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CnNMCOK COKPALIEHMM
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FDA — YnpasneHue no KOHTPONIO 3a KAYECTBOM MMUILEBLIX NPOAYKTOB

u nekapcreeHHbix cpepcts CLUIA
FISH — donioopecueHtHas rubpuamnsaums in situ
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IPl — MexpyHapOaHbIi NPOrHOCTUYECKMI MHAEKC

MALT — onyxonb 13 TMMJPOMAHOM TKOHM, ACCOLIMMPOBAHHOM
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MCH — cpepHee copepxaHue reMornob1Ha B OTAENbHOM 3pUTPOLIUTE
MCHC — cpepHss KoHUeHTpaLmMs reMornobuHa B aputpoLuTe
MCV — cpepnuit obvem sputpouuta
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ATl — antutpom6umH Il
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1. KPOBETBOPEHMUE

1.1. KposetsopHas cucrema

KpoeetsopHas TkaHb B NpoLecce amMGproreHesa pacnonaraeTcs nocnefo-
BATENLHO B XENTOYHOM MELIKE, MEYEHW, CEeNne3eHKe M HA MO3AHMUX ero CTaAMaX
MMIPUPYET B KOCTHbIM MO3T.|KOCTHBIIA MO3I — OCHOBHOM KPOBETBOPHbIN OPraH,
y BeTeit OH PACMPOCTPAHEH MO BCeM KocTam ckeneta. C BO3PACTOM OTHOCH-
TENbHOE €ro KOMMYECTBO YMEHBLIAETCS, U Y B3POCTbIX NIOAEN KOCTHbIM MO3r 06-
HAPYXMBAETCA B MyBUATbIX KOCTSIX M anMdomaax Tpy6uaTsix kocter. OcHoBHAS
€ro MacCa HOXOAMTCS B TA30BbIX KOCTAX, MEHblE — B Yepene. [McTonornyecku
KOCTHBIM MO3I COCTOMT M3 CTPOMBI M KPOBETBOPHOM TKAHM.

B KOCTHOM MO3re MPOXORST OCHOBHBIE 3TAMbI KPOBETBOPEHMS (reMonoasa).
Cocrae KOCTHOrO MO3ra MPEACTABNEH CTBOMOBbIMU KNETKAMM PA3HOM CTEMEHM
AMdPPEePEHLIMPOBKM M HAMPABNEHHOCTU PA3BUTUSA M CTPOMbI. KNETKM CTPOMBI
SBNSIOTCS AAUMOLIMTAMM, pBpobnactamMu, ocTeobnacTamMm, SHAOTENUANbHBIMM
kneTkamn 1 MOKPOPAaMU. OHr doyHKLMOHMPYIOT BO BHEKNETOYHOM MATPMK-
ce, KOTOpPbIA COCTOMT M3 KOMMAreHd, MONEKYn FMUKOMPOTeMROB (dpuBpoHek-
TMHA W TPOMBOCTOHAMHA) U MUKO3AMUHOTIMKAHOB (FMOYPOHOBOW KWUCIOThI
W 0EPUBATOB XOHAPOMUTMHA). TONbKO MUKPOOKPYXEHME CTPOMbI KOCTHOTO MO3-
ra, BlpaboTKa ee KNETKAMKU PA3NMUYHBIX PETYNSTOPHbLIX dPaKTOB 06ecneumnsaior
COXPUHEHUE XM3HECNOCOBHOCTM M QAREKBATHOrO CyLIECTBOBAHMS CTBOMOBbIX
knetok. CambiM1 POHHMMM KPOBETBOPHbIMK KNETKOMM ABNSIOTCS MNIOPUMOTEHT-
Hble CTBOMOBblE KNETKM — ME3EHXMMHbIE CTBOMOBbIE KNETKM, KOTOpble AIOT
HQYano KNeTkam CTPOMbI, M FEMOMO3TMYECKME CTBONOBbIE KNeTkM. Ha cambix
POHHWX 3TAMNAX M3 MIIOPUMNOTEHTHOM CTBONIOBOM KPOBETBOPHOM (reMonosTu-
4ecKoM) KneTku oBpasyIoTCs MPERWECTBEHHUKM MMENONoa3d M NMMdbonoasa
(nonunoteHTHbie cTBonoBbie KneTky). [NpeawecTBEHHUKM MMENonoasa, B CBOIO
oyepenb, ACIOT HAYANO SPUTPOMAHOMY, TPOMOOLMTAPHOMY, TPAHYNOLK-
TAPHO-MOHOLIMTOPHOMY POCTKOM KPOBETBOPEHMS (YHMMOTEHTHbIE CTBONMOBbIE
knetku). MMpenwecrtseHHnkn numdponoasa obpasytoT oTaenbHbie nuHuu B-, T-
n NK-knetouHbix Hanpaenenuit audpdpepeHumposku. B pesynstate doyHkumo-
HMPOBAHMS FEMONO330 B KPOBb MOCTOSHHO MOCTYNAIOT MONOMbIE 3PUTPOLIMTEI,
TPOMBOLMTI, NENKOLMTHI (FPAHYNOLMTI, MOHOLMTBI, TMMCDOLMTHI). DPUTPOLIM-
T, TPOMBOLTE BCiO CBOIO AAMbHENIIYIO XKiM3HE OCTaloTes B TEPUCDEPHIECKOM



_;'u M MOHOUMTE MPOHMKAIOT YEPE3 COCYANCTYIO CTEHKY B TKG:
HuM; IMMAOOLATEI, NnprobpeTas crneundouyeckne MapKepsl QAre3ny, NOKaNusy:
loTes B QPRaHaX MMMYHHON cuetemsl Ans fankHekiero obyyenns — nponudpe-
paunu 1 andbcbepeHumporku nop sosgeicremem coberserHbix (T-numdooumTsi)

UK 4y>XepOfiHbIX (B-TMMdpOLMTHI) aHTMIeHOB.

1.1.1. Muenonoas

Mmuenonoss — npouecc 06pA30BAHNS SPUTPOLIMTOB, TPOMBOLMTOB, rPa-
HYNOLMTOB M MOHOLIUTOB MOHOCTBIO OCYIECTBNAETCS B KOCTHOM MO3re M 3aKAH-
YMBOETCA BLIXOROM B Mepuddepryeckyto KpoBb 3penbix Knetok. Herpodounsi
NOMUAQIOT B KPOBOTOK HO CTAAMM MANOYKOSAEPHBIX MM CETMEHTOSIAEPHBIX HEM-
TPOPUNOB, 303MHOGOMIOB, BAOCOUNOB; SPUTPOLIMTEI MOTYT LIMPKYTIMPOBATL CO
cragnn GesbfepHbiXx OOPM — PETUKYNOLIMTOB M COBCTBEHHO 3PUTPOLIUTOB;
TPOMBOLMTLI OTIIHYPOBBIBAIOTCA OT MEraKAPMOLMTOB M BbIXOAAT B KPOBb B CO-
CYRAX — CHMHYCOX KOCTHOro Mosra. B sasucumoctu ot Hanpaenexus andpdpe-
PEHLMPOBKHM B MMETNOMNO33€ BbIRENSIOT SPUTPONO33, TPOMBOLIMTONO33, FPAHYNO-
LMTOMNO33 M MOHOLIMTOMO33.

Dputponoss

TepMMHOM «3PMTPOM033%» OBO3HAYAIOT MPOLECC HEMPEPLIBHOMO KNETou-
HOrO PO3BMTMS OT NONMMOTEHTHON CTBONOBOM KneTkn vepes DMO-yyscTantens-
HYIO KNeTKy W 3pUTPOBRacTsl Ao 3pensix aputpoumtos. Bee stansi sputponoasa
NPOMCXORST B KOCTHOM Mosre. [Tpouecc cospesaHus apuTpobnacTos ocywect-
BNAETCA B KOCTHOMOSTOBbIX 3PMUTPOBNACTUYECKMX OCTPOBKAX, COCTOSWMX M3
OfHOTO WMIM AByX MAKpodbaros (cupepoddaros), KOTOpsie COREPXAT Xeneso
M OKPYXXEHbl SPUTPOBAACTAMM HO PASNUYHBLIX CTaAMSX cospesaHms (puc. 1.1
ul.2).
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PUC. 1.1. Spurpobnactmyeckuit octpo-
BOK. DPUTPOBNACTEI BOKPYT MAKpPOdha-
rd, CHaGXAIOWETO UX XENE30M Ans CHH-
Te3a reMornobuHa



PUC. 1.2. Spurpobnactuyeckuit octpo-
Bok. CkorineHne GOnbWOro KONMYecTsa
SPUTPOBNACTOB HA  PA3HBIX  CTAAMSX

