPYPrU4YecKoro JieYeHUs 3aCTapesioro BhIBHXA
TOJIOBKH JIy4€BOH KOCTH CyIIIeCTBYeT METOZ C pe-
3eKIIuel TOJIOBKY JIydeBoH KOCTH, YTO B AeTCKOHU
TIpaKTHKe He MpuBeTcTByeTcA [1,4].

Hamu BbiOpaHa TaKTHKa OIIEpAaTHBHOIO Jiede-
HUA, 3JEeMEHTaMU KOTOPOTO OBUIM: OTKPBITOE
BIIpaBJIeHUE BBIBMXA, OCTEOKJIa3Hs WIH OCTEOTO-
MU JIOKTEBOH KOCTH (B 3aBUCHMOCTH OT CPOKOB
JlAaBHOCTH IIOBPEXJEHMA), OCTEOCHHTe3 JIOKTe-
BOM KOCTH IJIACTHHOH, TPAHCAPTUKYIAPHO CIIU-
el IydeBOM KOCTH.

OIINCAHME OIIEPALI

Joctyn mo Boyd (mo 3aZHeHapyXHOU ITOBEPX-
HOCTH JIOKTEBOTO CyCTaBa, IIPOEKIIIOHHO OT MBbI-
miejiKa IUIEYeBOM KOCTH [0 TPaHUIBl BepXHeH
U cpefHell TpeTH JIOKTEBOM KOCTH, Ayroobpas-
HBIM Pa3pe3oM TYIIO U OCTPO BBIIIOJIHEH JOCTYI
K JIOKTEBOH KOCTU U, ITOCPEACTBOM BpPeMeHHOH
Pe3eKIy m.supinator, JOCTYII K IUIeYeTyIeBOMY
cycTaBy). BBINTOMHAETCA OTKPBITOE BIIpaBJIeHMeE
TOJIOBKY JIy4eBOH KOocTH. CaMoO BIIpaBJeHUE MO-
JKET OCJIOXKHUTBHCS WHTEPIIO3UIINEN MOBpPeXIeH-
HOH NpU TpaBMe pyOI[OBO-M3MeHEHHOU KOJIbIle-
BUZHOU CBSI3KOH, YTO BJIEUET ee pe3el[pOBaHUE.
Cie[yIOUIM 3TAIoOM, TIOC/Ie YaCTUYHOTO MTOAHA-
KOCTHUYHOTO CKEJIETUPOBAHUS B MeCTe IPUKpe-
IUIEHUST M.anconeus, BHIIOJHAETCS OCTEOTOMUS/
OCTEOKJIa3usA JIOKTEBOM KOCTH. IlocpeicTBOM
MOZEeTMPOBAHUSA OTIOMKOB JIOKTEBOU KOCTH IO,
YIJIOM, OTKPBITHIM B JIy4€BYIO CTOPOHY, I'OJIOBKa
JIy4eBOM KOCTU LIEHTPUPYETCSA Ha TOJIOBOYKY MBI-
LeJIKa TUIeYeBO KOCTH. OTIOMKHU JIOKTEBOU KO-
cTH QUKCUPYIOTCS IUIACTHUHOM. [Ipy ABIDKEHUAX B
JIOKTEBOM CyCTaBe U POTALUU NTPeAILIEYbs [IPOBe-
PpsieTcs LleHTpaIysA FoJIOBKY JIy4eBOi KOCTU Ha ro-
JIOBYATOE BO3BBIILIEHHUE IUIEYEBOI KOCTH, a TaKXKe
CcTabWILHOCTb ocTeocuHTe3a. C IIeybIo MMOACTpa-
XOBKM HaMH{ BBINOJHMICA TPaHCAPTUKYIAPHBIN
OCTEOCHHTEe3 IUIEYeTy4YeBOrO CycTaBa CIIMIIEH.
[MocnegHU 27IeMeHT omepanyy HeoOs3aTesneH U
TIOKAa3aH JIMIIb IPU COMHEHUAX B CTAOMIBHOCTHU
WIU U3JIUIIHEN MHUTEIBHOCTH XUpPYypra.
[1acTUKa KOJBIEBUJHOM CBSI3KM HAaMU He BBI-
IIOJIHATIaCb BBUAY Halei y6e)KL[eHHOCTI/I, qTO
3TO MOXKET NIPUBECTU K U3MUIIHEN CKOBAaHHOCTHU
JBIDKEHUH TIpYU peabUInTalnK, a TaKkKe K 6ojee
BBIDQXKEHHOMY pyO6I[OBOMY IIpolieccy, BCIea-
CTBHME H3/IHUIIHEro BMEIIaTe/JIbCTBA. HOC]IeZ[HI/IM

9TalloM OIepaluy ABJAJIOCh BOCCTAHOBJIEHUE
AQHAaTOMHYECKOH LIeJIOCTHOCTH Pe3elPOBaHHBIX
MATKOTKaHHBIX CTPYKTYP, IIOCJIOMHOE yITUBaHUE
OIepalliOHHOM PaHHI.

JlaHHBIN focTyn 6e3omaceH B OTHOLIEHHHM BO3-
MOXXHOH TpaBMaTH3all1 Jy4eBOro HepBa.

IIpescraBisieM KIMHUYECKUN cirydan

Y peGenka 9 ser 6bu1a TpaBma 04.05.2016. [Tep-
Bas MMOMOIIb OKa3aHa B TPABMITYHKTE IO MECTY
JKATENbCTBA. [IpU AMarHOCTUKE Ha aMOynaTop-
HOM 3Tame OBUT JOMylleH psz ommbok (Hezo-
OlLleHKa KJIMHUYECKOW KAapTHUHBI, BHIIIOJHEHUE
HECTAHZAPTHHIX IIPOEKLUI pPEHTTeHOrpaMM),
TIOBJIEKIIUX HEMPABWIbHBIM BHIOOP TaKTUKU Jie-
YeHUs.

Jleunvuch amOyJIaTOPHO METOAOM TUIICOBOM
uMMobwin3anyu. 18.05.2016 BBIIOJHEH peHT-
TreH-KOHTPOJIb, BBISIBJIEH BBIBUX T'OJIOBKHU JIyde-
BOI KOCTH.

22.05.2016 peb6enok Hampaemen B M/T'KE. To-
CIIUTAJIN3UPOBAH B OTZeIeHNEe TPAaBMAaTOJIOT U 1
OpTONeZNU B SKCTPEeHHOM mopsizke. 23.06.2016
BBIITOJIHEHO OIIEPAaTUBHOE BMEIIATENbCTBO: OT-
KpBITOE BIIpaBJIeHHWE TOJOBKH JIy9eBOU KOCTH,
KOPPUTHPYIOIIasi OCTEOTOMHSA U OCTEOCHHTE3
IUTACTUHOHN JIOKTEBOM KOCTH, TPAaHCAPTUKYJIAP-
Has duKcalysa IulederydyeBoro cycraBa. Koneu-
HOCTb GUKCHUPOBaHA B TUIICOBOI JIOHTETE B CpeJi-
HepU3UOJIOTUIECKOM ITOIOKEHUH.
[NocsieoniepalioHHEIHM TTEpUOZ 6€3 0cO6eHHOCTE.
Yepe3 4 Hezenu ¢ MOMEHTA IEPBUYHOM olepa-
UMM Ha pEHTreHOTpaMMe BBIABIEHO 06paso-
BaHUe [IepPBUYHON KOCTHOM MO30JU B 06iacTu
OCTEOTOMMUM JIOKTEBON KOCTH.

BEITTOJIHEHO CHATHE UMMOOWIM3ALVU U yZAase-
HHUEe TPaHCApPTUKY/ISIPHOU cnuubl. HawaTo BoOC-
CTAHOBUTENbHO-PeabWINTALIIOHHOE  JIeYeHHe
(P3T, JI®K).

CrycTsi 4 Mecsa Ha KOHTPOJILHOM peHTreHOTpaM-
Me BBISIBJIEHO: ITPAaBWIBHOE COOTHOILIEHKE KOCTeH
JIOKTEBOTO CYCTaBa, IIEPECTPOIKA 30HBI OCTEOTO-
MUU. BEITIOJTHEHO yzasieHre TIacTUHEL. [Tocieorte-
PAaIMOHHBIH [TepHoZ poTeKasl 6e3 0cobeHHOCTe!.
KimHu4deckuil pe3ynbTaT yZ4OBIeTBOPUTEIbHBIH.
JIBIDKEHUA ONEPUPOBAaHHON KOHEYHOCTH B IIOJ-
HOM o0beMe, HapyIUIeHUs YyBCTBUTEIbHOCTU
Y MUKPOLVPKY/IALUN HeT. PebeHOK Xaymobbl He
npeabABIAeT. [IpUCTYIII K 3aHATUAM CIIOPTA.
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3AKJIFOYEHUE

3acrapesnoe nospexzaeHue MoHTeka — Ipo3-
Has opToleAundecKas maTonorus. «[loxap jerde
TIpeAyNpesuTh, YeM TYIIUTh». 3HAHUE KJINHUKY,
coOJIIoZileHre TpaBWI JUAarHOCTUKH 3aJI0T IPO-
bmIakTUKY GONBIINX PEKOHCTPYKTHBHBIX OIle-

Puc. 2

Puc. 3

Puc. 4

Metoz OII€paTHUBHOI'O BMEUIaTE/IbCTBA, BbI6paH-
HBIN HaMU, ABJIAETCA OIITUMAaJIbHO IIpaBUJIbHBIM!

- Puc. 5

gocTtyn no Boyd 1mo3BossieT BBIIOMHUTH BCIO
OIlepalyio U3 OAHOro AocTyna 6e3 IpruMeHe-
HUA JIOTIONTHUTENBHBIX Pa3pe30B;

BO-BTODBIX, UCKJIIOYAET PUCK XUPYPIUIECKOTO
MIOBpEXEeHU JyIeBOro HeEpBa;

B-TPETBUX, IUIACTUKA KOJBIIEBUAHOMN CBA3KU
He MIPOBOJUTCS BBUZY BO3MOXXHOI'O Pa3BUTHA
6onee BBIpaXEHHOro py6IIOBOrO Ipolecca
BCJIEZICTBUE U3JINUIITHETO BMeIIaTe/IbCTBa, YTO B
CBOIO OYepeJb IPUBOAUT K U3/IUIIHEH CKOBaH-
HOCTH JIBIKEHU PU peabminTanuy;
B-4€TBEPTHIX, UCIIOIb30BaHUE B KauyecTBe QUK-
calll¥ 30HbI OCTEOTOMMU JIOKTEBOH KOCTH ILIa-
CTUHBI ABIAeTCA Oojiee ONpaBAAHHBIM, YeM
CIMIIAMU WIH 3JIACTUYHBIMY CTePXKHAMHU, BBU-
Iy HaJIW4YUA JKeCTKOM CTaOWIBHOCTU U BO3-
MOXXHOCTHU yZAJIeHUs MeTauloprKcaTopa yxe
II0CJIe OPTaHOTOIINYECKOH IepecTpOMKU Ko-
CTH, YTO B CBOIO OYepezb ABJAeTCA Mpodrak-
TUKOH peluBa BBIBUXa T'OJIOBKU JIy4eBOH
KOCTH 1 BO3MOXXHOT'0 ITlepejioMa JIOKTEBOH KO-
CTH B 30He ocTeoToMyH. M

Puc. 6
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Heiipo01acToMa Jj1ieBoro
HAJIM0YE€YHUKA, OCJIOKHEHHAA
apTepuaJIbHOU rMnepTeH3uen
MOYEYHOr'o reHe3a y peoeHKa

TPEX MECALIEB

eiipo6yiacToMa — 3/I0Ka4eCTBEH-

HHLH?I OIyXOJIEBBIH IIPOIIECC CUM-

IaTU4YeCKOU HepBHOM CHUCTEMBI.

JlaHHasA OITyXOJIb BCTPEYAETCA TONBKO Y JAeTeH.

CpenHuii Bo3pacT 3a60/IeBa€MOCTU COCTAaBJIIET

2 roia, MpaKTUYECKU BO BCEX CTYYasTX CUMIITOMBI

Helpo6IacTOMBI JUAarHOCTUPYIOTCSI B BO3pacTe
0 5 JeT.

Helipo61acToMy MOXXKHO OXapaKTepPH30BaTh Kak
HanboJlee YacToO BCTpedaeMoe 37I0KadeCTBEHHOe
HOBOOOpa3oBaHWe B paHHEM BO3pacTe, B pAfe
CJIy4aeB [IMArHO3 YCTAHABIMBAETCH IIPH POXKZe-
HUU.

KnuHuyeckve NpOSABIEHUS HEHpPOOIacTOMBL Y
JeTell OmIMYalTCA KpalHWM pasHooOpasueM
Y HamnpsMyI 3aBUCAT OT JIOKAJU3AalMH MeTac-
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Ta30B, KOJHUYECTBA IPOAYKIHWH Ba30aKTHUBHBIX
BEMIECTB OIIyXOJIEBBIMU TKaHAMU, JIOKaJIM3all1
OITyXOJIM U CTEIIEHU IOPaAKE€HUA TOr'0 WIH JPYy-
Toro oprasa, IIO3TOMY BO3MOXXHBI TPYAHOCTHU B
OIIpeAECJIEHNH JIOKaJIU3allvy IIpo1ecca.

KJIMHUYECKHW I[IPUMEP

B anpeie 2016 roza B M/ITKB niocTynun peGeHOK
. (Bo3pacT Ha MOMEHT IIOCTyIUIeHUd — 3 Mecs-
1a) C IpeABapUTeIbHbIM AUAarHO30M: «00'beMHOe
obpasoBaHue 3a6PIOIIMHHOTO MPOCTPAHCTBA.
U3 anamuesa. TpeTuil pe6eHOK B ceMbe, POC U
pasBuBasica 6e3 ocobennocreir. C 15.03.2016
pOAVTENIN OTMETIUIV CHIDKEHUE alllleTUTa, IIEPU-
ouYecKoe IIOBBIIIEHHE apTepUalbHOrO JaBile-
Hus g0 150/110, nocrosiHHyI0 cy6debpribHy0
JINXOPAZJKY, BAJIOCTb U COHJIMBOCTD, OTKa3 OT bl
¥ uThs. [leAnaTpOM IO MECTY XKUTEJIbCTBA Ha-
3HaYeHa CUMIITOMaThYecKas Tepamnus — 6e3 ad-
dekTa.

30.03.2016 B cBA3M C yXyALIEHHEM COCTOSHHUSA
pebeHOK TOCHUTAIU3UPOBAaH B CTAaLMIOHAp IO
MecTy JXuTeabcTBa. [IpoBogmiack uHQY3HOH-
Hasd Tepamus, aHTuOaKTepUalbHas Tepamnws,
TpaHcdy3Usa KOMIIOHEHTOB KDOBH B CBSI3U C BBI-
PaXEHHOI aHeMWel, aHTUTUIIEPTeH3UBHasA Te-
panusa. BeifABleHa apTepHasbHasA TUIEPTEH3US
7o 180/110 MM PpT. CT.

31.03.16. B crauuoHape BBINIOJTHEHA KOMIIBIO-
TepHass ToMorpadus OpraHOB OPIOLIHOM IOJIO-
CTH, BBISABJIEHO 06beMHOe obpa3oBaHue 3abpio-
LUIMHHOT'O IIPOCTPAHCTBA.

Pe6eHok HamnpasieH B Mopo3osckyro JI'KB JI3M
s 1ooOC/IeloBaHUs U peIleHus BOIpoca O
JaJIbHEUIIIer TaKTUKeE JIeYeHUA.

B ycinoBuax npuemHoro otaenenusa MJI'KB pe-
6eHOK OCMOTPEH JEeTCKUM OHKOJIoroM. OTMeua-
JIach BSUIOCTh, OTKA3 OT €ZIbI U [TUThsI, HOBHILIEHVE
apTepuaabHoOro gasnaeHusd 7o 180/110 MM pT. CT.
B npodmibHOM OTZAENeHNH IPOBeAeHO obcieso-
BaHUe.

¥3Uu OpraHoB OproLIHOM MOJIOCTU oT
07.04.16: sxorpaduieckre MpuU3HaAKU 06BHEMHO-
ro o6pa3oBaHUsA B MPOEKIHM BEPXHETO IIOJTIOCA
sneBoi moukH, Auddy3HO-ouaroBrle U3MEHEHUA
JIeBOM ITOYKU.

KT opraHoB rpyZHO KJIeTKH, GPIONIHOI II0JI0CTH,
3a6PIOLIMHHOrO MPOCTPAHCTBA C BHYTPUBEHHBIM
KOHTpacTupoBaHueM oT 07.04.16. Ilouku pacrio-

JIOXKEHBI OOBIYHO. B 06s1acTH BEpXHEro IoJoca
JIEBOU TIOYKM oTpezensgeTcsa o6beMHOe 06pa3o-
BaHMWE HEOZHOPOZHON CTPYKTYPHI C MEJIKUMH
KajblIMHATaMM, HEpaBHOMEPHO HaKaIUIMBalo-
1iee KOHTPACT, IPUMepPHbIMH pasMepaMu 25 X
23 x 20 MM, pacnoyo)KeHHOE IPEUMYIIECTBEHHO
1o 3agHeMeJVaNbHON IIOBEPXHOCTU. Pa3Mepsl,
¢dopma npaBoii TOYKYU OOBIYHEBIE. JIOTIOTHUTEID-
Hble 00pa30BaHusA B IIPaBOU MOYKe He OGHapy-
JKEeHBI.

V6enuTebHBIX JaHHBIX 32 HATUYHE [TaTOJIOTYe-
CKUX 06pa30BaHUM B ITapeHXUMe JIETKUX U cpe-
ZJIOCTeHUH He IIOJIy4eHO.

HeiipocoHorpadusa ot 09.04.16: 3XOIpHU3HAKOB
CTPYKTYPHBIX W3MeHEeHWH, AWIaTaluu JIUKBOP-
HBIX IIPOCTPAHCTB He BBIABJIAETCA.

09.04.16 B cBA3M C yXyAllIeHUEM COCTOSHUA, pe-
3HMCTEHTHOCTbIO apTepUanbHOU I'MIlepTeH3Uuu K
MIPOBOAUMOI Tepanuu pebGeHOK ObUI epeBeZieH
B OTZeJieHNe peaHuMallui ¥ UHTEeHCUBHOH Tepa-
MUY, TI€ er0 COCTOSIHUE ObLTO CTabIN3NPOBAHO.
11.04.16 pebeHOK IlepeBesieH B OTAeIEHHUE OHKO-
JIOTWH JJIA1 JaibHeHIIero o6ciejoBaHus.

OxoKI' or 12.04.16. 3akmrodyenume. HedeTkuit
cobpoc B 30He cybaopranbHO MIKII — Hesb-
34 uckmounts JMIKII auamerpoMm o0 3 MM.
YMepeHHOe TOBBILIEHHE IIUKOBOI'O TI'paju-
eHTa /aBjleHHa Ha KJjallaHe JIeTOYHOM ap-
Tepuu (go 15 mpu HopMme zo 10 MM PT. CT.).
YMepeHHOe yToOjlleHUEe CTEeHOK JIeBOI'Oo JKe-
aypouka (qo 4—5 Mm) Ha ¢GoHe TaxUKapAUHU
Zo 169 ya/mMuH.

Ha mpoTskeHuM Bcero nepuoja HaxXOXAEHUA
pebeHKa B OTZeIeHUU OHKOJIOTMU pebeHOK Io-
JiydaJ aHTUTUIEPTEH3UBHYIO, WHQY3UOHHYIO,
aHTUOAKTepUATbHYIO Y CUMITOMATUYECKYIO Te-
panuso.

Pe6eHOK HaXOAWICA 1OZ HabI0AeHUEM OHKOJIO-
roB, IeINaTPOB, SHAOKPUHOJIOTOB U XUPYProB.
MPT o6siacTH Mo4eK ¢ BHyTPUBEHHBIM KOHTpa-
crupoBaHueM oT 22.04.16: MP-kapTuHa COOT-
BETCTBYeT OOBEMHOMY IaTOJOTUYECKOMY 00-
pa3oBaHUIO B 061aCTU BEPXHETO IIOJIOCA JIEBOM
MOYKU CO CJIabGBIM HAKOIUIEHMEM KOHTPACTHOTO
BelecTBa.

[lo pmaHHBIM 3HAOKPUHOJIOTUYECKOTO obcite-
JIOBaHUSI TOPMOHAJBHOU AaKTHUBHOCTH OIIyXO-
J1 He BBIABJIEHO. B KpOBHM OTMeYeHO IIOBHI-
meHue peHuHa B 500 pa3, 4TO yKasbIBaeT Ha
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yJacThe IMOYeYHOW TKaHU B IaTOJIOTUYECKOM
mpoliecce.

3axiuroueHne KoHcwimyma (B COCTaBe PYyKO-
BOAUTENA XUpyprudeckoil ciryx6er C.I. Bpy6-
JIEBCKOTO, PYKOBOAUTENS CHAYXObI JIy4eBOi
auarHocTuku A.Il. MasaeBa, 3aB. OTAeJIeHHEM
JiydeBo auarHoctuku A.B. Top6yHoBa, 3aB. OT-
AenenreM yposiornu O.C. IlImbIpoBa, 3aB. OTAe-
JleHueM KJIMHU4Yeckoyl oHkosnoruu E.B. Hlopwu-
KOBa): COBOKYITHOCTb UCCJIEZOBAaHUN yKa3bIBaeT
Ha JIOKaJIM3a11i0 HOBOOOPAa30BaHUA B TPOEKI[UU
JleBOro HajmouyewyHuKa. He mckirodaeTca mopa-
JKeHHe BEepXHEro IIOJIIoca JIEBOH IMOYKU. [IOBHI-
LIIeHVe YPOBHA peHHHa yKa3blBaeT Ha 3auHTepe-
COBAHHOCTb ITOYEYHOUN TKAaHU B TATOJIOTUYECKOM
nporiecce. Ilo pe3ynbTaTaM MPOBEZEHHOTO 00-
clefoBaHUs peGeHKy TIOKa3aHO IIPOBeJeHre
MyHKIMOHHOUW O6uomncuu o6pa3oBaHUA IO,
¥Y3-KOHTpOJIeM, 3KCIIpecC-IaTOTUCTONIOTUYecKoe
UuccieZioBaHye MaTepuasna U IocjezAylomasd Jia-
MapoCKoNU4YecKasg pe3eKLUUs OIyXOJEeBUAHOI'O
HOBOOGpPa30BaHUA.

1. BellosIHEeHa NMMyHKIIMOHHAA Guorcua o6pasoBa-
HUA M0/, Y/IBTPa3ByKOBBIM KOHTPOJIEM
DKCIpecc-JUarHoCcTKa IOJIy4YeHHOI'0o MaTepua-
J1a: nmpoBecTU AuPPepeHITNATbHYI0 JUarHOCTH-

Puc.

Ky MeXIy HelipobiacToMoil 1 HebpobracToMoit
He TMPEZCTAaBIIAETCS BO3MOXXHBIM.

[IpUHATO pelleHKe IIPOBECTU JIallapOCKOIIMYe-
CKoe yzasieHre 06beMHOr0 06pa3oBaHuUsl, pe3ek-
LU0 JIEBOU TTOYKU.

2. Jlanapockomu4eckas TyMOPaApeHaIIKTOMUSI
cieBa. Pesekius BepXHEro MOJIOCA JIEBOM MOYKH
¢ ucnoas30BaHueM annapara Plasmalet.

[lpyu peBU3WHU BU3yaIM3UpOBaHa JeBas IIOYKA,
MOOWIN30BaHbl CPEAHUN U HIKHUU CErMEeHTHI,
ToYevyHas: HOXKKA. BEIABIEHO, YTO BEPXHUIH IO-
JIIOC TIOYKYW MHTUMHO CIIasiH ¢ 06'beMHBIM 06pa-
30BaHUEM, HCXOAALIUM IPEAIONIOKUTENBHO U3
HaznodyeyHuKa. C UCIOIb30BaHUEM MOHO- U OU-
TIOJIIPHOU KOATYJ/ISILIMY C TEXHUYECKUMHU TPYAHO-
CTAIMU yZaJIOCh BBIIETUTh 06beMHOE 06pa3oBa-
HHE U3 OKPYKaIIINX TKaHe! (OIyX0Ib MHTUMHO
Tpujexaia K XBOCTY HO/PKETyJOYHOHN Kele3bl 1
HIDKHEMY IIOJTIOCY Cele3€HKH).

IIpousBeZieHa pe3eKIMM BEPXHETO IIOJIOCA Jie-
BO¥ IIOYKU BMecCTe ¢ 00beMHBIM 06pa3oBaHUEM,
UCXOAAIINM W3 HaJMOYEeYHUKa, C UCIOIb30Ba-
HueMm ammapata PlasmalJet (MHOTOQYHKIIHMO-
HaJbHas CHUCTEMa, CO3JaHHas Ha OCHOBAaHUU
TEXHOJIOTUH, B KOTOPOH IPUMEHSETCH YUCTas
HeWTpa/sbHasg aproHHas IUIa3ma). biarogaps
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ucrosb3oBaHuio PlasmalJet KpoBomoTeps BO
BpeMsl OIlepaliy COCTaBWIa MPUOIU3UTEND-
HO 20 M. OGbeMHOe obpasoBaHUe yzae-
HO U3 OPIOUIHOM IOJIOCTU C KCIOJb30BaHUEM
endobag.

ITaTorucronorudeckoe 3akjl04eHUe: HU3KOAUGD-
depennupoBanHas HeiipoGiacroma. Pazukainb-
Hasd pe3eKIud OIyXxoju. IlodeyHasd TKaHb KOM-
NPEeCCHOHHO MOpaXkeHa.

Ha 5-e nocyieonepaliioHHbIE CYTKU PEOEHOK Iie-
peBeJieH B OT/e/IeHHe OHKOJIOTHUY B CTAOMJIBHOM
COCTOAHUH [JI1 TPOAOJDKEHUA CIEeLUaIu3upo-
BaHHOTO JIeYeHHU .

B HacrosAmee BpeMsa apTepUalbHOE JaBlIeHUE
CTabWIN3NPOBAHO HA MUHUMAaJIBHOM MOHOTepa-
nuu 610kaTopamu AII® Ha ypoBHe BO3PaCTHOM
HOPMBI. YpOBEHb PeHMHa CHU3MWICA 0 BO3PacT-
HOI HOPMBEI. /leBOoYKa YyBCTBYeT cebs XOpOIIo,
aKTHBHaf, Becesas C XOpOIIUM anneTuToM.

Oc10KHeHHbBIN

HEeCTAOMJIbHBIH MepeJIoM

KOCTEHM Ta3a

OBPEX/EHUsA KOCTeH Tasa

OCTaloTCa OZHUMM u3 Haubosee

CJIOXKHBIX BOIIPOCOB TPaBMAaTOoJIO-
THH JIETCKOTO Bo3pacTta. YacToTa BCTpe4aeMOCTH
TIEPEIOMOB Tasa y eTel cTaGUIbHO KpaitHe HU3-
Kasd. HPI/I 3TOM BOHPOCI)I AUATrHOCTUKU U TAKTUKU
JIEUEHUSA JaHHOTO BU/Ia TPABMBI B GOJIBIIUHCTBE
CJIy4aeB OCTAKOTCA OTKPHITHIMHU.
HawuboJiee TSKeNTBIMU ABJIAIOTCS MEPETIOMBI C TO-
TaJbHOM HEeCTabWIbHOCTBIO Ta30BOrO KOJbIA.
Takue MOBPeXIeHUA KpaliHe KOBAaPHBI, IIOCKOJIb-
KY BCTPEYAIOTCS PEAKO, TPEBYIOT MOMEHTAIBHO-
TO arpecCUBHOTO JIEYEHUsA U XapaKTEePU3YIOTCA
BBICOKOM CMEPTHOCTBIO Jaxke Ha GOHE OKa3aHUsI
CBOEBPEMEHHOM KBATUGUIUPOBAHHOM TOMOIIH.
MHOT'OOCKOJIbYATEIE TIEPEJIOMBI Ta3a C COIYT-
CTBYIOIIUM TIOBPEXJEHUEM JAPYTHUX CHUCTEM Op-
raHoB TpPeOyIOT WHAWBUAYAJIbHOTO ITOAXO/A,
T.K. JOMYCTUMBIA OOBEM JIMarHOCTUYECKUX Me-
POTPHUATHN U XUPYPrUYECKOTO BMEIIATEIHCTBA
OTIpeZIeISIETCA TAXKECThIO COCTOAHMUA TalleHTa
¥ XapaKTepOM COYETAHHBIX H3MeHeHMi. Kax
MpaBWIO, TIPY TAaKUX MACCHUBHBIX TOBPEX/e-
HHUAX Bel[y]J.H/IM ABJIAETCA Hepe]IOM KOCTeﬁ Ta3a
Kak Hanbosiee OTArOLWIAIOMIMI 061ee COCTOAHNE
¢daxTop 3a cyeT MacCMBHOIO KPOBOTeYeHMUs. 3a-

YaCTYI0 COCTOSIHME TaKWX IAIMEeHTOB HACTOJb-
KO HecTabWIbHOE U TsIKeJIOoe, YTO IIPOBEZEHHE
KOMITBIOTEPHOM TOMOrpaduu ¥ APyrux AOIOJ-
HUTEJIBHBIX METOAOB MCCJIE€AOBAaHUA KpaﬁHe
3aTPyAHEHO.