AnMdpbdbepeHLMpoBKM

Yepes cupepodparu aputpoBRacTMieCcKUX OCTPOBKOB B 3PUTPONOSTUYEC-
KMe KNeTKM MOCTYMAIOT BEWECTBA, HEOBXOAMMbIE ANS CWMHTE3A reMOrnobuHa.
CnocobHocTb K 06pPA3OBAHMIO FEMOFMOBMHA CBA3AHA C HANMYMEM HA MEM-
6paHe peuentopor TpaHcdeppura (CD71), kotopbie MAKCUMANLHO Npef-
CTOBNEHbI HO MOBEPXHOCTM SPUTPOBNACTOB HA BCEX CTAAMSX UX CO3PEBAHMS.
HenocpenctseHHbIM NPeAWECTBEHHNKOM SPUTPOLMTOB SBNSETCS YHUMOTEHTHAS
CTBONOBAS KNeTKA, kOTopas [ns CBOed nponudpepaumn u amdodoepeHLmpos-
KM RO 3PENbiX 3PUTPOLMTOB HyXaaeTcs B apuTponoatHe (SMO), n nostomy
OHQ HA3bIBOETCS SPUTPOMOSTUH-4YBCTBMTENBHOM CTBONOBOM KNETKOM. Becb nyTs
ot IMO-uyscTBUTENLHONM CTBONMOBOM KNETKM AO 3PENOro 3PUTPOLMTA COCTAB-
nsetr npubnusurensHo 10-15 AHER M 3aBMCHUT OT HECKOMbKMX PErynsTOPHbIX
doakTopos. DTan CO3PEBAHMS A0 MEPBOM MOPAIONOTMYECKM WMAEHTUCPULIM-
PyeMoi KneTku sputpompHoro psapa saxumaer 3-5 guen. On npepcrasnser
coboi nocnepoBaTenbHLIM nepexon or Bypcrobpasyiowei eauHMLbl SPUTPO-
noasa (BOE-2) uepes kononueobpasytowyto egmumuy (KOE-3) po npospurpo-
6nacra. Mopdoonoruyeckne ocobeHHocTn DITO-uyBCTBUTENbHBIX CTBOMOBbIX
KNeToK, TaK Xe KOK M MOMMMOTEHTHOM CTBONOBOM KNETKM, HEMOCTOSHHbI: BHE
MMTOTUYECKOTO LIMKIA OHM HAMOMMHAIOT MTMMAPOLMTEI, O B Mponudpepupyio-
lYem COCTOsIHMM — BnacTHbie knetku. Knetku-npeawecTseHHMLbl SPUTPOUFHOTO
psAa OBNARAIOT OYEHb BLICOKOM MPONMADEPATUBHON CKTUBHOCTbIO: 30 CYTKM
B OpraHuame Bapocnoro yenoseka obpasyercs go 200 mnpp sputpoumTos.
O6pasoBaHme SPUTPOLMTOB OCYLECTBNSETCS MOCPEACTBOM MOCNEAOBATENbHbIX
CTORWIt CO3PEBAHMS M AeneHus sputpokapuoumTos (puc. 1.3). Ha cragumn spu-
TPOGNACTOB 3PUTPOKAPHOLIMTbI AKTUBHO CUHTE3MPYIOT reMOrno6uH, Npu AOCTH-
XEHMM OMPEfENEeHHON KOHLEHTPALMN KOTOPOrO NPOUCXOAMT CRefytowniA 3Tan
peneHus u cospesaHus. [pu SToM pasmeps! KNETOK YMEHbLIAIOTCS, YBENUHMBA-
€TCs COfAepPXaH1e reMOrnobuHA, UcHesaeT SAPO. TaKMM OBPA3OM, M3 OAHOrO
npoaputpobnacra obpasyercs fo 32-64 spuUTpoLMTOB.



KocTHbiit Mo3r Tepudepuueckas
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PUC. 1.3. Cxema sputponoasa.

BOE-2 — 6ypcrobpasyiomas egmnumua sputpornoasa; KOE-D — kononneobpasyiowas eamHULa puTpo-
nossa

Perynsaums nponndoepaumm u audbdpepeHUMaLmm apUTPONOSTUYECKUX Kie-
TOK-NPEAWECTBEHHNL OCYWECTBASETCS B OCHOBHOM AMCTOHLIMOHHO: FNMKONPO-
tenpom — MO (puc. 1.4). YyscrButensHOCT KNETOK 3PUTPOMEHOTO PSAd
k MO pasnnyHa 1 30BUCHT OT CTAAKK AUdOdPEPEHLIMPOBKM, KOTOPAs Perynu-
pyertcs KoHueHTpaumei Ha membpaHre peuentopa MMO; ero obHapyxwmBatorT,
HaumnHas ¢ BOE-2 u 3akaHuMBAs NONMXPOMATOOMMLHLIM MM OKCHMAOMMbHBIM
aputpobnactom. OcHosHbiM MecTom cuHTesa DO ssnsiotcs nouku (sucle-
panbHble Knetku KnyGoukosbix dpytnapos). Perynstopom npopykumn MO
CNYXMT HAMPAXEHWE KUCTOPORAA B TKAHSX. [1pM POSBUTMM FMMOKCMM B MOUKAX
yBenuuMBaeTcs cuHtes dpaktopa, uHayumposaHHoro runokcueit (HIF), He o6-
NARAIOWETO HEMOCPEACTBEHHOM 3PUTPONOaTHYeckor aktusHocTbio. HIF cuu-
TAETCS OCHOBHBLIM TPOHCKPMUMLUMOHHBIM QKTUBATOPOM 3PMTPOMNO33d, KOTOPSIM
cumynupyer ebipaborky IMO.

Konuentpauus O,
YBenuuenue B TKaHSIX MOYeK
KoHUeHTpauun Hb

AKTHBaLUS
9pUTPOIN033a

PetukynounTos

PUC. 1.4. Perynaums sputponossa.

HIF — dpbakrop, uHayumposaHHsiit runokeueit; MO — sputponostmH



SpUTPOH — COBOKYMHOCTb MOPCPONOTMUYECKM MACHTUCOULIMPYEMBIX Kre-
TOK 3PMTPOMAHOrO POCTKA KOCTHOTO MO3rd M nepudpepuyeckoit kpoeu. OH
NPEACTABNEH YeTbiPbMs KATErOPUAMM KNETOK:

1) snpoconepxatme KNeTKM KOCTHOTO MO3rd (3PUTPOGNACT, NPO3PHUTPO-
6nact, 6a30dounbHbIA, MONUXPOMATOCOUMbHBIA, OKCUCPMMbHBIA dpK-
Tpo6nactsl (Hopmobnactsl), kotopsie coctaensior fo 20-25% scex
KQPUOLIMTOB KOCTHOTO MO3Id;

2) peTuKynouuThl, HOXOASWMECS HO CTAAWUU PA3BMTMS B KOCTHOM MO3TE;

3) petvkynouutsl, BbiluealMe B NepUdIEPUIECKYIO KPOBb;

4) spuTtpoumTsI.

Tpombountonoss

lNepeoit Mopdponornyeckn MAEHTUCPULMPYEMON KNETKOM TpombBouutap-
HOTO POCTKA KPOBETBOPEHMS SBNSETCS Merakapuobnact, oH myTem Henon-
HOro feneHns obpasyeT rMraHTCKME MHOTOSREPHbIE KNETKM MErakapMOLMTbI
(prc. 1.5). B npouecce 1x cospeBaHms NApPAMIENsHO YBETMYEHUIO PO3MEPOB
KNeTkM PacTeT YMCno sipep, KOTOPOE Y 3PenbiX MerakapUOLMTOB [OCTMraeT
4-16, B umtonnasme dpopmupytoTcs rpaHynbl. Mlocne cospeBaHms YaCTb MeM-
BPAHbl M LMTOMNA3MbI MEFOKAPUOLIMTA BBIMAYMBAETCA B MPOCBET CMHYCA U C TO-
KOM KPOBW MPOMUCXOAMT OTWHYPOBKA HEGOMbLWMX YACTEN KNETKM, B pe3ynsTare
Yero obpasyeTcs OT OfHOM O HECKOMbKMX ThiCAY TPOMOOLMTOB.

Perynaums tpomB6o06pa3oBaHMs OCylECTBASETCS TPOMGOMO3TUMHOM —
FMUKONPOTEMAOM, BbIPABGATLIBAEMBIM B OCHOBHOM MedeHbto. Ha nosepxHocTy
MEerakap1Mo6nacToB, MErakapUOLMTOB M TPOMOGOLIMTOB MMEIOTCS peuenTo-
pbl TPOMBOSTUHA, CBA3LIBASCh C KOTOPLIMM OH CTUMYNUPYET AENeHue, POocT
M OTWHYPOBKY TPoMBoLMTOoB. CKOPOCTL €r0 MPOAYKUMM SBASETCS MOCTOAHHOM

PUC. 1.5. (A, b) MerakapnoumTbl KOCTHOrO MO3ra



BHE 30BMCMMOCTM OT notpebHocteit oprannama. OFHAKO MPU YMEHbLIEHNM
KONMMYECTBA LMPKYNMpYlowmx TpombouuTos (o6pasosaHue TPoMBOB, KpOBO-
TEYEHME) CHKAETCS CBS3bIBOHME TPOMGOMOSTUHA C PELIENTOPAMM HA MX MeM-
BpaHe U YBENUYMBAETCS €ro COAEPXAHME B KPOBM, YTO MPMBOAMT K GKTUBALIMM
TPOMBOLMTONO330 M PA3BUTUIO PEAKTUBHOTO BTOPUYHOTO TPOMBOLMTO3A MO-
cne YKA3aHHbIX COBbITHIA.

paHynountonoas

lNpouecc rpaHYnoUMTONO330 HAYMHAETCS C KOMMMTMPOBOHHOMO MpPER-
WECTBEHHWUKA, KOTOPbLIA MOA BIMSHMEM PAAA CPOKTOPOB M MMKPOOKPYXKEHMS
AndpdbepeHUMpPYETCs B ORHOM M3 TPEX HAMPABAEHUHA: HEMTPOCOUILHOTO, 503M-
HodpunbHoro unu  6asodpunsHoro. [Mpouecc 06pa3oBAHMS FPAHYNOUMTOB
B KOCTHOM MO3re COCTOWT M3 MOCNEROBATENLHOrO POPMUPOBAHMS U AENeHMs
MMeNnobnacrta, NPOMMUENOLMTA U MUENOLMTA, KOTOPbIE KOHTPONMPYIOTCS M CTH-
MYIIMPYIOTCS KONOHMECTUMYNUPYIOWMMK doakTopamu. Ha craamu npomueno-
LMTA YXe CTAHOBUTCS MOPJPONOrMYECKH MAEHTUCOULMPYEMBIM HAMPABNEHWE
panbHenwen AMAPdPEPEHLMPOBKM KNETKM B OFHOM M3 TPEX HAMPABNEHMH.
Crepylowmmm 3TaNAMM, KOTOPLIE CBS3AHbI WMCKIIOYUTENBHO C CO3PEBAHMEM
(neneHune knetok yxe He MPOMCXOAMT), SBASIOTCS MOCTEMEHHbIE MPEBPALEHNS
METOMMENOLMTA B MANOYKOSAEPHbIM, O 3ATEM CErMEHTOSREPHbIA MPAHYNOLMT.
OB6bi4HO MOCneaHMe CTAANUM KNETOHHOTO PA3BUTHS BbIRENSIOTCS TONLKO Y HEMTPO-
donnos, T.K. GONbLIOE KOMMYECTBO 03UHOPUNbHBIX M GA3OCOUMbHBIX TPAHYN HE
nossonset AMdpdoepeHLUMPOBATL CTENEHb CO3PEBAHMS SAPA KNETKM.

Konunuectso rpatynoumros s koctHom mosre coctaenset 8 cpefHem 40-80 %
BCEX KPOBETBOPHBIX KNETOK, MPHUYeM BOMbIWMHCTBO — 3pErblie U CO3PeBatolme
dpopmsl. Bonblwas yactb rpaHynounTos He MOKMAQET KOCTHbIA MOS3T, O OCTAETCS
B HeM Ao cBoel rnbenu. Cuntaercs, YTo NPORYKLMS STUX KNETOK MPEBbICET NO-
TPeBHOCTH 3JOPOBOrO OPraHMamMa B 5 pas. 10 HEOBXOAMMO AN BOSMOXHOCTM
X BLICTPOM MOBUIM3ALMM MPU PASIMYHBIX MHODEKLIMOHHBIX 3060NEBAHMSX, YTO
MHOIAQ MOXET MPOSBATLCS MOSBNEHMEM B CYUTAHHbBIE YACHI MOCNE HAYANA BOCMA-
newus BbipaxeHHoro nekountosa go 20 000-30 000/ mkn.

1.1.2. Jlumcponoas

ITMdponoa3 HAUYMHAETCA C KOMMMTMPOBAHHOTO NTMMAPOMAHOTO MpepLe-
CTBEHHMKA, 3aTem paspensetcs Ha B- u T-numcponoas. Cospesanue numdpoLm-
TOB A€NUTCA HA ABA 3TANd. [lepBblit 3TON O6PA3OBAHMS HEKOMMUTUMPOBAHHBIX,
MK HOMBHBIX, B-nMdpoumToR Nponcxoamt B kocTHOM Mosre, T-tumdpoumTos —
B KOCTHOM MO3Te W TMMyCe, KOTOpble HA3bIBAIOTCS LIEHTPANbHBIMM OPTraHAMM
MMMYHHOM CMCTEMbI. DTO OHTUreH-He3aBUCHMBIM 3Tan. Bropoit atan — aHTu-
reH-30BMCHUMBIA, CBS3OHHbIA C OBPA30BAHMEM MMMYHOKOMIETEHTHBIX KNETOK,
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koTopble nponndbepupytoT U AdodPepeHUMPYIOTCS B OPraHax nepudpepuyec-
KOM MMMYHHOM CUCTEMbI: TMMPATMYECKMX Y3nax, Genoi nynbne ceneseHky,
nMMdpaTyecknx doonnMKynax cnmsucteix obonouek (cospesavune B-numdpo-
unTOoB).

Cospesarue B-mmcboymTos B KOCTHOM MO3re COMPAXEHO C 3ANPOrpaMMM-
poBaHHbiM nospexaerrem yuactka [IHK, koanpytowero saprabensHbie yqactku
uenei ummyHorno6ynuHos. Mexanuam nospexpaerms OHK saknouaercs 8 ne-
PECTPOMKE MM CMOHTAHHOW MOTEPEe M CNYYAHOM OBbEAMHEHWM CPPArMEHTOB
yactn VDJ-pervoHos reHa ummyHorno6ynuHa (V. — variable, sapuaGenshbii;
D — diversity, pasHoo6pasue; ] — joining, coepmHUTENbHLIM), B pesynstate
4Yero MosBNSETCA YHUKANbHAS Ans KaxkAoH B-knetku nocneposatensrocts VD). Ha
nepBbix 3TaNax AMdodorepeHUMpPOBKM NPO-B-kneTok NpoMcxoanT doopMmpoBaHHe
yHukanbHbIX VDJ-reHoB BapMaBEnbHbIX YYACTKOB THXEMbIX LENEH MMMYHOMNO-
6ynuHoB, nospHee, Ha crapmm npe-B-knetok — VJ-nerkux ueneit, B KoTopbIx
orcytcreyet rpynna permora D. lNMocne nepecrpoiiku BapuabensHoro ydacr-
ka reHa oHa coeputsiercs ¢ C (constant, koHctaHTHas) ero yactsio. Ha atoit
Xe CTORMM CMHTE3WUPYETCS FOTOBLIA LIMTOMIO3MATUYECKUIA MMMYHOrMOBYIMH M,
3aTeM Ha cTaguu Hespenoro B-numdpounta doopmmpyetcs noBepXHOCTHbIA M-
myHornobynui M, a Ha ctagum spenoro B-numdpoumta — mmmyHornoGynmHbl
M u D, koTopble, feicTBys C AOMONHUTENbHLIMA MEMOPOHHBIMU CTPYKTYPAMM,
ctaHosaTca B-knetounsim peuentopom (Bcell receptor, BCR), Heo6xommmbim ans
POCMO3HABAHMS aHTUreHoB. Bce MmmyHornoBynmHel M B LMTONIASMATHYECKON
MM MEMBPOHHOM CTOAMM, B OTIMYME OT NEHTAOMEPHOM CEKPETOPHOM ero doop-
Mbl, SBNAIOTCS MOHOMEPAMM. [locne ykasaHHbIX coBbITHi 3penbie B-nimdpoLmsl
MOKMACIOT KOCTHbIA MO3T M HOMPABNSIOTCS C TOKOM KPOBM B OfiMH M3 TPEX BMAOB
nepudbepriecknx NMMAPOMAHBIX OPraHOB Ans AansHeiwero cospesaHus. Oc-
HOBHO¥ CTPYKTYPHO EAMHMLEN, TAE OCYIECTBASIOTCA OBYYeHUE U OTEOP 3Penbix
B-numdpoumtos, sensiorcs nMMdoomaHbIE dOONNMKYTbI.

CospesaHme T-1MmMgboUMTOB MPOUCXORMT MO TEM Xe MPUHLMMNAM, 4TO M
B-numdpoumtos, opHako T-nmcpoLmTsl MOKMACIOT KOCTHBIM MO3F, KOTAQ elye He
sBnstoTCs 3pensimmn knetkamu. Bce npoueccsl namenennit VDJ-pernoros reHa
MMMYHOTNOBYNMHA, KOTOPbIA Y T-NMMJPOLMTOB MPMCYTCTBYET TOMLKO B BUAE
membpaHHoi cTpykTypbl (coemectHo ¢ CD4 unu CD8) 1 noatoMy Hasbisaetcs
T-KNETOUHbIM PELIENTOPOM, B ACTLHEMIWEM NPOUCXOAAT B TUMYCE.

1.1.3. MoHouutonoss

Haunbonee paHHME KOMMMTMPOBAHHbIE MPERWECTBEHHUKM MOHOHYKNeap-
HbIX KNETOK MMEIOT ObLiee C rPaHYNOLMTaMM MPOMCXOXAEHUE M HA3bIBAKOTCS
rPAHYNOLUMTAPHO-MAKPODArQNbHBIMA  KONOHUEOBPA3YIOWMMM  EAUHMLIAMM
(TM-KOE), panee cnepytor cneumannaupoBaHHbie MAKPODArasbHbIE EAMHMLIbI
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M yXe MOPdOONOrMieckn MAEHTUPULIMPYEMbIE MOHOGNACTI M MPOMOHOLIMTBI.
He6onbwas 4acts mMoHouuToR AndpdpepeHumpyetcs B MOKPOdparM KOCTHOrO
MO3rd, OCTaMbHbIE BbLIXOAST B KPOBOTOK B BMAe MoHouuTto. [pouecc audpdpe-
PEHUMPOBKM U CO3PEBAHMS KINETOK MOHOLUTOMO33A PETYNIMPYETCS KOMOHUECTH-
mynupytoummn dpaktropamu (FTM-KCD, M-KCD, 11-3).

Cxema KpOBETBOPEHMS M €ro perynsummn npueeaeHa Ha puc. 1.6.

1.2. OpraHsl UMMYHHO CHCTEMBI

MIMMyHHQOS CUCTEMO COCTOMT M3 MHKAMCYNMPOBAHHBIX LEHTPANbHBIX (KOCT-
HbIi MO3I U TUMYC) M NepUdDepUYECcKMX OPTaHOB (ceneseHKka, TMMdpaTHyeckme
y3nibl) M HEMHKAMCYNMPOBAHHOM TKAHKM NMMADOMAHBIX coonnmkynos numdparm-
YECKMX Y3NIOB, QCCOLMMPOBAHHBIX CO cnmanctor obonoukon (MALT, mucosal
associated lymphoid tissue). Cy6bepnnunuei nepudpepuyeckmnx opraHos ssns-
toTcs numcpomaHble dooNnMKynbl — ckonnenus spensix B- u T-numdpbountos, ko-
Topble NPU B3AMMOJENCTBMM C AHTUIEHOM CDOPMMPYIOT UMMYHHbIM OTBET. DTOT
MPOLECC HA3bIBAETCS MMMYHOTEHE30M, KOTOPbI O6ECneYnBaeTCs KNETOUHbIM
MMKPOOKPYXEHUEM, FAE HOXORATCS MAKPODAru, AEHAPUTHbIE KNETKM, SHAOTE-
WA COCYAOB M NPOU3BOAHbIE APYTMUX TKAHEH.