Ilpy 3HAYUTENBHBIX TOBPEXAEHUAX, AOCOTIOT-
HOW HeCcTaGHIBHOCTH TAa30BOT'O KOJIbLA, HEOOXO-
AVUMOCTHU PEBU3WN BHYTPEHHHX OPTraHOB OTBET
Ha BOIIPOC, ONEPATUBHO WIN KOHCEPBATHBHO
JIEYUTH TOZOGHOrO MalKMeHTa, CTAHOBUTCS Ode-
BrziHBIM. PUKCAVsI TA30BOrO KOJIbLA B JAHHOM
CJlydae TO3BOJISIET BOCCTAHOBUTH TeMOJUHAMH-
Ky, YTO 3HAYUTEIbHO YIYYIIAET [IPOTHO3 U IIO-
3BOJISIET B 3aMeTHO 6osiee paHHUE CPOKH CTabu-
JIN3UPOBATH COCTOSIHUE ITALUEHTA.

KJIMHUYECKU CIYYA

MuHys IpreMHOe OTAe/eHre, pe6eHOK ObUT J10-
CTaB/leH B OTZAeJIeHHe peaHUuMalUU C TaKeIoH
COYeTaHHOM TpaBMOM, IOJIYYeHHOH B pe3yib-
tare ATII (pebeHok-memiexon). Ha MoMeHT mo-
CTyIUIEHUs [ieBOYKa ObUta 6e3 CO3HaHUsA, 4TO,
6e3yCIOBHO, YMEHBIIANO JAUArHOCTUYECKYIO
LIEHHOCTh (GU3UKaNIbHOTO 06caefoBaHuA. [Ipu
OCMOTpe, TIOMUMO KpaiiHe HeCcTabWIbHOI re-
MOJAVHAMMKH, HauboJblllee BHUMaHUe Ha cebs
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obpamany BusyanbHas AebopManus Ta30BOM
obyacTy, HaIu4re KPOBOTEYEHHA U3 Hapy>KHBIX
TIOJIOBBIX MyTel, HE3HAYUTENbHO BBIpAKEHHAs
TaccUBHAsA MBILIeYHad 3aMuTa (IIpY NaIbIIali
nepesHel OPIOUTHON CTEHKU), a TakKe HEBO3-
MOXXHOCTh YCTaHOBKHU YPeTpPajJbHOro KareTepa.
Ha peHTreHOrpaMMax Ta3a U HIDKHUX KOHEYHO-
cTell, BBIIIOJHEHHBIX IIpU MTOCTyIUIeHuu (puc. 1),
oIpeZenseTcs HeCTaOWIbHBIN IepeioM KOCTel
Tasa: MHOT'OOCKOJIBYATHIE TIePEIOMBI IIepeIHEro
IIOJIyKOJIBbIIA, IepelloM OOKOBBIX MacC KpecTIa,
Pa3phIB KPECTLIOBO-IIOZB3/OIIHOIO COWIEHEHUS
CIpaBa U 3aKpPHITHIH ITepesoM 06eux KOocTelt jie-
BOH rosieHu co cMemjeHueM. [To JaHHBIM YIIbT-
Pa3ByKOBOI'O HCCJIEJOBAaHUA OPraHOB OPIOIIHOM
IIOJIOCTH, IIOYeK U 3abpIOIMIMHHOTO IIPOCTPAaH-
CTBa BBIABJIEHO HAIMYHeE CBOOOJHOM JKUIKOCTH B
TIOJIOCTY MaJIOTO Ta3a U HEBO3MOXXHOCTBb BHU3ya-
JIM3aLMH JIEBOY IIOYKHU.

C ydYeToM JaHHBIX aHaMHe3a, KJIWHUYECKOH
KapTUHBI, JaHHBIX WHCTPYMEHTAJIbHBIX Me-
TOZOB HCCIeZoBaHUA Oplra paspaboTaHa cite-
Jyomas TaKTuKa. Ilocie KpaTKOBpeMeHHOM
TIpeZioTIepaliOHHON  ITOATOTOBKY  BBIIIOJHEHA
[AVarHOCTHYeCKasl JalapoCKOIWsA, Ha KOTODPBIA
BBIABJIEHA OOMIMpHAsA 3abpIOIIMHHAA reMaTroMa

U TIOBPEX/IEHNE JIEBOTO ANYHUKA 6€3 IPU3HAKOB
IIPOZOJIKAIOLIEr0Cs KpoBoTeueHus. [1o npuunHe
coxpaHsAmwIIeiica HecTabWIbHOCTH TIeMOAWHA-
MUKHU Jajsiee GBbUI BBIIOJHEH ZOCTYI Stoppa Kak
HauboJjiee OTBeYaIUA TpeGOBaHUIM TIOTHOMN
BU3yaJM3alll BCETO Ta30BOTO KOJbIA U, IIPU
HeOoOXOMIMOCTH, OPraHOB MaJoro Tas3a. [oBops
0 XUPYPrUYEeCKOM JIeYeHUH, BaXKHO IMOHUMATh,
4yTO paboTa XUpypra B ZaHHOH obacTu Compo-
BOXKJAETCsI PUCKOM ATPOTEHHOT'O IOBPEXAECHUS
COCYZIMCTO-HEPBHBIX IIYYKOB U OIM3JIEXKAIINX
OpraHoB.

[Mocre BU3yanu3auuu IIepefHEro OTAeNa Tasa
BBIABJIEHB MHOTOOCKOJIbUATHIE II€PEIOMBI IIe-
pEeHEro IMOJYKOJIbIA, OTPHIB YPETPHEL U pa3phbiB
nepeAHell CTeHKU Biaranuma. Tyras TaMrnoHaza
TI03BOJIMJIA BPEMEHHO OCTAHOBUTH IIPOJOJIKAIO-
Ieecsi KpOBOTeUEHHNE U3 KOCTel Tasa, ITo Aajo
BO3MOXXHOCTh BOCCTAHOBUTDb HEPEHIOI0 CTEHKY
BJIATaJIMINA, 3aTeM BBIIOJHUTH IIEPBUYHBI 1IIOB
ypeTpel U ¢uUKcanui0 33aJHEro OTAeNa Tasa, a
MMEeHHO 060MX KPECTIIOBO-IIOB3/I0IIHEIX COWIe-
HEHWH U KpecCTIia, IocIe Yero Obula BBIIOJTHEHA
cTabmwin3anys nepesjHero OTAeNa Ta3a C IIOMO-
IIbIO MOCTOBH/HBIX IVIACTHH. C YYE€TOM TAXKECTHU
COCTOSIHUS pebeHKa U JJIUTENbHOCTU OIlepaTHB-

Puc.1. HecmabunvHulil nepesiom kocmeil masa: MHO200CKONbUAMble NepesoMblL nepeod-

Hez2o noJyKoavya, nepeiom 60K08bLX MaCC Kpecmua, pa3psle ercmuoz;o—nobes@owﬂo—

20 COWwleHeHUs cnpasa
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HOT'O BMeIIaTeNIbCTBA 3aKPHITHIH IIepeioM 06erx
KOCTell 7IeBOH roseHu GUKCUPOBaH alllapaToM
HapyXHOU QUKCAIIH.

CTOUT OTMETUTh, YTO yXKe Ha l-e mocieomepa-
LMOHHBbIE CYTKU PeOEHOK HaxoAWICA B SICHOM
CO3HaHMU U GBUI MOOGWIM30BAH B IIpeZesax IIo-
crenu. HapylmeHus 4YyBCTBUTENBHOCTH M MU-
KPOUMPKY/IALIMY B 06eUX HIDKHUX KOHEUYHOCTSIX
OTCYTCTBOBAJIM, /JBIKEHUA HE3HAYUTEIbHO
OTpaHMYEHEI 3a CUET ITOCTOIIEPAIIOHHOrO 60JIe-
BOT'O CHHJpOMA.

[To pe3ynbTaTaM KOMIBIOTEPHOI ToMorpaduu,
BHIIOJIHEHHOH Ha 1-e IocjeomnepalioHHbIe
CYTKHY, BbIABJIEHA areHe3us JeBol MO4Kku. I[lo-
JIOXKEHUE OTJIOMKOB KOCTEH Ta3a yZOBJIETBODU-
TeJIbHOE, CBOOOAHBIE KOCTHble (GparMeHTHl He
OTIpEeZIEeNAIOTCSA, META/UIOKOHCTPYKIIUY CTOSIT BHE
II0JIOCTHU CYCTaBOB.

Yepe3 3 Mecsna pe6eHOK BepTHKaIM30BaH Ha
KOCTBUIAX C OIOPOI Ha 3JOPOBYIO HOTY. B Ha-
cTosllee BpeMsA C MOMEHTa TpaBMHI 7,5 MecAla:
JKaJIOOBI OTCYTCTBYIOT, pe6GEHOK XOAUT 6e3 Xpo-

MOTHI, C OIIOPOM Ha 06e HUXHHE KOHEYHOCTH,
JBWKEHUS BO BCEX CYCTaBax B MOJHOM 06BbeEME,
6e300/1e3HEHHBIE.

AHanu3vpysa [aHHBIM KIWHUYECKUN CIydau,
MOXKHO CZIeJIaTh CJIeZYIOIINE BEIBOABI: IEPETOMBI
KOCTel Ta3a, XapaKTepusyroluecs HecTabGWib-
HOCTBIO TA30BOTO KOJIbIA, TPEOYIOT HCKIIOUU-
TEeJbHO OINEepaTHUBHOTrO JieyeHusA. HecMoTpsa Ha
Ka)XKyIIUHCA Ha MEePBBIA B3VIAJ CTOJb arpeccHB-
HBIN TOAXOJ, BCe-TaKU €AUHCTBEHHBIM 3ddek-
TUBHBIM CIIOCOOOM OCTQHOBKH IPOJOJDKAIOIIe-
rocsi KpOBOTEYEHUS IIPU MHOT'OOCKOJIBYATHIX
IepejioMax Tasa SABJIAETCS CTabuwiu3alus Taso-
BOTO KOJIBIIA, BEITTOJIHEHWE KOTOPOU BO3MOXKHO
TOJIBKO OTIEPATUBHBIM ITyTEM.

JleyeHue ZieTell ¢ MOTUTPABMOM, COITPOBOXKAATO-
melicsi MacCUBHBIMHM OCJIOXXHEHHBIMU ITOBPEX-
JIeHUsAMU Tas3a, fABJISIeTCA KpaiiHe HempoCTOH
3azaueli, Tpebytoleli caakeHHOM paboTHI Lol
KOMaHZbl MHOTOMTPOGMIBHBIX OMBITHBIX CITIEI[HA-
aucTos. B

Puc. 2. HecmabunbHbtil nepesiom Kocmetl masd: MHO200CKOAbUAMbLe NePeNOMbL NepedHezo

NOJYKONbYA, Nepesom 60Ko8bLX MACC Kpecmyd, pa3pble KPecmy080-n008300ULH020 COUIeHe-

HUSL CNpasa, paspslé eazanuiyd, ompsie ypempet. Cocmostue nocie MOC mocmogudHbLmu

nracmunamu. JJocmynst: Stoppa, no0e300wHbLil, 3a0HUL
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Penkasa popma MmajabpoTanvm
KMIICYHHUKA Y OAPOCTKA

C KJIMHAYECKON KAPTUHOH
YACTUYHOM KUIIICYHOU
HENPOXOIUMOCTH

6paTHas pOTaLUs KUIIeYHUKA —

OJVH W3 BapHUaHTOB aHOMaJUH

BpallleHUs] KUIIEYHUKA, SBJIAO-
uiica pefkoil HAXOAKOM B JETCKONH XUPypru-
yecko#l mpakTuke. [0 JaHHBIM psiZia aBTOPOB,
JaHHAas MaTOJOTUA BBIABJIAETCSI Hauboiee 4acTo
V B3DOCJIBIX TAI[UEHTOB, IIPOSBIISASA CeOs KIUHU-
YyecKOM KapTUHOM KUIIeYHOI HelpOoXOAVWMOCTH
WIN SABJIAACH CIydaliHOM HaxoZKoW BO BpeMs
omeparuii, BhIIOTHIEMBIX I10 TOBOAY UHOM IaTo-
JIOTUY OPraHOB OpIOIIHOM mosiocTH [1]. Y mereit
3abosieBaHUe XapaKTEepU3YeTCsI XPOHUYECKUM
PelUAUBUPYIOIIUM TeueHHueM Ha $oHe JacTHd-
HOU o6CTpyKiuu KumreyHuka [2]. O6paTHas
poTanusa cocTaBisaeT 2,9% OT BceX MaJTbpOTaIli
KUIIIEeYHUKA, BBIIBIEMBIX Y IeTel TepBoro roga
sku3HM [3].
IIpu 06paTHOM poTaluy Ha 3Talle BpalleHUsI KU-
IeYHUKa BMECTO TOBOPOTA TOJICTOM KUINKH Ha
180° mpOTHB YacOBOM CTPEJKU IIPOUCXOAUT ee
pOTaLusA M0 YacOBOH CTpPEJIKe, BCJIEJCTBUE YEro
nonepevyHas 060Z0YHAsA KHUIIKA PacIioyaraeTcs
10J] BepXHeli OprlKeeyHOU apTepyreii, OTMedaeT-
cs1 aHOMaJsIbHas QUKCAIUA TOJICTOMN KUIIKY K 3a/-
Hell OpIOUIHOM CTeHKe; KpoMe TOro, obGpaTHast
poTalysa MOXKET COMpPOBOXZATbcA AedopManu-
eil IBeHaAIIaTUIIEPCTHON KHWIIKU M HadaIbHBIX
OTZIeJIOB TOLeH KUIIKY. AHOMAJbHOE PacIojo-
JKeHHe OPbDKEMKU COo3ZaeT IMPeAoChUTKY K Gop-
MHPOBAHUIO 3aBOPOTA KUIIKU C Pa3BUTHEM KHU-
IeYHOU HEMPOXOANUMOCTH M HEKPO3a KUIIIEYHBIX
netenb. B 3aBUCHMOCTY OT YPOBHsA, Ha KOTOPOM
MPOUCXOAUT HapylleHWe Taccaka KUIIedHO-
O COZEPXKUMOTO M CTEIleHU €ro BBIpaXKEHHO-
cty, obpaTHas poTalUs MOXET MPOSIBJSATL cebst

CHMIITOMaMU BBICOKOW WV HU3KOHW KUIIEYHOU
HENPOXOANMOCTH, HOCAUIMMHU 3a4acTylo pelu-
JVBUPYIOIINI XapaKTep, a TaKXKe ABIATHCA CIIy-
yaiiHOM HaX0ZKOM IIpY IPOBeleHUU PEHTI'eHOJIO-
TUYECKUX, YJAbTPA3BYKOBBIX HCCIE€JOBAaHUMN WIN
OTKPBITHIX U JIAIIAPOCKOMUYECKUX ollepanuii. [To
VPOBHIO OOCTPYKIIMH BCe CIydau oOpaTHOM po-
Tally MOTYT OBITH pa3fesieHbl Ha TPU TPYIIIBL:
CO cZaBJIeHUEM ITONEPEYHON 060J0YHON KULITKKI
BepxHel OpbDKeedyHOH apTepuel; ¢ 3aBOPOTOM
TIOABIKHBIX IIPABBIX OT/JEIOB TOJCTOM M TOHKOM
KHIIIKY; C AyOofeHOeIOHATBbHOM 06CTpyKIrei [4].