TuMyc — HenapHbIi OPraH, KOTOPbIA COCTOMT M3 [iByX [ONEMN, MOKPbITbIX
kancynoi. [lonn paspeneHsl Ha FONbKM, KOTOPbIE, B CBOIO O4EPEfb, MMEIOT KOp-
TMKQMbHBIA M MeaynnsapHeid cnon. Cpasy nocne poxaeHus OH ABNSeTcs NonHo-
LieHHbIM OPTCGHOM, O B AQMbHEWIIEM OH MOCTENEHHO AErpaAMpPYeT.

B TMMyce aKTMBHO MpomcxopsT NpoLecch Co3pesaHms T-numdooumTos, npo-
MONXAETCs AanbHeMWas AMddpepeHLMPOBKa T-NMMADOLMTOB, CBI3AHHAS C pe-
apatxuposkoit VDJ-pernoros, obpasosanmem crpyktypsi reda VDJC (C —
KOHCTOHTHAS YOICTb), KOTOPbIN 1 ONpefenser CneyucouyHOCTb LMTOMNA3MEHHOTO,
a sarem MembpanHoro T-knetouHoro peuentopa (T-cell receptor, TCR). Bbine-
nstotT npeobnapatollyto nonynaumio T-numdpoumtos, y Kotopsix TCR coctouT ms
o- 1 B-uenei, n muHopHyto rpynny T-numdpoumtos ¢ TCR, npencrasneHHbIM y- 1
S-uensmu. Bce atansi peapatsxuposkn VDJ-reHoB Nponcxopst B KOPTUKANLHOM
Cnoe TMMYCO HA CTaAMM GOMblUMX KOPTUKANbHBIX TUMOLIMTOB. TOM Xe HO CTaAMM
ManbiX KOPTMKAMbHbIX TUMOLMTOB T-nmdpoumTsl npuobpertaiot peuentopsl CD4
n CD8, kotopsie okonuatensHo doopmupytotr TCR, nocnepHuit B pansHemwem
GyneT y4acTBOBATL B PACMO3HABAHMM HyXepOAHOro anturea. o cdpopmmpo-
BaHHoi cTpyktype TCR v npomcxoput fBOMHOM cenektMBHbIiM oT6op o6paso-
BaHHbIX knetok. [1pu Hanuummn komnnemeHtapHoct1 nossuslerocs TCR 1 co6-
CTBEHHbIX OHTUFEHOB SMUTENUAMbHBIX KNETOK MMKPOOKPYXKEHMS («KNETOK-HIHEK»)
3TU KNETKM MPOROMXALOT nponudpepauuio, octansHsie (Gonee 90 %) nornbator
n cbarounTmpytotcs makpodparamu (nonoxurensHas cenekuus). Janee, npw
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cnuiwkom Beicokoi adodpmHHocT TCR k cOBCTBEHHBIM QHTUrEHAM, KNETKM TaKXE
SMUMMHMPYIOTCS, Y4TOObI OHM HE MOMMM B AANbHEMIWEM PEArMpoBATh OKTMBALIM-
el NPKU KOHTAKTEe C ayToMonekynamu (HeratmeHas cenekums). OkoHYaTENbHAS
CMEeLManua3aums MPOUCXORMT B MERYNISIPHOM YACTH TUMYCA, KOrAA T-nMMdooLmTSI
cranosstes T-xennepamu (CD4+) unu T-cynpeccopamu (CD8+).

Mocne cospesaHus T-iMmdpoLnTbl BEIXORST B NEPUCPEPUUECKHIA KPOBOTOK
M MUIPUPYIOT B OPraHbl MMMYHHOW CMCTEMbI, FA€ YHYOCTBYIOT B CMELMCPUYECKOM
otsete. 3pensie T-numcpountsl ¢ TCR y/8-Mna B ocHoBHOM Hakannueaotcs
B TKaHsX, T-numcpountsl ¢ TCR a/B-una — B numdpouaHsix doonnukynax ne-
pUdPEpPHUIECKUX OPTAHOB UMMYHHOM CUCTEMbI, THE YHACTBYIOT B «OBYYEHUN» HO-
MBHbIX B-nMcpoumToB paCnosHABATb YyXXEepPOAHbIE OHTUMEHbI.

T-numdpoumnTbl CNOCOBHbI PACMO3HABATL OHTUIEHbI TOMKO MPU HAMUYMM
CMELMANU3UPOBAHHBIX MONEKYN YENOBEYECKOTO NENKOLMTAPHOTO OHTUIEHd
(HLA, human leukocyte antigens), uto npusogut Kk Bhpa6oTKE Cheumdcpuye-
CKMX, OBNARAIOWMX U3BUPATENLHON HAMPABIEHHOCTLIO K KNETOYHOM CTUMYTS-
UMM LUMTOKMHOB, OKTUBMPYIOWMX FPAHYNOUMTb, Makpodoark 1 B-numdooumrsi.
MpuHunnuansioe omuune CD4+ or CD8+ cessaHo ¢ peakumeit HA QHTH-
reHsl npu ydactn monekyn HLA Il Tuna, kotopble, kak NpaBMnO, HOXORATCS
HO MOBEPXHOCTM QHTUIEHMPE3EHTUPYIOWMX KIETOK, MOCNE YEero MPOMCXORUT
MONOXMTENbHAA CTUMYNALMA MMMYHOKOMMETEHTHbIX KNETOK: HEMTPOCOUIOB M
makpodparos (npwu sospeicTann numdpountos CD4+ 1-ro tmna) u B-numdooun-
TOB C AanbHeHwed BoIpaBoTKOM aHTuTen (Npu BospencTeun numdpountos CD4+
2-ro wna). T-cynpeccopsl CD8+ npu yuactun monekyn HLA | tuna aktmsmpy-
IOT MEXQAHM3MbI MOBPEXAEHMS CEHCUBUNMIUPOBAHHBIX PACMO3HAHHBIM QHTUrE-
HOM KNETOK.

CeneseHka — HEMAPHBIA MMMYHHBIM OPraH, MACCA KOTOPOrO COCTCB-
nset 8 cpeaHem 150 r. OHa nokpsiTa KANCynom, COCTOMT M3 CUHYCOMAHOTO
TUMA COCYAOB (KPACHOM MynbMibl) M CKOMNEHMs TMMAPOMAHBIX SNeMEHTOB (6enoi
nynbnsl). Yepes npuHoCsLyio ceneseHouHYI0 apTepMio B CENneseHKy nocTynator
COBCTBEHHbIE CTAPbIE SPUTPOLMTHI, KOTOPbIE SMUMUHUPYIOTCS MAKPOCPAramu
KPOCHOM MynbMbl, MM COBCTBEHHbIE CEHCUBUNMIMPOBAHHBIE YYXKEPORHBIMU CH-
TUFEHAMM KNETKM, MOMEKYMbI, YyXePORHbie Mukpoopranuambl. OHu doaroum-
TUPYIOTCS MOKPOCPAraMM M MPEACTABNAIOTCS AN MMMYHHOTO OTBeTa B Genyio
nynbmy, rAe NPOUCXOAMT BLIPABOTKA AHTUTEN NPOTHB BCEX MHAPEKUMH, Coco6-
HbIX MOMAACTH B KPOBb. TAKUM OBPA3OM, CeneseHKa npeactasnser coboi op-
FaH, HEOBXOOMMBIM ANs PA3PYILEHUS CTAPEIOWMX SPUTPOLMTOB C HU3KOM Cro-
COBHOCTbIO K AePOPMALIMK, MPOAYKTb PACMAAA KOTOPbIX (Keneso, Henpsmoit
BGUIMPYBHH, NMoNyYaemble U3 reMornoGHHA) MOCTYNAIOT Yepes BOPOTHYIO BEHY
B rMeyeHb MU AEMOHUPYIOTCA MM BbIBOASTCA M3 opraHuama. C Apyroi CTopoHbl,
ceneseHka — 3TO OPraH, OBECneyMBaIOWMIA 3AIMTY OPrOHM3MA OT «3apa-
XEHMs KPOBM» OCOBO MATOTEHHBIMM, CMOCOBHBIMM K FEMATONOTMYECKON AMC-



CeMMHALMM MHAPeKTaMM. Takas doyHKUMS ceneseHkun oopMMpYeTCs B Nepsbie
10 net xwm3Hu, MakcumansHoro paseutus Genas nynsna gocturaet k 20 ro-
AAM, MOCAE Yero NOCTENEHHO ATPOMPUPYETCs B CBI3M MONHOLEHHOM afanTaALM-
€1 OPraHM3mMa KO BCEM MOTEHLIMANLHO OMACHBIM MUKPOOPTOHM3MAM.

JlumcpaTtmyeckme y3ns NPeRCTABNAOT COBOW MHKAMNCYNMPOBAHHbIE OPTaHbI
pasmepom 0,5-1,5 cM, cocrosime B OCHOBHOM M3 TMMAPOMAHOM TKAHM. B Hmx
BLIAENSIOT T-30HY, PACMONOXEHHYIO GMXe K BOPOTAM, M B-3oHy B Bipe nepsuy-
HbIX M BTOPMYHbIX GOONMMKYNOB, HOXOASLLYOCS Ha nepuddepum Brixe K kancyne.
DyHKUMSA IMMAPATUHECKMX Y3NIOB COCTOUT B OBPA30BAHMM PETMOHAPHOTO MMMY-
HMTETA K GHTMIEHOM, MOCTYNAIOWMM C TOKOM nmdpbl. [py NONapaHMM B Num-
dpoupHble cPONMMKYmbl Hy>XEPORHBIX OHTUrEHOB (3TO KACAETCS BCEX BTOPMYHBIX
OPraHOB MMMYHHOM CUCTEMbI) MPOMCXOAMT aKTMBaLUMS B-nmdpouuntos, HaumHa-
e1csl BbicTpOe UX AeneHne, OOPA30OBAHME LIEHTPOB AENEHMs, B Pesynbiate Yero
dPopMHUpYIOTCs BTOpUUHble cPonNMKyibl. [JaHHbIA NPOLIECC MPOUCXOAMT B LiIEHTPE
dponnuKyna npu KOHTAKTE C AHTUIEHMPE3EHTUPYIOWUMM KNETKAMM (Makpodbara-
MW, AEHAPUTHBIMM KneTKamu) U T-numdpoumtamu. B pesyntrate aktmsaumm B-nm-
dPOLMTbI CTAHOBSTCS LIEHTPOGNACTAMM, KOTOpPbIE BLICTPO AENnsTCs, YTO 3anycKaeT
BTOPO# 3Tan 3anporpammuposaHHoro nospexpaenns NHK — runepmytaumio
V-ydactka reHa ummyHornobynuHa. B npouecce nponudpepaumm nosensiorcs
Hanbonee adpdouHHbIE K CHTUFEHAM MOMEKYMbl MMMYHOMMOBYIMHOB, KNeTKu
C AAHHBLIMM MOTEKYNamu (LieHTpoLuTsl) otbupatotes T-numdpoumrtamu ans aans-
Helwel npopykumm antuten. OctanbHblie B-numdoounTsl, He MMelowme NPoYHOM
CBAI3M C QHTUTEHOM, SMMMMHMPYIOTCS MyTeM anonTosa. B pesynstare coxpatsior-
Al TONbKO eAnHMYHbIE B-numcpoLmTbl, koTopble B fanbHellem, nponudpepupys,
POPMHUPYIOT KNOH BbICOKOCTIELMANU3UPOBAHHBIX AN GOPbObI C KOHKPETHBIM OH-
TUreHOM KneTtok (ueHTpouutsl). [pu nepemelueHmm B MaHTHIAHYIO (BOKPYT LiEHT-
pa doonnukyna) 3oHy B TMMAPOLIMTOX MPOMUCXORMT BLIGOP TMMA TAXENbIX Liene
MMMYHOTNIOBYNMHA, M OHM B AANbHENIIEM Yepes MAPTUHANbHYIO 30HY, O 3aTEM
4yepe3 KPOBOTOK MOCTYNAIOT B KOCTHbIA MO3T, CTQHOBSTCS GHTUIEHMPORYLMPYIO-
WWMMM NNA3MATMYECKUMM KETKAMM MM COXPAHSIOT CMOCOBHOCTL K PACMO3HABA-
HMIO OHTUrEHQa M CTAHOBSATCH KNETKamM NamsTu. Boigensior dpopmsl B-numdpoum-
TOB, KOTOpble 6€3 KOHTAKTA C T-KNeTKamu MOTYT AKTUBMPOBATLCS M BLIPAGATLIBATH
QHTUTENA MPOTMB KPYMHLIX (MonumepHsix) monekyn (T-He3aBMCHMMblE AHTUIEHDI),
BXOMALLMX B COCTAB MEMOPAHbI psaa Hanbonee pacnpOCTPAHEHHbIX BAKTEPHA.
Tak1e QHTUreHbl MOTYT CBS3bIBATLCS CPa3y ¢ Heckonbkumu BCR m ctumynmposats
BbIPABOTKY MMMYHOTMOBYnMHOB knacca M.
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. 2. METONB MCCNEQOBAHMY
KOCTHOIO MO3TA

[ins nopcyeta KNetok KOCTHOrO MO3ra, May4eHus MopdPONOrMYECKUX 0CoBeH-
HOCTEM SPMTPOHA NMPOBOAMTCS CTEPHANBHAS MYHKUMS C ACIMPALMEN KOCTHOTO
mo3ra. MyHKUMIO AenatoT ¢ NOMOLLIO NPOKONA FPYAMHLI MO NEPEAHEN CPeamH-
HoM nuHum mrnoit Kacenpekoro (puc. 2.1) Ha ypoeHe 2-ro unu 4-ro mexpe-
Gepbsi, YTO COOTBETCTBYET PYKOSITKE (COREPXMT HAMBOMbIWEE KOMUYECTBO KOCT-
HOTO Mo3ra) unu Teny rpyamHsl (puc. 2.2).

Mpokon NpoBOMTCS B ACENTUYECKMX YCTIOBUAX MOJ MECTHOW OHECTE3neH.
Bonesoit cuHgpom npu gaHHoM npouepype oBycrnosneH NoBpexXaeHUeM KOXH
n HapkocTHUubl. O6esbonmsanne nposogutcs 2% nupokanHom go 0,5 mn,
NP1 3TOM UHADUABTPUPYIOT KOXY, NPOBOJs BHYTPUKOXHYIO MHLEKLMIO B MPef-
nonaraeMoM MeCTe WMHBEKUMM, M OBKAMbIBAIOT HAAKOCTHMLY, PABHOMEPHO
BBOAs aHectetuk. [Npu nposepernn nyHkumn urmoi Kaccupcekoro nocne npo-
KONA HOAKOCTHMUbI AOMXKHO MOSBUTLCS YYBCTBO «MPOBANAY», KOTOPOE COOTBET-
CTBYET MOMOAGHMIO B KOCTHbIM MO3r. [1py AanbHEAWEM MPOXOXAEHUM KOCTH
6yneT owWywaThCs MENKOKPEMUTUPYIOWMIA XPYCT, CBS3AHHBIA C MPOXOXAEHUEM
KOCTHOMO3roBbix 6anok. Ha atom atane cnegyer 30KOHUYMTb MPOKON, WM3BNEYL
MOHAPEH M3 WIMbl, MOACOEAMHMUTL WNPKUL U ACMIMPUPOBATL KOCTHBIM MO3r. M3
FPYBMHBI MOXHO MOMYYUTh MOKCUMATLHO 1 M KOCTHOMO MO3Td, MpH MOMbITKE
nonyyeHus Gonblwero 06beMa YBENMUMBAETCA PUCK PA3BEREHMS Nepudbepuyec-
KOM KpoBbio. MAKpOCKOMMYECKH KOCTHBIM MO3I CXOREH C KPOBbIO. [TonyueHHbii
acnupar no 1 Kanne HaHOCAT HO MPEAMETHbIE CTEKNA; MPK NPABUNLHOM MPH-
rOTOBNEHWM MPENApPATA MOXHO YBMAETb KAMIM XHUPA HA MOBEPXHOCTH.

PUC. 2.1. Urna Kaceupcekoro:
] — orpaHuumMTEns  AAMHBL UMb,
2 — urmna; 3—MaHppet
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PUC. 2.2. Tpyauna:

I — pykosTka; 2 — Teno; 3 — MeYeBMOHbIA OTPOCTOK; —> — MeCTa Ans NpoKona

[ns MMKpPOCKOMUYECKOTO UCCNefoBAHMs Heobxoanmo npurotosuts 10 mas-
KOB KOCTHOrO MO3rd, He CPUKCMPOBATb M HE KPACKTb, BLICYLIMTL HO BO3Ayxe. Ha
KQXXAOM NMPEnapaTe Cnegyer OTMETUTL KAPAHAAOM OOMUIMIO U BATY NPOBERe-
HWS MYHKUMK, OBEPHYTb YMCTBIM MOAMMCAHHBIM TUCTOM Bymaru. XpaHsTcs crek-
Nd C MO3KAMM KOCTHOTO MO3ra OO, A0 HECKOMbKMX MECALIEB MPHU KOMHATHOM
TEMMepaType, 4TO MO3BONSET MCMONb3OBATb MUKPOCKOMMIO B KAYECTBE METOAA
AUCTOHTHOTO OGCNENOBAHMS, KOTOPOE MOKA3AHO MPM OTCYTCTBUM HEOOXOAMMbIX
CMeUManMCTOB B YYPEXAEHMM, rae Haxoautcs GonbHoi. HenocpencteenHo ans
MOPJPONOrMYecKoro aHANM3A ClefyeT MCnonbaosat 3—4 npenapara, KoTo-
pble B KNMHW4ecKoi naGopatopuu okpawusaiotes no PomaHosckomy—I m-
se. [lanee nposoautcs nopcyer knetok Ha 1000-2000 knetok, sanonHsetcs
6naxk muenorpammsl (tabn. 2.1). Tpu HEOBXORMMOCTH ROMONHUTENLHOTO
MCCNIEeAoBaHMs (HANPUMEP, Y MALMEHTOB C OCTPbIM NEMKO3OM, MUENORMCINAC-
TMYECKMM CMHRPOMOM) Mcronb3ytor ocraswmecs 6—/ NpenapaTos, KoTopble
OKPALIMBAIOT CreLUMdoMIEcKH B 3ABMCUMOCTH OT MPOBOAMMBIX MCCNEOBAHMIA.

[ns ructonormyeckoro MCCNERoBAHMS MPOBOAMTCS TPENAHOGHONCHS NOf-
B3ROWHOM KOcTW. [laHHAs npoueaypa No3BoNSeT OLEHUTb CTPYKTYPHbIE M3MEHE-
HWS KOCTHOTO MO3rd, KOTOPblE BOXKHbI ANsi BEPUAPUKALIMM MHOMUX 3060NEBAHMIA
KpoBM. TpenaHoGHOMNCHS NPOBOAMTCS U3 BEPXHMX MEPERHMX MK 30AHUX OCTEH
MOMAB3AOWWHbIX KOCTEM C MOMOLBIO CNELMANbHOM MIMbl AN TPenaHoGHoncum
(puc. 2.3).