B oTzaeseHUM HEOTIIOXKHOM 1 a6JOMUHATBHOK
xupyprun Mopo3sosckoit /ITKB Haxogwicsa
Ha jiedeHHU Majab4yuk ®. B Bo3pacTte 12 jet ¢
XPOHUYECKON pellnVBUPYIOIIel KUIIeyHO! He-
MIPOXOANMOCTBIO BCJIEACTBYE OOPAaTHOH pOTAIlUK
KUIlleYHUKa. V13 aHaMHe3a U3BECTHO, YTO B IPYA-
HOM BO3pacTe y pe6eHKa OTMeYaanch OOIbHbIE
CPBITUBAHUsA, KOTOpHE B JaJbHEHUIIeM KyIU-
poBanuch caMocToATenbHO. B Bo3pacte 11 jer
pebeHOK OBUI BIIEPBble TOCHUTATU3UPOBAH B
CTallOHAp B CBA3W C MHOTOKPAaTHOUW OOWIBHOM
PBOTOM. BBIT yCTaHOBJIEH AUArHO3 «TaCTPOAYO-
JIeHUT, peaKTUBHBIM IIaHKpeaTWUT», Ha3HaueHa
KOHCepBaTHBHas Teparus, Ha poHe KOTOPOi Co-
cTosiHUE pebeHKa HOPMAaJIHU30BaJIOCh, U OH OBLT
BBIIIMCAH ZIOMOH. B TedeHme ciezyolero roza
Y MasIbYMKa OTMeuYeHBbl IIOBTOpPHBIE SIIU30/bI
PBOTBI, KX/l U3 KOTOPBIX JJIWICA B TeYEHUE
HECKOJIbKUX CYTOK, IIOCJIe Yero KylnupoBaJscs ca-
MOCTOATEIBHO.

B xoze ob6cef0BaHUA B XUPYPrUYECKOM OTZelle-
HUM ObUIa 3aI10[l03peHa aHOMAaJIUA PaCIHOJIOXKe-
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HUA kuneyHuka. [1o ganabiM ®OT/IC B xemyzake
U BEHAALIATUIIEPCTHOMN KUIIIKEe HATOLIAaK OTMe-
4ajoCch 3HAYUTEJbHOE KOJINYECTBO COAEPKHUMO-
r'o, OZHAKO dHJOCKONMYECKHUH anmapar ObUI CBO-
6OAHO TIPOBEZIEH /10 HAYaIbHBIX OTAENOB TOIIEeH
kumky. [Ipyu uccregoBaHUM naccaka 6apreBoit

Puc. 1. Uppuzoepagdus. CoasneHue cpedHezo omadena none-
peuH0-060004HOT KUWKU U38HE, AHOMAIbHOE PACTION0HCe-
Hue caenotl u 8ocxodsweti 06000UHOL KuWKU

Puc. 2. KomnstomepHast momozpagust ¢ 8HympuseHHbIM
60110CHBIM KOHMPACMHBLM YcUneHueM. Pacnonoscerue
nonepeuro-06000uHOL KuuKu mexcdy aopmotl u 8epxHetl
6pbLaceeurotl apmepuetl

B3BECH IO JKeJyJ0YHO-KUIIEYHOMY TPaKTy ycTa-
HOBJIEH GaKT 3HAYUTEIBHOTO 3aMeJIeHUs 3Ba-
Kyal[ud KOHTPAaCTHOTO BEIeCTBA U3 JKeJIyAKa U
[BEHA/IIATUIIEPCTHOM KUIIKU.

Hau6onee nHGOpMaTUBHEIM METOZOM HCCIIESO-
BaHUA ABUIACh uppurorpadus, B XoZe KOTOPOH
OBUIO BBIABJIEHO Cy)KeHHE Ha YPOBHe CpegHel
TpeTU IIONepPeyHO-000Z0YHON KUIIKH U aHO-
MaJIbHOE PACIOJIOXKEHHE IPOKCUMAabHBIX OT-
JIeJIOB TOJICTOM KUIIKYU B IPaBOM Iofgpebepbe
(puc. 1). ITpu OJUTIO3UIIMOHHON PEHTIe€HOCKO-
iy o6Hapy)KeHa BBICOKas MOOWIBHOCTD KyTIOIa
CJIETION KUILIKY, a TaKXKe PacCIloIOKEHUE IeTelb
TIOZIB3I0IIHOM KUIIIKY CIIEPeJU OT IIOIIepeYHO-0-
60I0YHOM KHILIKY, YTO ITO3BOJIUJIO 3aII003PUTh
Hajnure O06paTHOro IIOBOPOTA KUIIEYHUKA.
KommnbroTepHas Tomorpadus ¢ BHYTPUBEHHBIM
GOJIIOCHBIM KOHTPACTHBIM YCWIEHHEM Bepudu-
LMpOBaJa AUATHO3, IIOATBEPAUB PACIOIOKEHHE
TIONEPEYHO-060/I0YHOM KUIIKU MEXIy aOpPTOH 1
BepxHeli OpbDKeedHOol apTepueit (puc. 2).
[IpyHrMas BO BHUMAaHUE IIPOTPECCUPYIOIIUMI
xXapakTep 3a00jieBaHUs, YBeIUYeHUE TIHKECTU
KJIMHUYECKUX TIPOSIBIEHUN ¢ BO3pacToM pebeH-
Ka GBUIM BBICTABJIEHBI TIOKAa3aHUA K ONIEPATUBHO-
My BMeIIaTelIbCTBY. B KauecTBe OIlepaTUBHOTO
JocTyrna Oblia BhIOpaHa CpeAWHHAsA JiamapoTo-
mus. [Ipy peBU3UH BBIABIEHO, YTO JIEBBIE OT/EITbI
OPIOLTHOIM IOJIOCTH COAEp)XaT 4acTb Ioleped-
HO-060ZI0YHOM KUIIKU, HUCXOZSAIIYIO, CUTMOBUZ-
HYIO KUIIKY; METIU TOHKOW KHUIIKH IIOJTHOCTHIO
pacrmosiaraloTcsi B IPaBOM OTZesle OpIOMIHOMN
MOJIOCTH; JAWCTAJMbHBIA OTAEN IOAB3JOIIHOMN
KUIIKYU PAacIoNOXeH CIepegyd OT IONMEPEeYHOR
060709HON KULIKU. VTeolieKaabHBIN IIepexo/
pacrosiarajcs clipaBa OT CpeHel JIMHUH, KyTIOJI
CJIeTION KUIIKY He 6bUT QUKCUPOBaH, BCJIEJICTBHE
Yero IpU TPAKLIUU CBOGOAHO MepeMeliaeTcsi OT
IpaBoro mnozApe6epbs A0 MPaBOM IOZAB3/OIIHOMN
obsnactu. CpefHUI OTZAEN IOIEPEYHO-060709-
HON KHUIIKM (GUKCUPOBAH MHOTOYUCIEHHBIMU
TsDKaMU OpIOUTMHBI, B XOZE pa3JeleHus KOTOo-
PBIX TIpOBeZleHa MOOWIM3aIUA JaHHOTO OTAeNa
KUIIKY, PACIOJIOXKeHHOT0 [1033aiX BepXHel OpbI-
>keeuyHOH aprepuu (puc. 3). IIpu peBU3UHU JBe-
HaZLATUNEPCTHOHN KUILIKY BBIIBIIEHO yMEPEHHOE
pacuIipeHue ee IPOKCUMAIbHBIX OTJEJIOB, a TaK-
JKe€ OTCYTCTBUE TUIIMYHOU (UKCALNU ANCTATIb-
HOTO OTZena CBA3KON TpelTia, JaHHBINA OTAEN
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JIBEHAIIIATUIIEPCTHON KUIOKW POTUPOBAH BHU3
u BIpaBo. [IpuHMMaa Bo BHUMaHNe HEBO3MOX-
HOCTh BOCCTAHOBJIEHHSI HOPMAaJIBHOTO IIOJIOXKE-
HUS TOJICTOM KUIIKU OTHOCUTEIBHOU OpBIKeed-
HBIX COCYZIOB, PUCK ITOBTOPHOTO GOPMUPOBAHUS
Cy’KeHUsI B MOOWIN30BAHHOM Yy4YacTKe TOJICTOM
KUIIKYU B TTOC/IEOTIEPAIMOHHOM ITepUO/ie C Pelr-
JVBOM KHIIEYHON HENPOXOAVMOCTH, NPUHATO
pellleHNe O HaJOXEeHWU aHTeBa3aJbHOIO aHa-
ctomMo3a 006070YHON KUIIKHU. [lomepedHO-060-
JIOYHas KUIIKA IepeceyeHa Ha ypOBHE CpefHeH
TpeTH, IlepeBeJieHa B IIOJNOXKEeHHe KIlepeJu OT
OGpBDKEEYHBIX COCYZOB, Iocie 4ero chopMupo-
BaH amnmapaTHBIM aHacTomo3. OllepaTHUBHOeE
BMeEIIaTeJIbCTBO OMIOJTHEHO aIlMEeHIIKTOMUEN U
JpPEHUPOBAaHUEM OPIONUTHOM ITOJOCTH.
[MocsieonepaiOHHBINA TepHO/ MpoTeKan 6e3 oc-
JIOXKHEHUU. YUUThIBasA CHIKEHHYIO TOJIEPaHT-
HOCThb K DJHTEpaJbHON Harpyske, BBIIIOJTHEHA
®3I/IC ¢ ycTaHOBKOM Ha30/yoZeHAJIbHOI'O 30H-
Jla, 4epe3 KOTOPHIN OCYIIECTBIISIOCH KOpMJIEHHE
OUTaTeIbHOM cMechbio. Iloce BOCCTaHOBIEHUS
macca’ka IO JKeIyZOYHO-KUIIEYHOMY TPaKTy
30HZA OBUI yzajsieH, BO30OHOBJIIEHO KOpPMJIEHKE
JKUZIKOW NHIIed, K MOMEHTY BBIITMCKH U3 CTa-
uroHapa pebGeHOK MoJydyaa MUTaHHEe B paMKax
ob6iiero crosna. Yepes 3 Mec mmociie orepaTUuBHO-
ro jleYeHUs KINHUYecKHe NMpU3HaKU KUIIeYHOM’
HEIPOXOAMMOCTH y peGeHKa OTCYTCTBYIOT, OTMe-
yaeTcs mpubaBKa Macchl Teja.

CJI0KHOCTD JMarHOCTUKY OOPaTHOW POTAllUK KU-
LIeYHUKa O6YCIOBIeHa peAKOH BCTPEYaeMOCThIO

U, KaK CJIeJCTBUe, HU3KOM HaCTOPOXXEHHOCTHIO
IIeINaTpoOB M XUPYProB B OTHOUIEHWU JAHHOH
aHoManmu. KimHuveckas CHMIITOMaTHKa MOXXeT
OTCYTCTBOBAaTh WIM HOCUTb XapaKTep PelUANBU-
pyrolIei BEICOKOH WIM HU3KOM KUIIeYHOH Helpo-
XOAUMOCTH. [IpaBWIbHAA MHTEPIIPETaIUA Pe3yJIb-
TaToB O6CJIeZIOBaHUsA, B MEPBYIO O4Yepesb TaKUX
JIy4eBbIX METOZOB HCCIEeJOBAHUA, KaK HUPPUTO-
rpadua ¥ KOMIbIOTEPHAsA TOMOrpadusi, MO3BOJIA-
€T YCTaHOBUTD IMarHO3 U OIPEeZeTUTh HeoOX0aAU-
MBI 06beM OIIEPaTHBHOTrO BMelIaTeIbcTBa. Il

Puc. 3. iumpaonepayuonHas omozpagus. Ilonepeuro-o-
6000uHas kuwka (0603HaUeHa cmpeakami) npoxooum
no3adu bpvLiceeuHblx cocy0o8
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TpyaHbIid 1J11 AMATHOCTUKHU
CJIy4au CeKBeCTpaIUH JIETKOro

€KBEeCTpaLYs JIETKOTO OTHOCHUTCS K

PEAKUM TIOPOKaM pa3BUTHS, 00Y-

CJIOBJIEHHBIM KOM6I/IHI/IPOB3HHI)IM
HapyllleHUEM PasBUTHSA BCEX CTPYKTYp, 0Opasy-
OIIMX JIETKOE, TIPU KOTOPOM Y4YacTOK JIETOYHOMN
TKaHU, YaCTUYHO WJIU MTOJTHOCTBIO OTETUBIIUHCS
Ha PaHHUX CTAJUAX SMOPHOTeHe3a, pa3BUBAETCs
HE3aBHCHMO OT OCHOBHOTO Jjierkoro [1]. B 3aBu-
CHUMOCTH OT JIOKaJIM3alUU CEKBECTPUPOBAHHO-
rO y4acTKa Cpefy BO3AYIIHOM JIErOYHOM TKaHU
JIETKOTO WIN BHE €€ BBIAEJSAIOT BHYTPUOIEBYIO
u BHegosneByio ¢Gopmbl cekBectpaiuu [2]. Tlo
KJIMHUYECKOMY TeYeHHUIO Pa3indaroT TPU GOPMBI
JAHHOT'O TIOPOKA Pa3BUTHS: KUCTO3HO-abCIeANPY-
FOLIYIO, TICEBAOTYMOPO3HYIO U GUOPO3HO-aTeTeK-
taTudeckyio [3]. KpoBocHabKeHYe CEKBECTPHUPO-
BAaHHOTO y4acTKa OCYIIECTBIISETCS 33 CYET OFHOM
WM HECKOJbKUX aHOMAaJbHBIX apTEPUi, OTXOAs-
IIUX OT aOPTHI WU ee BeTBelt [4].