MocnenoBaTENLHOCT, REMCTBUI MPU BHINONHEHWM MPOLIEAYPb CXORHA CO
CTePHAMbHOM MyHKUMER. [Tpr NPOXOXAEHMM HARKOCTHMLI YAANAOT MAHAPEH
M BPALOTENbHLIMM ABUXEHUSMM MMMy MOrPyXaloT Ha 2—3 CM B KOCTb, 30TEM
BbIKPY4MBALOT. [lonyyeHHbIM KOCTHbIA CTONGMK BLIHMMAIOT M3 WMkl MAOHAPEHOM
M nomelaloT B cPOPMANMH MM cousmMonormyeckuit pacteop. B Takom supe
MOTEPUAN NEPERAETCS B NATONOrOUHATOMUYECKYIO TABOPATOPHMIO, FAE M3 HEro
npurotoensetcs napadonHoseiid Gnok. [lanee 13 HEro MOXHO AnUTEnsHOE Bpe-
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TAB/TULA 2.1. HopmansHble nokasareny MMenorpamm

Mokasarens | Hopma
Muenokapuounts 50-250 x 10°/n
MerakapuouuTsi 0,023-0,103 x 10%n
CooTHoweHue neikounTos/3pUTPOLMTOB 4:1
MHpekc cospesanms HeitTpodounos 0,6-0,8
MHpekc cospesaHms aputpobnactos 0,8-0,9
BnactHbie knetku 0,1-1,1%
Mueno6nacTtsi 0,2-1,7%
Mpomuenoums 0,5-8,0%
He#tpodounbHbie MuenoumTsl 4,5-16,0%
HewntpodounbHbie MeTammenoumTsi 9,0-21,6%
HeWtpodounbHbie nanoukosfepHsie 14,0-33,0%
HewntpodpunbHbie cermeHTosaepHsie 13,0-27,0%
D03nHOdUbHbIE MAETOLMTI 0,5-4,0%
Do3nHOdUIbHbIE METAOMMUENOLIMTSI 0,3-0,4%
Do3nHOdOMbHbIE NANOYKOSREPHbIE 0,5-3,2%
D03MHOdOMIbHbIE CErMEHTOSIAEPHbIE 1,0-3,8%
BasodounbHbie Muenoumts 0-1,5%
basodounbHbie cermerTosinepHeie 0-0,25%
INumdpounTsl 1,2-11,5%
MoHouuTel 0,25-2,0%
[nasmaTryeckme knetku 0,1-1,0%
PetukynspHbie knetku 0,1-1,0%

Sputpobnactsi

16,0-26,5%

(6asodounbHbie, nonMxpomatodoubHbie, OKCHdpUnbHbIE)

PUC. 2.3. Urna pns 6uoncuu
KOCTHOTO MO3ra:

1 — kpslwka; 2 — urma; 3 —
MaHApeH
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M$l (MHOTO NeT) Nony4aTh YNLTPATOHKME CPE3bI, HEOBXOAUMbIE AMsl TUCTONOTMYE-
CKMX, MMMYHOTUCTOXMMUYECKMX, LIUTOTEHETUYECKMX MCCIEROBAHMHA.

B HopMe ructonornyeckas cTpyKTypa KOCTHOTO MO3rd NpPeAcTaBneHa KocT-
HbIMM BANKAMM, XMPOM M KNETKAMM, MPUYEM COOTHOWEHWE XMPA M KNEeToK
KocTHOro mosra gonxHo Gbime 40-60% (puc. 2.4).

PUC. 2.4. Tucronornyeckas kapTHra HopmansHoro koctHoro mosra (umt. no: Color Atlas of Clinical
Hematology, 2000):

] — koctHas 6anka; 2 — Xup; 3 — KNETkM KOCTHOrO MO3ra
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3. Knetku kpoBU

3.1. DpuTpouMTapPHbIE MOKA3ATENU KPOBM

Spurtpouutsl (red blood cells, RBC, x10'2/n) — kpacHsie kpossHbie Tenb-
La, NokasaTens O3HAYaET aBCOMIOTHOE COREPXKAHWE 3PUTPOLMTOB B EAMHM-
e o6bemMa KPOBU. DPUTPOLMUTE — HAMEONEE MHOFOYMCIEHHbIE dPOPMEHHbIE
3NEeMEHTHI KPOBM, CORepXalme reMornobuH U TPAHCNOPTUPYIOWWE KMCTOPOR
M YIMEeKUCNbIN ras.

B Hopme copepxaHue 3pUTpOLMTOB B KPOBM:

V' MyxunHbl — 4,5-5,5 x 10'2/n;

V' xenwmHsl — 3,7-4,5 x10'2/n.

DPUTPOLMTLI FBASIOTCS HEMONHOLEHHBIMM KNETKAMM, T.K. B HMX OTCYTCTBY-
IOT SAPA, NO3TOoMy CPok MX Xu3Hu opranuuer 90-120 gHamu. Onu mmetor
aMameTp 6-8 MKM, ABOSKOBOTHYTYIO AUCKOBMAHYIO POPMY, YTO MO3BONSET UM,
CKPY4MBQASCh, MPOHMKATH YEPE3 KANUANAPbI TKAHEM, CeYEeHHe KOTOPbIX He npe-
soiwaer 3—4 Mkm. [lpoTMckMBaSCH Yepes KanuAnapbl, SPUTPOLMTLI MOBPEX-
AQIOT CBOIO MEMBPAaHY, TepsioT MUKPOYACTMLbI LMTOMAA3MbI M CO BPEMEHEM
cTaHoBSTCS MUKpocdbepountamu. daHHas doopma Knetku He Nossonser Mm
M3MEHATh POPMY, YTO MPUBOAMT K 30KOHOMEPHON MEXTHMYECKOH WX 3MUMM-
HOLMM M3 KPOBOTOKQ B CMHYCOMAOX CENE3EHKM MyTeM 30XBATA MAKPOCharam.
Takum o6pasom, B OpraHMame MOBREPXKMBAETCS MOCTOSHHLIA BANAHC MeXay
MOCTYNNEHUEM HOBbIX IPUTPOLMTOB B KPOBOTOK B BUAE PETMKYNIOLMTOB M YRANE-
HUEM CTAPbIX — MMKPOCCHEPOLIMTOB.

YBenuueHue KONMYECTBA PUTPOLIMTOB B KPOBM HOSLIBAETCS 3PUTPOLMTO-
30M, YMEHblIEHMEe — DpUTpOLMTONEHued. [lokasaTenu MHOrAa He Koppenupy-
IOT C KOHLEHTPALMEN reMOrNOBUHA NMPU M3MEHEHUM PA3MEPOB SPUTPOLIMTOB
W CPEeAHEero CORepPXaHMs B HUX reMorno6uHa.

[emorno6unx (hemoglobin, Hb, r/n) — a10 koHueHTpaums remornobuta
B LIENbHOM KPOBM.

HopmansHbie sHaueHns remorno6uHa:

V' Myxunnel — 130-175 r/n;

v’ xeHuwmHs — 120-155 r/n.

CyecTBeHHbI HEROCTATOK METORA OLEHKM KOHLEHTPALMM remornobuHa 3o-
KITIOYQETCA B €70 30BUCMMOCTM HE TOMKO OT KONMHYECTBA SPUTPOLIMTOB M COREPXKAHMS
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reMorno6uHa B HWX, HO U Gonee Yem Ha 50 % oT KonMYecTBa XMAKOCTH (MNaambl).
Kpome Toro, BbipaxeHHOe HapyLeHe BORHO-CONEBOrO OBMEHA MOXET MpPUBECTU
K MOXHbIM NAGOPATOPHbIM OTKIOHEHMSM B QHANM3E COREPXKAHMS TEMOTMOBMHA.
[MoBbilwEHE KOHLEHTPALMM FEMOTNOBHMHA BbILIE HOPMbI XOPAKTEPHO ANl KYPHMbLIM-
KOB, MPOCPECCHOHANbHBIX CMIOPTCMEHOB, XuTenei sbicokoropbs. O6essoxmBaHm1e
(smapes, oxorosas GoneaHb, MOTEPs XUAKOCTH C MOTOM NPy TIXENOH domanueckom
HarpysKe, NeperpesaHmu, ynotpebneHmnm MOYEroHHbIX CPEACTB M ApP.) YOCTO Nposs-
NAETCS SPUTPOLIUTO30M — MOBBILIEHMEM KOHLIEHTPALMM remornobuHa. Hanpumep,
[0 M Nocne TAXENOM dOU3MYECKOM HArPY3KM B CBA3KM C NOTEPEN XXMAKOCTM KOHLIeH-
Tpaums remornobuHa moxer usmenstses Ha 10 1/n m Gonee. Mpu KoHUeHTPALWMM
remorno6uHa B kposu esiwe 185 r/ny MyxunH u 165 r/n'y xeHwmH Heobxoprma
06A3aTENbHAS KOHCYMLTALMS FEMATONOTT Al UCKIIIOYEHMS MCTMHHOM MONMLIMTEMMM.
Hpyras HanGonee 4aCTas NATONOMMs, KOTOPAs MOXET CTATh MPUUYMHOM MOBbILLEHMS
KOHLEHTPALMM remornobuHa, — 310 CepAeYHO-NEroyHsle 3a6onesaHms, GonesHu
MoYeK, OHKOMOTMYECKMe 3a6ONEBAHMS, T.€. MPOLECCh], MPUBOASIIME K MMMOKCUM
TKQHM MOYEK M MOBbIWEHHOM Bbipabotke aHporeHHoro MMO.

CHuxeHne koHueHTpauun remornobuna go medee 130 r/ny myxuuH
n 120 r/ny xenumnn (110 r/ny 6Gepementbix, 100 r/n y popunbHuu)
CNY>XMT OCHOBHbIM MPU3HAKOM aHemun. OBbIYHO C KOHLEHTPALMEN reMorno-
6mHa cBa3bIBAtOT TAXecTb aHemun. OgHAKO CyLeCcTByeT MHOXECTBO COCTOSIHMM,
MPM KOTOPbIX KOHLEHTPALMS FeMOrMOGHHA He SBNSETCS OMpeRensiowei B no-
CTQHOBKE AMArHO30 OHEMMM, HOMPUMEP TEMOAMNIOLMS (CEpAEUHAs, NMOYeyHas
HEAOCTATO4YHOCTb, COMPOBOXACIOWASCS HAPYLWEHUEM BbIAENUTENLHON COYHK-
umm nouek, |l m lll Tpumectpbl GepeMeHHOCTH) M TMMOAMHAMMS, CBI3AHHAS C
BAUTENbHBIM MOCTENbHLIM PEXUMOM. [TpK M3BLITOYHOM MOMARCHMM XMAKOCTH B
opraHuam (06bIMHO MPK MHTEHCHBHOM MHCPY3MOHHOM TepanuK), KOK NPABMNO,
MMEET MECTO CHUXEHME KOHLIEHTPALMM reMOornoBrHA BMNOTh A0 MOKA3ATENeH,
COOTBETCTBYIOWMX TIKENON AHEMMM.

lematokput (hematocrit, Ht, %) npeacrasnset coboit ponio obuero obw-
€MO KPOBM, MPUXOPAWYIOCS HO dPOPMEHHble 3nemeHTbl Kpoeu. HopmanbHbie
3HAYEHMS:

v myxumnsl — 40-52%;

v xeHupHbl — 36-48%.