Ha oGcnegoBanuu U JjedyeHMU B MOpO30B-
ckoii ZITKb Haxoawica maabuuK B., 11 jer,
C TPYAHOM AJIi AUArHOCTUKHU SKCTpasobapHOM
dopmoii cekBecTpaluy JIETKOTO C JIOKAJIU3aLH-

Puc. 1. Komnviomeprast momozpadus. O6semroe
obpasoeariie y 8epXHez0 NOJIHOCA Je6OLl NOUKU

eli B 3a6PIOUIMHHOM IIPOCTPAHCTBE. PebGeHOK
poc u pasBuBasca 6e3 ocobeHHocTel. [ToBogoM
JUTS TOCIIUTAIN3alUK B CTAlliOHap cTaiu 6ou
B ’KMBOTe, BO3HUKIINE y peOeHKa IocIe yAapa B
JKHBOT, [TOJIy4€HHOT'O BO BpeMsI KaTaHUs Ha JIeJs-
HOM1 ropke. Ha sTarne nepBuyHOro o6cie0BaHuA
Tymas TpaBMa OPraHOB GPIONIHOM MTOJIOCTH U 3a-
OPIOUIMHHOIO IPOCTPAHCTBA ObLIA HCKIIIOYEHa,
OJHAKO B XOZ€ Y/IbTPa3BYKOBOI'O HCCIEZOBAHHUA
B IIPOEKILMU JIEBOI'O HAJAMOYEYHUKA BBLABJIECHO
06beMHOe 06pa3oBaHue HENPABIWIBHOM GOPMBI,
MOHIKEHHOM 3XOI'e€HHOCTH, C HEOJHOPOAHOH 3a
CYET MEJIKUX KHCTO3HBIX BKJIIOYEHUH CTPYKTY-
poii, paamepamu 32x20x20MM, 6e3 MPU3HAKOB
aKTUBHOTO KDOBOTOKAa. KOMIBIOTEpPHass TOMO-
rpa¢us OGPIOIIHON IOJOCTH U 3a6PIOIINHHOTO
TIPOCTPAHCTBA yCTAHOBWIA, YTO y BEPXHEro II0-
JIIOCa JIEBOH IIOYKU MMeeTcs OKpyIIoe obpaso-
BaHMe pasMepaMu 19x18x33 MM IUTOTHOCTBIO
36-42 HU (puc. 1), koTopoe 6BUIO pacleHeHO
KaK 06beMHOe 0Opa3oBaHUe JIEeBOI'O HaAIoded-
HUKa. 1A panpHelmiero obciefoBaHuA pebe-
HOK OBLI IepeBelileH B OSHAOKPUHOJOTHYECKOE
oTAeneHue. B xoze ob6ciesoBaHUA JAaHHBIX 3a
TOPMOHA/IbHO-aKTUBHYIO OITyXOJb BBISBIEHO HE
6BUIO, YCTAaHOBJIEH KIMHUYECKUH AUAarHO3: «HUH-
IYJieHTaJoMa JIEBOro HaJlovYedyHuKa». Pe6eHOK
OBUI KOHCYJBTUPOBAaH OHKOJIOTOM: YYHUTBHIBadA
HOPMaJIbHBII YpOBEHb HeHpOHCHEeIUpUIeCKOi
€HOJIa3bl, yOeAUTeNIbHBIX JAHHBIX B IIOJb3Y 3JI0-
KaveCTBEHHOH MpUPOoAb 06pa3oBaHUs MOIyIeHO
He OBUIO.

OmnepaTHBHOE BMEUIATENbCTBO OBLIO IIPOBEAEHO
B OTJEJNEHUY HEOTIOXXHOH U abZ0MUHAIbHOU
xupyprud. Jia goctyna K 06JacTy JeBoro Haj-
MIOYEYHUKa BBINOJTHEHA OTKPBITasA JalapoCKo-
ysA, IPOBeZieHa YaCcTUYHAas MOOMIN3alus cee-
3€HKU U BEPXHEro I0JII0Ca JIEBOH II0YKH, ITOCsIe
YEero yCTaHOBJIEHO, UTO JIEBBI HAZAIIOYEYHUK Y
pebeHKa MHTAKTeH, UMeeT HOpMaJbHOE CTpoe-
Hue (puc. 2), OAHAKO K ero BepxHeMeANaIbHO-
My KOHTYpY IPWIEXHT 00pa3oBaHUe, pa3Mepsl
KOTOpOTO OBbUIM IepBOHAYaJbHO paclieHeHB B
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Puc. 2. Y gepxrezo nontoca negoti nouku (REN)
susyanusuposaH HaonoueuHuk (ADR), umerowuil
HOPMAIbHOe cmpoeHue

npegenax 3x2x2 cM (puc. 3). B xoze aAucceKnu
YCTaHOBJIEHO, YTO HAZJIIOYEYHUK 1 06pa3oBaHue
JIETKO OTZEIUMBI APYT OT Apyra. Ui MOJHOTO
yaaneHus o6pa3oBaHUsA NPOBeAeHA ANCCEKUNA
B Me€AraJIbHOM HallpaBJIEHUU Ba6pIOH.II/IHHO, Ipu
9TOM BbISIBJIEHA IIPOTKEHHAs «HOXKa» 00pa3o-
BaHWA, uAylasd 110 HallpaBJICHUIO K KapAHUaJIbHO-
My OTZeJy JKeJyZKa U He UMeEIoIasd ¢ HUM SCHO
pasnuuuMoi rpaHunbl (puc. 4). JlaHHas UHTpa-
olnepanyoHHas KapTUHA [T03BOJINIA TPAKTOBATh
HaXO/Ky KaK JUBEPTHUKYJI XKeTyAKa, ObUTO IPUHS-
TO pelreHue 06 yzaneHuu o6pa3oBaHUsA IIyTEM
IepeceveHusi ero Y OCHOBAHUI TP MIOMOIIH JIH-
HeHHOro CUIMBalolero ammnapara. [locieonepa-
LMOHHBIN MTepro/ IMpoTekan 6e3 ocobeHHOCTeH,
Ha 7 CyT C MOMEHTa omepauuu peGeHOK ObUI
BHIMKCaH ZoMOM. [IpoBeseHHOE MaTOTHCTONO-
THYeCcKOoe KCCIeJOBaHNE YAATIEHHOIO MaTepHa-
Jia BBIABWIO Ha/IMYHE B IIpernapare aHOMaJIbHO
chopMUpOBaHHOI JIETOYHOM TKaHU, YTO ITO3BO-
JIWJIO YCTaHOBUTH OKOHYATEIbHBIM JUATHO3.

TakuM  06pas3oM,  MYJbTUAUCIUILIMHAPHEIN
TIOAXOZ K JIeYeHUIo pebeHKa ¢ OOBEMHBIM 006-
pa3oBaHMEM HEU3BECTHOM OpraHHON IIpUHAJ-
JICXKHOCTHU C IIPpUBJIEYEHUEM CIEIUATIHNCTOB

Puc. 3. K 8epxHemeduanbHOMy KOHMYpY Hadnoueu-
Huka npuieycum ob6semHoe obpasogatrue (TUM)
HesICHOU OP2aHHOLL NpUHAdIe)cHOCMU

pasnuyHoro mpodwis (XUpypr, OHKOJIOT, SH/O-
KPHHOJIOT, CIIeIUaJIUCT Jy4yeBON ANarHOCTHUKU)
MO3BOJIAET IMIPOBOAWUTH OIlEpaTHUBHOE BMella-
TEJIbCTBO y ITOJIHOCTBIO OOC/IeJOBAHHOTO Mallk-
eHTa. HecMoTpsa Ha 3TO, IIpU psAAe BPOXAEHHBIX
aHOMaJINM pa3BUTHUA, TaKUX KaK CeKBecTpalusd
JIETKOT'0, OKOHYaTeJIbHasA Bepncl)I/IKauI/m AVardo-
32 BO3MOXXHa TOJIBKO II0CJIE IPOBEAEHUA IaTOTU-
CTOJIOTUYECKOT0 uccaenoBanus. l

Puc. 4. ITocae duccekyuu 06pa3o8aHusl YCMaHo8aeHo,
YUMo 0CHOBAHUE e20 NPUeHCUM K KAPOUANbHOMY omde-
iy wcenyoka (GAST)
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KivHnueckuni ciaydyamn
MYJIbTUAUCITUNIIMHAPHOTO

M MHAUBUIYAJbHOIO MOAX01A
y pe0eHKa C OCJI02KHEHHOM
¢dopmoii 0o1e3au Kpona

TOJCTOMU KHUIIIKU

pu 6onesnu Kpona (BK) Toscroii

KHUIIKN Haubojee TKENbIM OC-

JIOXKHEHUEM fABJIAETCA CTPUKTYPA
aHAJIBHOrO KaHala M IpsAMOM KUIIKU. B 3apy-
6e)XHOM IuTepaType ONKCAaHbI pa3Hble BADUAHTEI
JedeHus1 JaHHOU dopMbl BK — OT KOHCepBaTHB-
HBIX CII0cOO0B 0 6osiee TpaBMaTUYIHBIX XUPYD-
TUYEeCKHUX MeTOZOB, TAKUX KaK pe3eKIUs NpAMOM
kumku [1, 2, 3]. OgHAKO MMEIOTCS JIUIIb €IU-
HUYHBIE COOOIIEHMA O TIPOBeleHNH COUHKTEPO-
COXPaHAIINX Pe3eKIUN MopakeHHON IIpAMOoi
KUIIKW C JIAIIaPOCKOIMYECKON WM OTKPBITOM
Mobunusanueii y geteti ¢ BK [4].
Llenp: AeMOHCTpalyA U KJIWHUYECKUIH pa3bop
TanyeHTa ¢ TshKenoi popmoii BK, ociioxxHeHHOM
dopMHUpoBaHMEM CTPUKTYPHI JUCTATIBHOIO OT/E-
JIa TOJICTOM KUIIKM Ha ¢oHe HedhdeKTUBHOCTU
KOHCepBaTHUBHOM Tepanuu.

B ceurabpe 2017 r. manuent 0., 13 seT, aKc-
TPEHHO TOCIUTAJINU3UPOBAaH B OTZEJIE€HUE reMa-
Tosloruu Mopo3zoBckoii /JITKB 1o HacTosSHUIO

Y4aCTKOBOI'O Bpaua, BhIABUBIIET0 3HAUUTEIbHOE
CHIDKEHUe reMOoryiobrHa B KOHTPOJIbHOM aHaIu-
3e KpoBHU. VI3 aHaMHe3a U3BECTHO, YTO y pebeHKa
B TeYEHUeE rofia COXpaHsIach jxkeae3onepuiiutHast
aHeMus cpeZHel TAXKeCTH, HeCMOTPsA Ha IIPOBO-
AUMYIO Tepaluio pa3jIWYHBIMU IIpenapaTaMy
skese3a. Kpome Toro, nmepuoguyecky oTMevascs
KammieobpasHelil CTY/I ¥ UMEJICS BhIpaXKEHHBIHM
Jebunut Beca. IIpy npoBeseHuy Y3 BEIABIEHBI
5XO-TIPU3HAKU KOJIMTA B BUle aKTUBHOTO BOCIIa-
JIEHUS.

PebeHOK TlepeBefieH B OT/Ae/NieHHe TacTPOIHTe-
posoruut MAITKE gz ganpHeliniero obciaezoBa-
Hus. [lo 1abopaTOpPHBIM AaHHBIM: ITOBBILIEHVE
C-peakTtuBHOro 6enka zo 0,0320 r/n (HopMma 10
0,0050 r/n), moBermeHue COD xo 18 Mmm/4 (HOp-
Ma 70 15 MM /4). ITo JaHHBIM KOJIOHOCKOIIMH: OC-
MOTPEHHI OTZEJbI TOJICTOU KUIIKU U JUCTATbHEIE
OTZieNTBI OZAB3/OUIHOM KUIIKW; IPOCBET CBOOOA-
HBIH; BaHAJIbHOM KaHaJIe TUIIEPEMUS C 09arOBBIM
HaseToM uOpUHA; cpa3y 3a aHaJIbHBIM KaHa-
JIoM cy)xeHue mpocBeTa 10 0,8 cMm 3a cueT py6-
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LIOB C O4aroBbIM HaseToM $ubpHUHa; B MPSIMO,
CUTMOBHUZHON M HHUCXOZAIIEN KUIIKe — OTeK,
ryunepeMusi, OTCyTCTBUE COCYAHUCTOTO PHCYHKa,
MHOXXECTBEHHBIE CJIUBHBIE sSI3BEHHBIE AePEKTHI,
THOEBUJHAs CJIN3b, Pe3KO ITOBHIIIeHHasA KOHTaKT-
HasA KPOBOTOYMBOCTD; B BBHIIIENIEKAIINX OTAeNIaxX
C/IM3WCTas BU3yalbHO He U3MeHeHa (puc. 1). ITo
JAHHBIM THCTOJIOTUU: MOPGOIOTUYECKUI MpU-
3HaKu CIabOBBIPA)KEHHOTO XPOHUYECKOT'O MU-
HUMAaJIbHO aKTUBHOTO WIEUTa, XPOHUYECKOTO
5PO3HUBHO-I3BEHHOI'0 KOJIUTA C IPU3HAKAMU BbI-
PaXEHHOI aKTUBHOCTH B JIEBBIX OTZeaX (B 60/1b-
uieil CTemeHU COOTBETCTBYeT Gosne3Hu Kpona).
T'ucrosoruyeckoe 3akitodeHue: Mopdosormde-
CKMe IIpU3HAKU XPOHUYECKOTO 3PO3VBHO-A3BEH-
HOTO KOJWTa C NpU3HAKaMM BBIPAXEHHOM ak-
THUBHOCTH B JIEBBIX OTZiesIax (B Gosibliieil cTeneHn
cootBetcTByeT BK). BrimosHena uppurorpadus:
JViaMeTp BOCXOAAINIeN KUIIKU U JIEBBIX OTAENOB
TIONEPEYHO-060/I0YHOM KUIIKU yMEHBIIEH [0
17 MM ¢ nepecTpoeHHBIM pesbedoM. IlanueHTy
BBICTaBJIEH AWArHo3 «bose3Hb KpoHa ToscTOM
KUIIKY, BIEPBble BHIABIEHHas». [Io TmKecTH
COCTOAHUA HayaTa TCOpPMOHa/lbHAas Tepamnusd
[mepopansHo mpeanusonoH 1 wr/(xr/cyt)],
Ha (OHE KOTOPOU MO JabOpaTOPHBIM JaHHBIM
COXpaHIach BOCHAIUTENbHAsA  aKTUBHOCTD.
C okTa6psa 2017 r. HayaTa 6moIoruyecKas aHTU-
nuTokuHoBasA aHTU-PHO-Tepanua mpenapaToM
Apanmumymab (mozkoxHo 40 Mr/2 Hex).