Takum oBpa3oM, CTAHOBMTCS MOHSTHO, 4TO KpoBb B cpeaHem Ha 40-50%
COCTOMT U3 POPMEHHbBIX SMEMEHTOB (SPUTPOLIMTOB, NEMKOLIMTOB, TPOMBOLMTOB)
n Ha 50-60% — n3 xupkoit Yact (nnasmsl). [eMATOKPUT OTPAXKAET FMABHbIM
06pa3OM COOTHOlEHNE OBbEMA DPUTPOLIMTOB M OBbEMA MNA3MbI KPOBU, T.K.
BPUTPOLMTEI cocTaBnsioT nopaensowmit (99,9 %) obbem dhopMeHHbIX anemeH-
TOB KPOBM. [€MATOKPMT NOBBIAETCS MK OGE3BOXMBAHWM OPrOHW3MA, BTOPHY-
HbIX SPUTPOLIMTO3AX, IPUTPEMMM M MOHMUXKAETCS Y BONbHLIX C AHEMUEN UMK NPH
aHacapke.
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CpeaHee copepxaHne reMornobuHa B OTaeNLHOM 3puTpoumte (mean
corpuscular hemoglobin, MCH, nr) 8 a6contoTHbix epuMHMuax B HOpME CO-
cragnser 27-32 nr. MCH — 6onee o6bekTBHbIM NOKA3ATEND, YEM LIBETOBOM,
He OTPAXAIOWMIA CHHTE3A FEMOTMOBMHA U Ero COREPXAaHME B SPUTPOLIUTE; OH
BO MHOTOM 3QBMCMT OT OGbEMA KNETKM. DTO Hanbonee 3HAYMMBIM NOKA3ATEND,
KOTOPbIN XOPAKTEPMU3YET MPOLECC reMOrMoBUMHOOBPA3OBAHMS B KOCTHOM MO3re.
Mo nokasarento MCH 8 Hactosiwee Bpems NPOBOAMTCS MepBuUHAsS MOpdpono-
TMYECKas KNACCMAPMKALIMS GHEMMIA, BLIRENSIOT TMMO-, HOPMO-, TMMEPXPOMHbIE
QHEMMM, YTO MO3BONSET C GOMBLION TOYHOCTHIO OMPEAENMTL BERYLMIA MATOreHe-
TUYECKMIt dPOKTOP, MPUBORASWMM K PO3BMTUIO GHEMMM. [MNOXPOMHbIE QHEMMM
OTPAXAIOT HOPYLWEHWE rEMOTMOBMHOOBPA3OBAHMS, HOPMOXPOMHbIE — CBS3CHbI
C YMEHbIIEHMEM KONMYECTBA SPUTPOLIMTOB, TUMIEPXPOMHBIE — C HOPYLEHUEM
AENEeHMs KNeToK B KOCTHOM MO3re.

CpepHmii obsem sputpounta (mean cell volume, MCV) usmepsercs
B KyGU4ECKUX MUKPOMETPaX (MKM®) unu dpeHtonutpax (don); Hopma — 80—
100 dpn. B aHanunaax MsmeHeHre oBbeMa SpUTPOLIMTOB OMMCHIBAETCS KAK MMK-
pouwnTos, HopmoumTos, makpountod. MCV — nokasartens, ucnionbayembiit ans
OLEHKM MOMHOLIEHHOCTU CO3PEBAHMS LMPKYNMPYtowWmx aputpoumtos. Mukpo-
LMTO3 — 3TO YMEHbLEHME OBLEMA LMPKYIMPYIOWMX SPUTPOLIMTOB, XAPAKTE-
PEeH AN Xene3opeddULMTHBIX AHEMMM, CNYXHT NEPBbIM MPU3HAKOM NATEHTHOTO
nedoULMTA Xenesa npu HOPMANbHBIX MOKA3ATENAX FEMOrNOBHMHA, MOXET UMETb
OTHOLWEHME K HOCMEACTBEHHbIM FEMOMUTUYECKUM GHEMMSAM, CBA3OHHBIM C KOMK-
YECTBEHHbIMU TEMOTNOBUHONATMIMM, M K pedouumuTy ButammuHa B,. Makpouu-
TO3 XOPAKTEPEH AN TMNEPXPOMHBIX MEranobnacTHbix AHeMMM Npu fedpuumte
BUTAMMHA B, doonmeBoi KMCNOTbI, NPU MMENOAMCNNACTMYECKOM CMHAPOME,
APYr1X COCTOSHMSAX, CBA3CHHBIX C HAPYIWEHUEM KPOBETBOPEHMS MPM MATONOMMM
KOCTHOTO Mo3ra.

CpepHss KoHUeHTpaums remornobuHa s sputpoymnte (mean cell he-
moglobin concentration, MCHC, r/n); nopma — 300-350 r/n. MCHC or-
PAXAET CTerneHb HACHILEHUS SPUTPOLMTA remornobuHom. Mamenenne MCHC
HaONIORAETCs MPU 3a60NEBAHMAX C HOPYWEHMEM (MOHMXEHMEM) CMHTE3A re-
morno6uHa. OfHAKO 3TO COMbIN CTABMMbHBIA FEMATONOTMYECKMIt MOKA3ATEND,
T.K. NP1 AENEHUN KNETOK UMEHHO KOHLIEHTPALMS reMOrMoBMHA B KNETKE CITYXXMT
MYCKOBbIM M TUMUTUPYIOWMM COBBITUEM, MOSTOMY 3TOT MAPAMETP UCMONb3YeETCs
KK MHAMKATOP owubkM npubopa unm owmbku, NOMYLEHHON NPU NOAroToBKe
NPOGbI K MCCNEROBAHMIO, YTO MO3BOMSET UCKMIOUUTL GOMbLIOE KOMUYECTBO HETOY-
HOCTE, CBA3AHHBIX C OnpefeneHrem remornobuta, remarokputa, MCV. Ogta-
KO 3TOT MPM3HAK HE UMEET WHPOKOTO KIIMHMYECKOTO NMPUMEHEHMS. XOPaKTEPHO
€ro CHUXEHME NPU XeNnesonedpULMTHON AHEMUM.

Wnpuna pacnpepenenms sputpoyntos no obremy (red cells distribu-
tion width, RDW, %) — nokasaTens reteporeHHOCTM pUTPOLMTOB (QHM3O-
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umtosa); Hopma — 12-15%. Yeenuuenne pasbpoca B pasmepax Knetok
XOPOKTEPHO AN BCEX OHEMMM, CBS3AHHBIX C HOPYIEHMEM CMHTE3d TeMOrno-
6MHA M SPUTPOLIMTOR (XenesofecdnumMTHas aHemus, B, -nedonumTHas aHemms).
Yeennuenne RDW HexapaktepHo Ans nocTreMopparnyeckux, remMonutmyec-
KMX OHEMMM, XPOHMYECKOW MOYEYHOW HEROCTATOYHOCTM, HOCIEACTBEHHbBIX 30-
6oneBaHui.

Pernkynoumtsi (reticulocytes, Ret, %o) — monopsie aputpoumtsl, copep-
xawme rpanynsl PHK, Bcnenctene vero B Hux npoponxaetcs cuHTes remorno-
6uHa. Cpok MX KM3HWM COCTABNAET 2 [HS, MOCNE BLIXOAA B KPOBOTOK — ele
1-1,5 pHs. 3atem OHM YTPAUMBAIOT rPaHynbl, NPUOBPETAIOT ABOSKOBOTHYTYIO
doopMy 1 cTaHossTcs 3pensiMu aputpoumtamn. Hopma — 1-20 %o (mpomurn-
ne — 1/10 npoueHra). 310 BTOPOM MO BAKHOCTM NOKA3ATENb, MCTONb3YEMbIN
B Knaccudpukaumm anemuit, nocne MCH.

Bonee 70 ner nasap 1. Teinsmariep npepnoxun peneque petvkynouu-
T0B nepudpepuyeckoit kpoen Ha 4 rpynme. B 1955 r. ULA. Kacenpekuin
n ILA. Anekcees onucanu 5 rpynn petukynoumTos B 30BUCMMOCTM OT CTEMEHM
nx cospesanus (rabn. 3.1).

TAB/MULUA 3.1. Knaccsl petukynoumros

Knacc | XapakrepucTuka | BHewHun BuA
Slnpocopepxauas KNeTka apUTPOMAHOTO PSAA C GOMbLWMM
0 konunuecteom PHK B uutonnasme B Bupe BeHumka

(8 Hopme B nepudpepuryeckoit KpoBK He BCTpeYaeTcs)
CaMmbie Monofisie PeTUKynoLuuTh nepudpepryeckon Kposu,

I copiepxaTt 6onblioe KONUYECTBO MPAHY, PACMONAraioWMXCS
B LIGHTPE LMTONNA3MbI

a

I [MepexonHbie OOpMbI, COREPXAT MeHbLIE TPAHYN,
PACMONAraIOWMXCS BEHYUKOM UMK CETKOM

k<

-

&

Il MepexopHbie dpopMbl, FpaHynbl pacnonoxeHsl AUdIdysHO ‘-J'
i ]
.