B mapre 2018 r. mpoBeZEeHO KOHTPOJBHOE 06-
CjlefoBaHMe, Ha KOTOPOM BBIABIEHa pyOIoBas
CTPHUKTYpa IpsAMOH KUIIKU. [TpU peKTaJbHOM HC-
cle/J0BaHUHN: Ha BbICOTe 1,5—2 cM OT aHyca oIlpe-
JleJIIeTCsl PUTHAHBIA KOJIbLIEBUHBINA CTEHO3 ITPO-

Puc. 1. A36eHHO-ubPUHO3HBL
koaum (kosoHockonus)

CBeTa KUILIKU OKOJIO 5—6 MM B fuametpe. Y3U:
MOAB3/IOIIHAA KUIIKA He U3MEHEeHa, BOCXOAAIAA
U TIOIIEPEYHO0-000/I04YHAs He U3MeHeHa, HaulHast
CJIeBOT0 U3ruba 060109HON KUK COXPAHAETCA
yTOJIILIEHUE CTEHKHU A0 5 MM, anddepeHIInpoBKa
3HAUUTEIBHO CHIDKEHa, pparMeHTapHO He Ipo-
C/IeXUBaeTCsA; KOHTYPHI KUIIKY HepOBHEIE, KPO-
BOTOK B cTeHKax npu LI/IK He u3aMeHeH; 10 XO4y
nopakeHHOTO ¢parmMeHTa O06OJOYHON KHUIITKKU
COXpaHAETCA BBIPAKEHHOE YTOJIEHNUE U ITOBBI-
LIeHHe 5XOT€HHOCTH BHYTPUOGDIOLUIHOIO JKHUPA;
dparMeHT IIPAMOM KUINKHK Ha YPOBHE IIEEYHOTO
OTZies1a MOYEBOTO ITy3bIPs 3HAUUTEIBHO CY)KeH [0
HECKOJIbKUX MWLIMMETPOB, BBIIIE ONpeeIAeTC A
paciipeHue KUMKU 10 38—42 mM; sxorpadu-
YecKue IPU3HAKH JIEBOCTODOHHETO KOJHTA C
U3MEeHEeHUAMH, XapakTepHbIMU 11 B3K, cTeHO-
3a npamoi kumku. ®KC: cyxeHue mpocBeTa B
aHaJIbHOM KaHaJle /o 4—>5 MM, BBIIIE CY’KEeHUs B
IIPAMOM KHUIIKE OTEK, TMIIepeMHUA, MHOXXEeCTBEH-
HbIe s3BeHHbIe JedeKThl U yYacTKU TpaHyIIALU-
OHHOI TKaHW, B CUTMOBUAHOM W HUCXOZAIIEH
KUIlKe Ha poHe HeM3MeHeHHOH CJIM3UCTOH oIpe-
JENAI0TCA YYaCTKU M'MIIePEMUM, OTeKa C MEJIKU-
MU adpTONMOAOGHBIMY U SI3BEHHBIMU JedeKTaMu
¢ HaseToM ¢ubpuHa (puc. 1). 'ucronoruyeckoe
3aKJIIOYeHHe: XPOHUYECKUUM JIeBOCTOPOHHHUM
AI3BEHHBIH KOJIUT BBICOKOH CTEIIeHU aKTUBHOCTH.
Vppurorpadus: ompezensercsi 30Ha CyXEHUA
IPAMOM KUIIKU B IIPOEKIIMH aHAJIBHOTO KaHaIa
MPOTKEHHOCTBIO 10 34 MM, AuaMeTp 3—4 MM.
3akJIro4eHre KOHCHINYMA IacTPOIHTEPOJIOTOB U
XUPYpProB: pebeHKy c 6ose3Hp0 KpoHa ToOICTOM
KUIITKY, OCJIOKHUBILIEMCA CTPUKTYPOU HpAMOIL
KUIIKY, YY9UThIBasA HeapHEeKTUBHOCTb KOHCEDP-

Puc. 2. Cmpukmypbet npsamoti u cue-
Mo8uOHOU kuwku (uppuzozpadus)
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BaTUBHOU Tepamuu (BKJIIOYasi TOPMOHAIbHYIO
U OMOJIOTHYECKYIO Tepamwuio), 3afepKKy Qpuan-
YeCKOro W IOJIOBOTO Pa3BUTHA C BHIPAKEHHBIM
gebunutom Beca (MMT 12,6), mybepTaTHBbIH
BO3PACT, JIOKAJIbHOE MTOpakeHue KUIIKH, IT0Ka3a-
HO XUpyprudeckoe jedeHue (puc. 2). 3amiaHu-
poBaHa JIANIAPOCKOMMYECKH ACCHCTHUPOBAaHHAS
Ppe3eKUUs AUCTATBHOTO OT/ieNIa TOJICTOM KUIITKY C
HaJIOXKeHWEeM CUTMOAHa/IbHOT'O aHACTOMO3a.

Pe6GeHOK TiepeBeZieH B OTZAeJeHHEe HEOTIOXKHOM
u abmomuHanbHOM xupypruni MITKB. Ilocie
TpoOBeZleHNs  IpeAOIEePAlIOHHON  IOATOTOB-
KA BBHIIIOJTHEHO OIlepaTUBHOE BMeENIATEIbCTBO
(22.03.2018). Ilo maHHBIM JIAIaPOCKOIIUYECKOM
PEBU3UM TOJICTOW KWILIKHU BBIABJIEHBI 3HAYUTEb-
HblE BOCIIQJINUTEbHBIE U3MEHEHUs BCEH JIeBOM
TIOJIOBHUHBI 00OZI0YHOM KHUIIKA OT IePeXOJHOM
CKJIaZKU OpIOMIMHEI JO AMCTAJIBLHON TpeTH Io-
TepevYHO-060[0YHOM: KHUIlleYHas CTeHKa 3Ha4u-
TEJTbHO YTONIIEHA, CKJIEPOTUYECKH U PyOLIOBO
U3MeHeHa, C TYCKJIOH U IIepOXOBATON CEPO3HOM
0060JI0YKOI, C CUMIITOMOM «HAITOJI3aI0IIero XXupa
OpBDKeKU». [IpOKCHMMasbHbIE OTAENBI TOJCTOU
KUIIKU U TOHKas KUIIKa He M3MeHeHBI. VIHTpa-
OTIepalIIOHHO MIPUHSATO pellleHre 06 U3MeHEeHUN
TaKTUKU U oOBbeMa OIepaTHBHOIO BMeIIaTelb-
cTBa. BrIMTo/THEeHA JTaITapOCKOITTYECKU aCCUCTHUPO-
BaHHasA CyOTOTaIbHAsA KOJISKTOMUS C PAa3BOPOTOM
Ha 180 rpasycoB u HHU3BeJE€HHEM Ha IIPOMEX-
HOCTb BOCXOJSIIIErO OT/eJIa KUIIKY, C HAJIOXKeHH-

€M aclieH/I0-aHaJIbHOT'0 aHACTOMO3a 1 HaJIOXKEeHU-
eM IIpeBeHTHUBHOM JIBYCTBOJIbHOU MI€OCTOMBI.
[MocsieonepaiiOHHEIN TEPHO/ MpoTeKan 6e3 oc-
JoKHeHUU. ONOPOXHAICA 110 WIEOCTOME C IIep-
BBIX CYTOK. PeKTa/lbHBIM WHTYyOATOp yZalieH Ha
10 cyT, aHacTOMO3 CBOGOZHO MPOXOAUM. PebeHOK
BBINMCAH B YZOBJIETBOPUTETHHOM COCTOSTHUU.
Obecmeuen B KII M/ITKB 6ecriaTHBIMU pelier-
TaMU Ha KaJIONPUEMHUKHU U CPEACTBA yXoJa 3a
cromoii. IlpogomkeHa 6uonorudeckas aHTh-O-
HO Tepanus ¢ 1esbio IpodUIaKTHKK TOCIeore-
panyoHHoOro penyauBa. [ianupyeTcs 3akpbiTUe
CTOMEI Uepe3 2 Mec II0c/Ie IPOBeeHUA Kypca pe-
abWwINTaLUN.

3AK/IIOYEHUE

IIpeeMCTBEHHOCTh KOHCEPBAaTHMBHOI'O U oOllepa-
THBHOT'O 3TAIOB JIEYE€HHUdA, BHIOOD IPaBIIBHOMU
JIEKapCTBEHHOM U XUPyprudecKoy crpareruu, a
TaKKe MHANBUAYAIbHBIN [TO/X0Z ABJIAIOTCA 3aJI0-
roM ycIlexa B OCTVKEHUU PEMUCCUH Y JeTel ¢
TKeNoH 6ose3Hblo KpoHa. Beibop B mosb3y Ma-
JIONHBa3UBHBIX BMEIIATENIbCTB ABJIIETCI 0COOEH-
HO B&)KHBIM MOMEHTOM /I COXPaHEHUA aHalb-
HON KOHTHMHeHIuu. Haubosiee ONTHMaTbHBIM
BapHaHTOM JIe4eHHs OCIOXKHeHHOH BK saBiaeTca
KOMOUWHAIUS 6MOJOTMYECKOM Tepanuu ¢ Imocie-
ZYIOIIUM XUPYyPIrU4eCKUM BMeIIaTeIbCTBOM, IYTO
U TIPOJEMOHCTPUPOBAJ JAHHBIH KIMHUYIECKUN
npuMep. H
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Jlamapockonuyeckum

MeTOoI npu (pOpMHUPOBAHUN
NMPOKCHUMAJIBHOI'O
MEKMOYETOYHUKOBOI'O
aHACTOMO3a y pe0eHKa

C BJIATAJIMIIHOM SKTOIMUEHn

M ypeTeporunapoHedpposom
BEPXHEro CerMeHTa yJBOCHHOM

JIEBOM IOYKU

bl IIpeAcTaBisfgeM ciIydail us

TIPaKTUKU — 3HZOCKOIIYecKoe

MaJIOTpaBMaTU4YHOE PEKOH-
CTPYKTHUBHOE BMeIIaTe/IbCTBO, BEIITOTHEHHOE I1a-
LIKeHTKe C ypeTeporuzipoHedpo3oM SKTOIIHPO-
BaHHOTI'O BO BjIarajuiie MOYeTOYHHUKA BEPXHEro
CcerMeHTa yZABOEHHOM JIeBOM MOYKU U KanmobamMu
Ha HeZlep;KaHHe MOYU.
YaBOeHHe MOYEBBIX ITyTell — 3TO aHOMAaJIHsA pas-
BUTHA MOYEBBIIEIUTENLHON CHUCTEMEBI, BCTpeda-
ercsa y 0,8% B momyssiuu [1]. B 6onbinnHCTBE
cly4aeB yZBOEHUe HeIlOJIHOe U KJIWHUYeCcKU He-
3HaynMoe. OZHAKO MPU IMOJHOM YABOEHUU BO3-
MOXXKHa accolyalysa ¢ TaKMMM IIOPOKaMH, Kak
ypeTepoliesie, Iy3bIPHO-MOYETOYHUKOBLIN ped-
moke (IIMP), Hezep:xaHUe MOYH, YpeTepOTrHpo-
Hedpo3 [2], TPU KOTOPBIX MOTYT HaGJIIOAATHCSA pe-
UMAVBUPYIOIIYE NHGEKIINY MOYeBbIX ITyTeii [3].
[TosiHOE yABOEHHE BEPXHUX MOYEBBIX ITyTeH U
HEKOTOphle CBA3aHHbIE C HUMU I1aTOJOTMYecKUue
COCTOSTHHS Yallle BCETO BBIABJIAIOTCS ITpeHaTalb-
HO IIPU CKPUHUHIOBOM YJIBTPa3ByKOBOM HCCJIe-
JOBaHUM.
WuzaynypoBaTh Ha4aIo JUarHOCTUYECKOI'O IIOUC-
Ka MoZ06HOM aHOMAaJIMY MOYEBHIX IyTeH MOXeT

HaJIM4YUE TaKUX CHenuPUIECKUX CHMIITOMOB,
KaK KalleJIbHOe MOATEKaHUEe MOYHU B IPOMEXKYT-
Kax MeXXAy aKTaMHU MOYEHCITyCKaHUs (XapaKTep-
HO /1151 9KTOIIMY MOYETOYHNKA) U PELUANBHPYIO-
mast *HGEKIYsT MOYEBbIX ITyTeH.

B panpHelimeM A Bepudukauuu AuarHosa
TpebyeTcs MpoBeJeHNe KOMIUIEKCHOTO 06cyes0-
BaHUA, KOTOPOE MOXKET BKJIIOYATh BHYTPUBEH-
Hy10 yporpaduio, MUKIHOHHYIO Lucrorpaduio,
cunHTUTrpaduio, a TakKe KOMIIBIOTEPHYIO WM
MarHUTHO-Pe30HaHCHYIO ToMorpaduio [4].
YuuThiBag ~ pasHoobOpasue  CONMyTCTBYIOIIei
YPOJIOTUYECKOM IATOJIOTUU Y ZeTell Npu yABO-
€HUU MOYETOUHHKOB, BO3MOXHBI DPa3lIUIHbIE
BapUaHThl OIIEPATHUBHBIX BMEIIATENbCTB. JTO
OpraHOyHOCAIIME Ollepaluy — reMuHedpype-
TEP3KTOMHUA U OPraHOCOXPAaHAIUIUE PEKOH-
CTPYKTUBHBIE BMeLIaTeIbCTBA: YPETEPOIHCTO-
HEOMMIUIAHTAI[UA OZHOI'O MOYETOYHMKA WU
060UX MOYETOUHUKOB «€AWHBIM OJIOKOM», a
TaKKe HaJIOKEHHE MEeXKMOYETOYHUKOBBIX aHa-
CTOMO30B. B pasjuyHBIX KIMHUKAaX KOPPEKIIUS
TTOPOKOB BEBIMIOJIHAETCS C UCIOJIb30BaHUEM KakK
OTKDBITBIX, TaK M JHJOBUJEOXUPYPIHUUECKUX
BMeLIaTeIbCTB.
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B HacTosIII[ee BpeMsi B MUPOBOI ITPaKTHUKE MPe/-
MMOYTEHUE OTJAETCS PEKOHCTPYKTUBHBIM JIama-
POCKOTIMYECKMM U  PO6OT-aCCUCTUPOBAHHBIM
oreparyaM, Py KOTOPHIX, B OTINYHE OT T€MU-
HeppypeTepIKTOMUN, OTCYTCTBYET IOBPEXKZE-
HUe TTapeHXUMBl HHTaKTHOTO CErMEHTA yABOEH-
HOM mouku [5].

MsI mpeZcTaBifgeM KIMHUYECKOe Habioze-
HUe, B KOTOPOM Yy IeBOYKHU C ypeTepOoruapo-
HedpO30M SKTONMHMPOBAHHOTO BO BJIAraIHIie
MOYeTOYHHKA BepXHEro cerMeHTa YJBOEH-
HOIA JIEBO#i IOYKH ObLIO MPOBEAEHO CO3/laHue
IIPOKCHMAaJIbHOTO MEXMOYETOYHHKOBOTO
aHacToMoO3a ¢ IIPUMeHeHHeM JianapoCKOIHU-
YeCKOU TEeXHUKH.

BboabHas A., 4 roga, AeBouka. Poaunace OT BTO-
poii 6epeMeHHOCTH, BTOPBIX pOZOB (BO3pacT Ma-
Tepu 33 roza). BepemeHHOCTH IpoTekasa 6e3 oc-
JoXHeHUl. Pozbl Ha 38-11 Hezlesle 6epeMeHHOCTH
B T'0JIOBHOM IlpeiexxaHun. OKOJIOIUIOZHbBIE BOJBI
ceeTisle. OnjeHka 1o mkasne Anrap 8/9, macca
Tesia pu poxaeHuu 3400 r, pocT 52 cM.
AHTeHaTaabHO Y3/ He BBHIIOIHAIOCH.

C poxkZeHusA MaTh OTMeYasia IOCTOSSHHOE TIOATe-
KaHVe MOYH B IPOMEXKYTKaX MeX/y CIIOHTaHHBI-
M1 MO‘IeHCHyCKaHI/IHMI/I C COXpaHHLIMI/I HOPHI/I-
AMH. B Bo3pacTe Tpex JieT BIlepBble BBHIIIOJIHEHO
V3, aKkcKpeTopHas yporpadpus U MUKIMOHHAS
nucrorpadus. [To JaHHBIM TPOBEAEHHOTO 06 cTe-
AOBaHUA BBIABIIEHO y,Z[BoeHI/Ie BerHI/IX MOYEBBIX
myTeil cieBa c ypeTeporuapoHedppo3oM BepxHe-
ro CerMeHTa. YUUTBIBaA KJIMHUYECKYIO KapTHHY,

3aro03peHo HaJN4yue SKTOIHNHU yCTh MOYeTOd-
HHUKa BepxHero cerMeHTa.

ITo mecty xurtenbcrBa ([IBPO) poauTensMm pe-
6eHKa OBbUIO IMpPEAJIOKEHO IMPOBEJEHUE OTKPHI-
TOTO OIIePAaTHUBHOI'O BMeIIaTelbCTBA — IeMU-
HedpypeTepakToMuu cyieBa. OT MpeIoKeHHOR
TaKTUK{ JIeYeHUs POAUTENN OTKAa3aauch, KOH-
CyJBTHPOBAHbI U B JajJbHEHIIeM TOCIUTaIN3U-
poBaHBl B MOPO30OBCKYIO JAETCKYI0 TI'OPOZCKYIO
KJIMHUYECKy0 60mpHULY (T. MOCKBa).

[pu nocTymieHuu pebGeHKy BhINOoNHeHO Y3 mo-
YyeK, Ha KOTOPOM YCTaHOBJIEHO IIOJHOE yABOEHUE
BEPXHUX MOYEBBLIX IyTed CJIeBa, ypeTeporuzpo-
HedpoO3 BepxHEro cerMeHTa. /[uaMeTp MOYeTod-
HUKA BEPXHETO CerMeHTa B BEPXHEW U CcpefHei
TPeTH cocTaBsu1 9—11 MM, B HIDKHEH TpeTu Mo-
YEeTOYHHUK BepXHEero cerMeHTa JOCTOBEPHO BU3Y-
aMM3upoBaTh He yzajnoch. [lapeHxuMa BepxHEro
cerMeHTa TOJIIUHOM 10 3 MM, KPOBOTOK COXPaHEH.
[NapenxrMa HrpkHero cermeHTa 8—9 mm. Ilapen-
X1Ma KOHTpasIaTelbHOU IIOYKH TakKe 8—9 MM.
1A 4eTKOro Ipe/CTaBleHUs aHATOMUYECKOTO
CTPOEHUsI BEPXHUX MOYEBBIX IyTell pebeHKy J0-
TIOJTHUTEJIbHO BBINIOJIHEHA KOMIIbIOTepHasA TOMO-
rpadus ¢ KOHTpacTUpoBaHUeM. licciezoBaHUe
TIOATBEPAWIO paclipeHre MOYeTOYHUKA BepX-
Hero cerMeHTa 10 9 MM, HCTOHYeHVe ITapeHXNUMBbI
0 3—4 MM. OfHaKO, HECMOTPA Ha BBIIIOJHEHUE
OTCpPOYEHHBIX TOMOTrpaMm (Z0 15’), AUCTANTBHYIO
TpeThb MO4YETOYHMKA BEepXHEro cerMeHTa BU3ya-
JIM3UPOBATh He yAAJIOCh.

Jnsa npoBegenusa auddepeHITMATBbHON AUarHoO-
CTUKU pebGeHKY BBINOJHEHA TPo6a ¢ MHAUTOKAap-

Puc. 1. Knunuueckuil npumep. Bonvnas A., 4 200a. Conozpammul. YpemepozaudpoHedpo3 8epxHez0 ceeMeHma yO80eHHOL

J1esoli nouku
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Puc. 2. Knunuueckuil npumep. BonsHas A., 4 200a. KomnestomepHsie momozpammbt pebeHka ¢ ypemepozudpoHepozom

8epxHezo cezMmeHma y080eHHOLl J1egoll nouku

MHHOM. B MOuY€eBOIi y3bIph GBUT BBEZEH PACTBOD
WHAWTOKapMMHA, HAa IIPOMEKHOCTU YCTaHOBJIe-
Ha NpoKJIaJKa. B mpoMexxyTKax MeXAy caMOoCTO-
ATeJTbHBIMM MOYEMCIyCKaHUAMU (OKpalleHHOM
MOYOH) Ha IPOKJIaJKE BHU3yaJINM3UPOBAaHA CBET-
Jlasg MO4a, YTO NMOATBEPXKJaeT Halu4ure SKTOIINU
MOYETOYHHKA (Hpe,E[HO]IO){(I/ITeJII:HO B IIpeaBepue
BJIaTaJIHINa).

[Mocne 3aBepuieHus o6cieoBaHuA ObLIa 3arvia-
HUPOBaHa ollepallyiA: BHeINly3bIpHasd IollepevyHast
YPETEPOLIMCTOHEOUMIUIAHTAIUA MOYETOYHHKA
BEpXHero cerMeHTa C MCIOIb30BaHHUEM Jalapo-
CKOIIMYECKOT'0 JOCTYIIA.

OfHako NpH BBHINOMHEHUH JallapoOCKOIMHU U pe-
BU3UM OPraHOB 3a6PIOIIMHHOIO IPOCTPAHCTBA
BBIAIBJIEHO, YTO MOUYETOYHHK BEPXHEro cerMeHTa
JVICTaJIbHee TlepeceyeHus C IMOAB3AOIHBIMU COCY-
ZlaMU CTeHO3UPOBAH U MMeeT Hapy>KHBIH AuaMeTp
IpUOIU3NUTENBHO 2 MM. OT ypeTepOIMCTOHEOUM-
IUTaHTaLUY pelleHOo OTKa3aThCs BBUAY OTCYTCTBUS
BO3MO)XHOCTH Ka4eCTBEHHO HAJIOKUTh ypeTepo-
[IMCTOaHACTOMO3 M IPOBECTH HHTYDaIMI0 Mode-
TOYHUKA. MO4YeTOYHVK IlepeBsI3aH U IlepeceyeH.
Ilpu pganpHeHmell peBU3WM OOHAPY)KEHO, YTO
HpOKCPIM&T[bHLIfI OTZEJI MOYETOYHHKA BEPXHETO
cerMeHTa pacimupeH 10 10—12 MM, U3BUTOH, HO
Ha PacCTOAHMU OKOJIO 4,5 CM OT II0OYKU OTMEYeH
ero CTeHO3 Ha BceM NpOoTaxeHUU. OT co3faHus
JVICTAIBbHOTO MEXMOYeTOYHHUKOBOI'0 aHACTOMO-
3a pelleHO OTKa3aTbCA BBHUAY HEBO3MOXXHOCTU
ero GpopMHUPOBaHU.

Mo4yeTOYHUK BepXHEro cerMeHTa IepecedeH B
obacTi BOPOT IIOYKKM B KOCOM HallpaBJIeHUH,
BCKPBIT IIPOCBET MOYETOYHHUKA HIDKHErO Cer-
MeHTa, CHOPMHPOBAH MEXMOYETOYHUKOBBIHM
aHACTOMO3 Ha aHTerpajHO YCTAaHOBJIEHHOM B
KOJUIEKTOPHYIO CHCTeMy BepXHero cerMeHTa Ka-
TeTepe — CTeHTe AuaMmeTpoM 5 CH.

Tocne oneparuu pebeHOK mepeBezeH B OPUT,
rZie HaXOAWICA Ha NMPOTsKeHUU 1 cyT. PeGeHOK
TIoJIy4asl aHTUOAKTePHaTbHYIO Tepanuio (aMoK-
CUIIWUIMH B KOMOMHAIIUU C KJIABYJIaHOBOM KHC-
JIOTOH), WHQY3HOHHYIO Tepanuio U MYyJbTUMO-
JanbHOe 00e300IMBaHue.

O6e3bomuBaHue MPOBOAWIOCH Yepe3 KarTeTep,
YCTaHOBJIEHHBIN B 3NUAYyPaJIbHOE IIPOCTPAHCTBO
Ha IPOTSKEeHUH OJHUX CYyTOK, YpeTpalbHBIN Ka-
TeTep yAaJIeH Ha 5-e Toc/IeoNepalOHHbIe CYTKU.

Puc. 3. BuipasieHHbLIl CmeHo3 OUCMAIbHOLL mpemu moue-
MOYHUKA BEPXHE20 ceeMeHma
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RZ 1)

IoceonepaliOHHBIN IEPUOZ MPOTEKAJ ITIaZKO.
Mexzy MOYeuCIyCKaHUAMU IOATeKaHWM Modu
GoJIbllle HE OTMEYEHO.

[Tepuoz rocnuTanusalyiv cCOCTaBwI 7 CyT. Boinu-
caH pe6eHOK B yJOBIETBOPUTENTbHOM COCTOSTHUH.
B manbHeiimeM, yepe3 1 Mec, pebeHKy OBLT yzAa-
JIEH KaTeTep-CTeHT BHYTPEHHEr0 [PeHNPOBaHUSA.
B guHaMuKe OTCYTCTBYIOT IIpH3HaKM CTeHO3a
aHacToMoO3a.

3AKJIIOYEHHE
KimHuyeckoe HabiofeHUe TIpeACTaBIsAeT UHTe-
pec AJI YPOJIOTOB-aH/POJIOTOB, 3aHUMAOLIMXCS

Puc. 4. Pacuupenue npokcuMansHo20 omoead MOUemouHu-
Ka U cmeHo3 OUCManbHoz20 omoend

SH/JIOCKOIIMYECKON XUPYprueu, Tak KakK IozA00-
HBIM IIPOTSXXKEHHBIN CTEHO3, BBIABJIEHHBIN BO
BpeMs OTKPBITOM YpeTepoLHCTOHEOUMIUIAHTA-
UMM 3HAYUTENbHO 3aTPyAHWI Obl JayibHEeHIInii
X0/, OIepaTUBHOTO BMeEIIATEIbCTBA W IPUBEI
6Bl K BBINIOJHEHUIO JOIMOJHUTENHLHOIO ZOCTYTIA,
YTO 3HAYUTENIHHO IMOBBICUIO OBl TpaBMaTHY-
HOCTb ONEpaly U YAJUHIWIO OB CPOK TOCIIH-
Tasn3auuu. [lo-HalleMy MHEHUIO, BbIOOpD Ma-
JIOMHBA3UBHOI'O JIAMIAPOCKOIIMYECKOro crocoba
MO3BOJISIET MPOBECTU TIIATEIbHYI0 PEBU3UIO U
PEKOHCTPYKIIMIO MOYEBBIX IyTel 0e3 ZOIMOJHU-
TeJIbHBIX pa3pe3os. W

Puc. 5. IIpoyecc popMUpO8arUs NPOKCUMANLHO20 MEHCMO-
UeMmoUHUKOB020 AHACMOMO3A
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KaBep3Hoe HHOPOJIHOE TeJ10
NUIIEBOJA Y rOA0BAJIOr0

pedeHKa

peACTaBlIeHO KJIWHUYEeCcKoe Ha-
GJtoZieHrie HEOOBIYHOTO WHOPOJ-
HOTO TeJjla: CKPEenKooOpasHbIi
KYCOK TOJICTOM MeTaJUIMYeCKON ITPOBOJIOKU Pa3-
MepoM 16x27 MM ¢ IeHeTpauuel ero AucCTalb-
HOTO KOHIIa B CTEHKY IUIEBOZAA U CAaBIeHUEM
HAIOJIOBUHY IIPOCBETa CpPeAHEH 4acTu Tpaxeu y
pebenka 1 roga. IlpoBeZieHO KOMIUTEKCHOE 06 CTe-
JIOBaHMe, BKJIIOYAOIlee PEHTIEHONOTUYECKHE U
SH/JOCKOIIMYECKHe METOABl MCCIe0BaHUA. BbI-
TIOJIHEHO SH/JOCKONMYECKOe BMEIIATENbCTBO C
yZAaJeHHheM HWHOPOAHOTrO Teja muiieBoza. Iloct
MaHUITYJISAIUOHHBIX OCIOXKHEHUH He OBUTO.
Lesb: peACTaBUTD PEAKUM CTydait HabaroAeHust
HeOOBIYHOTO MHOPOZHOTO Teja MUIIEBOAA y To-
JoBasoro pebeHka.
VHOpozZHEBIE Tela MUIIEeBAPUTETHHOTO TPAKTA —
OZlHa W3 PACIPOCTPAaHEHHBIX IIPUYUH JJIA BHI-
TIOJIHEHUSA BHYTPUIIPOCBETHOT'O WCCIEZOBAHUSA
BEPXHEro OT/esa IHUIEeBAPUTENBHOIO TpaKTa
y Zerteli. HeoTIOXKHOe yZaseHHE WHOPOJHOTO
TeJjla TIOKa3aHOo MPU OMACHOCTHA BO3HUKHOBEHUSI
acmypanuy B AbIXaTeNbHbBIE TIyTU U Tepdopanuu
T0JIOTO OpraHa OCTPBIMHU KPasiMU, KIMHUIECKUX
TIPOSIBJIEHUH, Wi paKTa MPOIIaThIBaHUA AVICKO-
BBIX OaTapeek, AByX U 6ojiee MarHUTOB, C BEPO-
SITHOCTBIO Pa3BUTUA OOCTpPyKIUY, GpopMUpOBa-
HUS HEKPO3a WIU CBUIEH KaK B BEpXHEM, TaK U
B HIDKHEM OTZe/IaX MUIEeBAPUTENIbHOTO TPaKTa,
TpeOyIoUNX XUPYPruvecKoro BMeIIaTeabCTBa
IUIOTH /IO pe3eKUuu KuieyHuka (1, 2, 3).

KJIMHUYECKUI [TPUMEP

Manpyuk JI., 1 roa, nmoctynua B 3 XUPYpru-
yeckoe oTzAeneHue Mopososckoit [I'Kb /3
MocCKBBI € JKajobaMM Ha OCHIUIOCTh ToJoca,
JVCTAHIIMOHHBIE XPUIIBI, Kallesab, Aucharuio,
TUIlepcajanBaIuio.

13 aHaMHe3a M3BeCTHO, YTO y pebeHKa Ha IIpo-
TSOKeHUU 4 Mec OTMevaeTcs Kallleslb, TPYAHOCTh

IIpU IJIOTaHUM, runepcanusaiyd. [lomyyan cra-
IMOHAPHOE JIeYeHHe II0 MECTY >XUTENIbCTBA C
JAVWarHo30M JapuHruT. CaMOoCTOATENbHO ob6pa-
TWINCh B IIpUEMHOe OTzeleHue Mopo30BCKOM
ATKB, rae 6bUIO BBINOJHEHO PEHTTEHOJIOTHYE-
CKOe HCCJeZIoBaHue, ONpezeuBilee HHOPOAHOe
Tesio nuieBoza Ha ypoBHe C7-Th3 (puc. 1). To-
CITUTAM3UPOBAH B 3 XUPYpPrudecKoe OTAeleHre
B OKCTPEHHOM IIOpAJKe.

[lpy mocTymieHHUM obliee COCTOSHUE CpeAHei
Tsoxecty. Temmepatypa Tena 36,8°C. JlonmonaHu-
TeJbHbIe JaHHbIe: pe6eHOK Ha OCMOTP pearupyeT
azekBaTHO. KoXXHBIE TOKPOBBI YUCTHIE, OOBITHOM
OKpacKH, YMEPEHHOHW BJIAXHOCTU. l'eMopparu-
4YeCKUU CHHJpPOM OTCYyTCTByeT. Buaumble ciu-
3UCThle He u3MeHeHHl. CepAedHO-CoCyAuCTast
cucTeMa: TOHBI cepZlia ICHble pUTMUYHbBIE 3By4-
Hble, IIyMBl He BBHICIyIIMBaioTcsA. CucTeMa oOp-
TaHOB JBIXaHUA: B JIETKUX AyCKYJIbTATUBHO JbI-
XaHUe IMy3pUIbHOE, IPOBOAUTCS BO BCE OTAEIHI,
€/IJVHUYHbIe CBUCTAIIME XpUIIBL. JKUBOT MATKUIM,
6e360se3HeHHbIN. CUMIITOM IIOKOJIaYMBAHUA OT-
pULaTenbHBIN.

[To AeXypCTBY B OTZENEHUH BBHIMOJTHEHA GPOH-
XOCKOIIMA, KOTOpas IToKa3aja TOJNbKO CAaBIeHUue

Puc. 1. PenmeeHozpamma UHOPOOH020 meaa Nuueso0d
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Puc. 2. BHdockonust uHOpoOHO20 meJia 8 npocgene
nuwegoda

Puc. 3. KomnstomepHas momozpadus

Puc. 4. YoaneHHoe uHOpoOHOe mesio Nuwes00d

mpocBeTa MeMOpPaHO3HOI YacTU B C/3 Tpaxeu
Ha mosoBuHY. [1pu 330darockonuu (puc. 2) Ha
YPOBHE BEpXHEH U cpeAHel TpeTH OOHapyKeHO
WHOPOZAHOE TeJO B BUJE KyCKa TOJICTOM MPOBO-
JIoKU. [IpOKCHMAaNbHBIN KOHeEI] ObUI CBOOOZHO
PAaCIIOIO}KEH B MIPOCBETE MHUIIEBOAA, & €ro JHC-
TaJIbHBIN KOHEL] IJTyGOKO MTOTPYKEH B CTEHKY Op-
raHa Ha YpOBHE CpeZiHel TPeTH C BhIPayKEHHBIMU
TpaHyIALMOHHBIMUA Pa3pacTaHUAMU OKPYKalo-
et cIu3ucToi 060104k, CUTyaIus 6blia KOH-
CYJIBTUPOBAaHA C PyKOBOAUTENIEM XUPYPIHUY€CKOM
cny6bl (o TenedoHy) IO MpeACTaBIEHHBIM
9HZ0)OTO. YUUTHIBAA BBICOKUN PHUCK Pa3BUTHUSA
KpOBOTeueHUsA U nepdopanuul CTEHKU MUIIEBO-
Zla, PEIIE€HO BBINIOJIHUTL yAaJIEeHHE WHOPOAHOI'O
TeJjia B OTCPOYEHHOM TOPSIZIKE ITOC/Ie TIPOBEAEHUS
JOTIOJIHUTENIBHOTO 06C/IeZIOBaHMUS.

YTPOM CJIeZyIOLIETO JHSA C 1IeIbI0 YTOUHEHUSA pac-
TIOJIOXKEHUSA U JIOKAIU3ALUY UHOPOAHOTO Tejia 10
OTHOILEHUIO K MPWIETAIOIINM COCyZaM U Opra-
HaM cpefiocTeHus pebeHKy ObLia BhITIOTHEHA KOM-
mbIOTepHasA ToMorpadus: B MPOCBETE MUIEBOAA
Ha ypoBHe Th1-5 omnpeziesisieTcsi THOPOAHOE TEI0
MeTaJUTMYECKOHN TUIOTHOCTH HENMpPaBWIBHOH ¢op-
MBI C 3arHYTBIMU KpasMu (puc. 3). IIpokcumanb-
HBI ¥ JUCTAJIbHBIN KOHIIBI PACIIONIOKEHBI B He-
TIOCPE/ICTBEHHOW OIM30CTH K 3aJHelaTepalbHOM
cTeHKe Tpaxen. CTEHKa MUIIEBOZA YTOJIIEHA, Jie-
dopmupoBana. CTpyKTypsl cpegocTenus audde-
PEHIMPOBaHHbIE, JKUAKOCTU He ompeneseTcs. B
3aKJII0YeHNe: HTHOPOZHOE TeJIO CpeHEN TPETH ITH-
meBoza. CTEHO3 CpeZiHel TPeTH Tpaxeu. YUIUTHI-
Basi GJIM30CTH PACIIONIOXKEHHS KOHIIOB MHOPOZAHO-
TO Tejla y TpaxeH, ee BhIpaXeHHYIO AebopMalifio
U Cy>KEeHUs, a TAK)KE YTOJIIEHNE CTEHOK ITHUIIEBO-
[1a, HEJIb3s UCKJIIOUUTH 1eppOpalinio ero CTEHKH.
YuureiBas AaHHbIE 0OC/IefOBaHUs, PeGEHKY IT0-
Ka3aHO SH/IOCKOITMYECKOE yZaJeHe UHOPOAHOTO
Tesa nmumeBoza. [loz o6muM 06e3601BaHUEM U
SHZIOTpaxeanbHOM UHTYOalKel Bueoa3odarora-
CTPOJYOZEHOCKOI IPOBEJEH B MUIIEBOJ O I'pa-
HUIIBI €70 BEPXHEN U CpeZiHel TPETH, B IIPOCBETE
BUSYaIHU3UPYETCS CBOOOAHBIN KOHEL OKMCIEHHOM
MeTaJUTMYECKO POBOJIOKU. [IPOTHBOIOIOKHBIH
KOHeIl IIPOBOZa OTPYy’KeH B MHOWIBTPUPOBAHHO
M3MEHEHHYIO CTeHKY MuieBoza. C MOMOIIbIO 3a-
XBaThIBaIoOIEro (GopIienTa TUIA «KPbICUHBIHN 3y0»
B HECKOJIBKO 3TAIlOB MHOPOAHOE TEIO 3aUKCHPO-
BaHO U U3BJIEYEHO HApPYXKy (puc. 4).
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[Ipy KOHTPOJIBHOM 3HJOCKOIIMYECKOM OCMOTpE
rocjie yZajJeHWs HHOPOJHOIO Teja: CyXKeHHe
IpocBeTa MHIIEBOJA 32 CYET BOCIIAIUTENbHBIX
U3MEHEHUH CTeHKU IHIEeBOJa B MecTe yJasleH-
HOTO WHOPOZHOTO Teja, He MPENSITCTBYOLIee
TIPOXOXKAEHUIO BHJEO3HZAOCKOIIA JUaMeTPOM
8,8 MM. 'emopparudeckuil racTpur Kapauab-
HOro U QYHAAJIBHOTO OTZJENOB JKelyAKa. Peko-
MEH/IOBaHO HaOJIIOZleHNe JIeXKYPHOTO XUpYpra,
rapeHTepaJbHOE IIUTaHUe, Tepanusd UHIuOuTo-
paMu MPOTOHHOM ITOMITHL.

B TeueHue mocjezyOMNX IATH IOCIEOIepany-
OHHBIX CYTOK B OTZAE€JI€HUM IPOBOAWIACH aHTU-
GakTepuasnabHasd, JeCeHCHOWIN3UPYIOUasA, CHUM-
NTOMaTUYecKas Tepamusa C IIOJIOXKUTENIbHBIM
addextom. CocTossHUE pebGeHKa yJOBIETBOPHU-
TelbHOEe. PeGEeHOK aKTUBEH, PBOTH He OBUIO.
KoxxHBIe TIOKPOBEL YHUCThIE, YMEPEHHO BJIA)KHBIE,
dbusHnoIornyecKol OKpackH. JIbIxaHue yepes3 HOC
cBoboZiHOE. B JIerKUX AbIXaHuUe IIy3PIIbHOE, PaB-
HOMEDPHO TPOBOJATCA BO BCE OTAENBI, €IMHUY-
HBIe CBUCTAIIVE XpUIBl. TOHBI cepAlia 3BYYHBIE,

purmuyHble. O6acTh MMOYEK BU3YaJbHO HE U3-
MeHeHa. JKUBOT He B3AYT, JOCTYIIEH MabIalliu
BO Bcex oTzesax, 6e360me3HeHHbIA. CUMIITOMBI
pasapakeHus GPIOUIMHBI OTpHUIlaTeNbHbIe. [lny-
pe3 B HopMe. CTyJl He HapyllleH.

Ilpu AUHAMUYECKOM YIBTPa3BYKOBOM HCCIIE-
JOBaHUU B IIOCJIEONEPAI[OHHOM IE€PHOJE: B
MPOEKIUH /IOCTYIIHBIX BU3yalU3aliUd CTPYK-
TYP CPEIOCTEHUsI MATOJOTUYECKUX BKIIOYEHHUH,
MPU3HAKOB WHQWIBTPATUBHBIX H3MEHEHUH U
SKHAZIKOCTHOTO KOMITOHEHTA He OIPeJeAeTCs, 10-
CTyIIHBIE BU3yaausauuu $parMeHTHl MUIIEBOAA
He U3MeHeHbI, I[UTOBU/HAA Kejle3a, TUMyc 6e3
CTPYKTYPHBIX M3MeHeHU. PebeHOK BBITHCAH C
BBI3/ZIOPOBJIEHUEM.

3AKJIFOYEHUE

BrlBIeHMe HEOOBIYHBIX NHOPOZAHBIX TeJI ITHIIle-
BapUTEIbHOIO TpaKTa TpebyeT B3BEIIEHHOTO
pelleHus W HeoOXOZUMOTrO JOIIOJHUTEIBHOTO
o6cieZIoBaHMA AJIA UX YCIEITHOTO MaJTONHBa3HB-
HOTO yzajeHus y feteil. B
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3aKJII0YCHHEe

aKaH4YMBasg HACTOSIIYI0 MOHOrpaduio, MBI C BAMU BMECTE CJIOBHO

BHOBbB IIPOIIUIX BECh CJIOXKHBIN U 3aMeYaTebHBIH IyTh — OT UCTOPH-

YECKOr0 MOMEHTA MPUHATHUA PEIIEHUA O CTPOUTENBCTBE GONBHULIBI
ZI0 HacToAllero BpeMeHu. [Ipy HaNMCaHUM pa3jesoB MPUILIOCH I0JIb30BATHCA
apXVMBHBIMHU MaTepHualaMH, UCKaThb UHTEpeCHBIE JaHHbIE O MPpodecCHOHaTbHON
ZIeATeIbHOCTH TeX JIIoZlell, KOTOPbIe ABJAITCA rOpA0CThI0 OTEYeCTBEHHOT'O Melle-
HAaTCTBa U MeJUIIMHBL. MBI C O'POMHBIM YyBCTBOM JIFOOBU U YBaXKEHUSA K BpadaM,
YYUTENAM, MEAULIMHCKOMY [IEPCOHAY, COCTAB/IAIN JaHHYI0 MOHOTpaduIo.
PaccmarpuBas BHUMaTenbHO $oTorpadry CBOMX YUHUTeJel, HEBOJBPHO HaBOpa-
YUBAIOTCA CJIe3bl, IPOOeraroT Iepes Iia3aMy Ba)KHbIE MOMEHTHI COOCTBEHHOU
JKU3HU, YIeObl, CTaHOBIeHU:, B3pocyieHusa. C Mopo30BCKO# 60IbHUIEN KAXKA0TO
13 HaC CBA3BIBAIOT pa3HbIe 110 IPOZJODKUTEIBHOCTH OTPe3KH BpeMeHHU. IIpoiiieH
OTPOMHBIH MyTh — 115 JjieT. 3a 3TOT Meproz ObUIN U CIOKHOCTH, U UCITBITAHUE UH-
dexuuamu (gudTepus, ckapIaTHHA) U TPYAHOCTAMY BOEHHOT'O BpeMeHH. [Tpouc-
XOZVJIO OCBOEHME HOBBIX XMPYPTrUUeCKUX, KapANOIOTUIECKUX, S9HJOCKOIINYECKHX,
peaHMMalMOHHBIX CIIOCOOO0B JIeYeHUs, Pa3BUTHeE 1a00PaTOPHOM U ITaTO/IOr0-aHa-
TOMUYECKOM CITYKOBI.
Bpauu neguaTpsl — 0coOble JII0AN, KOTOPhIE KePTBYS COO0H, CBOMM BpeMEHEM U
3I0POBbEM, HEPeJKO U XKM3HbI0, Ha IIPOT)KEHUH BCEr0 BpeMeH!U CyIleCTBOBAHUSA
6OTBHUITBI 3aHUMAJINCh €IMHCTBEHHBIM /IeJIOM — CIIacaIy KU3HU JeTeH.
B Mopo30BcKoi#i 60IbHMIIE MBI BCE TPUOOpETANIN HE3aMEHUMBIN U He CPaBHUMBIHA
HU C YeM NIPaKTUYECKUH OIBIT, IIOCKOJIbKY OHA U Ha CETOAHAIIHUN eHb ABJIACTCA
LIEHTPAJIbHOM U POAHOM J/Is1 MHOT'UIX.
C MoMeHTa ocHOBaHUsI Mopo30BCKo# 60bHUIIE Tpouwto 6otee 115 net. Jla, 6e3yc-
JIOBHO, MOpO30BCKasi 60JIbHUIIA UMEET CBOU TpaAuLKU. OHa MOCTOSTHHO Pa3BUBAET-
s, ocHaaeTcA. 1, KOHeYHO, MOABJIAIOTCA MOJIOAbIE Bpaul, KOTOPBIM XOTEJIOCh ObI
TIOXKeJIaTh IIPOAO/DKATh TPAAULIUNY OTAeIeHUH, IOMHUTh MMeHa M Hay4dHBIM BKJIAZ,
TeX, KTO paHee paboTas o HUX U 6bUI TOPAOCTBIO OOIBHUIIBL.
B nanHo¥ MoHOrpaduu co6paH yHUKaIbHBIN IO COAEPXKAHUIO MaTepuas CIOXK-
HBIX GOJIBHBIX C Pa3HOO6GPA3HOM KIMHUYECKOH CUMIITOMAaTHKOM, HEpeJKo KpaliHe
PelKUX, THIATEJbHO OIMCAHHBIX BEAYLIVMM COTPYyZHHKAMU, IIpenoZaBaTe/aMu
kadezap, mpodeccopamu.
ABTODBI 61arofapAT BceEX TEX COABTOPOB (CIIMCOK OYeHb GOJIbIION), KOTOPBIE IT0-
MOIVIM COCTaBUTb JAaHHBIM COOPHUK. be3 exXerofHoM peryiapHoi U caMo3abBeH-
HOIi Ballleil paboThl, a TAaK)KE COBMECTHBIX HALITUX YCHIMHM He 6bUTO ObI POXKAEHUS
JTaHHOM KHUTHU.