IV 3pensie dpopMbl C EAUHUYHBIMKM TPAHYTAMM Al

OcHoBHOS MaCCA PETUKYNOLMTOB CO3PEBAET B MPEAENax KOCTHOTO MO3-
ra, B Nnepucpepuyeckor KpOBM BCTPEUYAIOTCS B HOPME PETMKYNOUMTb 4-if
n 54 rpynn. Y 3poposbix nuy okono 61 % unMpKynmMpytowmx petukynoLmTos
otHocsTes k IV knaccy, 32% — k lll, 7% — ko Il u tonsko okono 0,1% —
k | knaccy.

YBenuyeHune KONMYECTBA PETUKYNOLMTOB B KPOBM (peTmKynoumTos)
XOApaKTepusyeT runeppereHepaTopHblii xapaktep aHemuu. Konuuectso
petnkynoumntos B Kpoen 20-50%o BcTpeuaercs npwu xenesopedomumt-
HOM M MOCTreMOPPArMYeckor GHEeMMsSX, HO dPOHE MPOTMBOCHEMMUYECKON
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Tepanuu Npenapatamu Xenesa, BUTAMMHOM B.,, dbonuesoit kucnotoit,
pekoMbuHaHTHbIM DIMO. YuutbiBas, 4TO CPOK CO3PEBAHMS SPUTPOLMTA
M3 KNeTKM-NPeALeCcTBEHHNLbI SPUTPONO33a COCTABNSET OKono 1 Hed., oT-
HOCMTENbHBIA PETUKYIOLMTO3 CNYXHT HaMBONee TOYHLIM AMATHOCTMYECKUM
KpuTEpHeM ahdPEKTUBHOCTM Tepanmu XenesoaeduLMTHON AQHEMMMU U, OCO-
6eHHO, B ,-nedpuuMTHON aHeMMM CnycTs Heflenio Mocne HAYaNa NeveHMs.
Petnkynoumntos sbiwe 50 %o, nan abcontoTHbIM peTukynoumtos, Hanbonee
XOPAKTEPEH ANs MOCTTEMOPPArMYECKMX OHEMMH, YPOBEHb PETUKYNTOLMTOB
soiwe 100-200 %o — BaXHEMWMH AMArHOCTMYECKMIA MPU3HAK FEMONUTH-
Yeckoi aHemmnun. Hepenko npu HEKOTOPbIX COCTORHMSAX, HE CBA3AHHLIX C 30-
GONEBAHMIAMM KPOBHU, YACIO PETUKYNOLMTOB MOXET MOBLIWATLCA B AECATKM
pas. Hanpumep, npu MEHCTPYanbHbIX KPOBOTEYEHMAX Y XKEHIWMH MHOTAd
petukynoumntos moxet goxoants o 100 %o, xoTs, KAk NpaABKMNO, 3TO CBA3A-
HO C rMHekonornyeckumu sabonesaHusmu. Jlioboe ppyroe kposoTteueHue,
B T.4. M AOHALMS KPOBM, TAKXKE MOXET MPUBECTM K PETUKYNOLMTOSY.

Hopmobnacrsi — npeRwecTBEHHUKM SPUTPOLMTOB, COAEPXALUME SAPO
unm ero octatku. B Hopme B nepudpepuueckoit kposu He BcTpeuatotcs. Hop-
MO6NacTo3 — nosiBneHne HOPMOBNACTOB B NepUdPEPUIECKON KPOBM, CITYXXMT
MPUM3HAKOM BbIPCKEHHOTO PA3APAXEHMS KPACHOrO POCTKA KOCTHOMO MO3rd
WM MOPCKEHMS €O MPU METACTA3AX 3NOKAYECTBEHHOM OMyXONM, MPU MHOXe-
CTBEHHOM MMENoMe, APYrMX CUCTEMHbIX 3060NEBAHUAX KPOBM; HAPSAY C PETH-
KyNnoLMTO30M SIBNSETCS AMATHOCTUYECKMM KPUTEPMEM FEMONUTUHECKON QHEMMM.

Ckopocts ocegarmns apuipouymtos (CO3) — Hecneumdpmyeckuit noka-
3atenb MATONOTMYECKOrO COCTOSHMS OPrOHM3MA; HOPMAMbHBIE 3HOAYEHMS —
5-15 MMm/u |y Myxunn nocne 60 net po 20 Mm/y, y xeHwmH ctapwe 60 net
no 30 mm/4). CO3 ces3aHa € BA3KOCTHIO KPOBU M UBMEHEHMEM MOBEPXHOCT-
HOTO 30PSAQ SPUTPOLMTOB, YTO HABMIOAAETCS NPU QArE3MM HA MeMBpaHe pas-
NUYHbIX npoBocranuTensHbix Genkos. [Mostomy HanGonee yacto ysenuuenue
CO3, KpATHOE CHUXEHMIO YUCTIA SPUTPOLIMTOB, XAPAKTEPHO ANs aHemmid. [1pu
bicokoit CO3, He CBI3AHHOM MM HEOAEKBATHOM YPOBHIO AHEMMM, HEOBXO-
[MMO MCKIIOYMTb CUCTEMHBIE BOCMANMTENbHbIE 3060NEBAHMS, 3NOKAYECTBEHHbIE
onyxonu. Mpu COD > 60-80 MM/, OCOBEHHO B COYETAHMM C MOBBILIEHHbIM
CbiBOPOTOUHbIM Genkom (> 85 r/n), o6s3aTensHa KOHCYNLTAUMS remartonora
ANs MUCKIIoYeHUs MHOXecTBeHHOM Muenombl. Chuxernne COD xapakrepHo
ans sputpouutosa. Mpu COD < 2-3 MM/4 1 KONUYECTBE BPUTPOLMTOB BbILIE
5,5 MIH y XeHWHMH 1 6,5 MIH y MyXumH 06s3aTenbHd KOHCYMTALMS remaTo-
NOra Ans UCKIIOYEHUS SPUTPEMMM.

lMpu naTonoryeckmx COCTOSHMIX MOTYT BCTPEYATLCS KOK PA3NMYHbIE BKITIO-
YEHMs B BPMUTPOLMTAX, TAK WM PA3NMYHbIE COOPMbI U PASMEPbI 3TMX KNETOK.
M3 natonornyeckux BKIOYEHMI HauBonee 4aCTO OBHAPYXMBAIOTCS TenbLd
Xayanna—>Xonnu, Kotopble MNPEACTaBisioT COGOM OCTATOK SAPd, KOMbLA
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Ke6otra — ocratku obonouku sppa sputpokaproLmta B Buae 8 unu Kombuda,
TensLa [eiHLa 13 feHATYPUPOBAHHOO reMornoBuHa, BKIIOYEHUs reMornobuHa
H npwu tanaccemusx, 6asodomnbHas NyHKTALMS MM OCTATKM PUBOCOM, TembLa
Mannexreiima — 6a30dounbHbIE FPAHYbI, AAIOWME PEAKLMIO HO BEPIMHCKYIO
nasypb W, CNEfOBATENbHO, COfepXalime xeneso. [pu Manspun OBLINHO Ha-
BNIOAAIOTCS PAHHKE KoMbLEBUAHbIE dPOPMbI, Mpu MHBa3mu P, vivax u P. ovale
otMmevatotcs rpanynsi WiododoHepa — menkue po3oBo-kpacHbie BKIOYEHMS O
20-30 8 1 aputpouuTte, npu Tponmyeckoit manspumn — nsatHuctocts Maypepa,
KPYMHbIE BKMIOYEHMS B BUAE MSATHBIEK, YOCTO HEOAMHAKOBbIE MO PA3MEPY, KO-
nnuectBo ux metbwe (10-15). B tabn. 3.2 npepcrasneHsl naronoruyeckue

BK/IIOYEHMS B SPUTPOLIMUTAX.

TAB/INLIA 3.2. Bkniouenus 8 sputpoumtax (www.clinlab.info/Hemocytology/)

Mopdonorus | HassaHue | 3a60neBaHNs U NATONOrMYECKNEe COCTOSHUS

. Tensua Merano6nactHbie aHeMmMK, reMonus, CocTosHUe nocne
XKonnu CMNEeH3KTOMMM
-
Konsua Taxenble AHEMMM C HapPYLWEHWEM AMdOdDEPEHUMPOBKM
Ke6ora KNeToK apUTPOMAHOTO PSAA
BasodounbHas  [dusaputponoss, muenonponudoepatneHbie
o nyHKTAUMS 3a60neBaHus, TANACCEMMS, MHTOKCMKALMS CBMHLIOM
-
&
P
T ] <
@l % ManspuitHsie
‘tj b P Manspus
" NNAsMOAMM
¥
\\.“,
-
(% ]
Manspuitheid - Manspus
nNa3mopuii P. falciparum
Tensua Mpu acnnexnn 1 cMpepPOBRACTHLIX N
& ManneHreMma  CUAEPOAXPECTUYECKUX AHEMMUSAX
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He menee pasHooGpasHbl COOPMbI SPUTPOLMTOB, MOSBAAIOWMECS B KPO-
BM MPM pasnuuHbix 3a6onesanusx. B t1abn. 3.3 npueepeHsl HanGonee yacrto
BCTPEUAIOWMECS HA MPAKTMKE GPOPMbI SPUTPOLIUTOB, MX HA3BAHMS U XAPAKTEP-
HblE MATONOTMYECKUE COCTORHMS.

TAB/INLIA 3.3. Pasnuunbie mopdbonormyeckue cpopmbl aputpoumtos (umt. no: Noffbrand A.V.,
Moss PAN., 2011)

3a6oneBaHus
1 NATONOrMYECKNEe COCTOAHUA

HassaHue

) [BoskoBOrHYThI Hopma

mMcK
( > Meranouut Merano6nacTHele aHemmm
< - MuweHnesuaHbIA KonnuecteeHHbie remornobuHonatiu,
SPUTPOLMT Xenesopedpuumt, GonesHun neveHu, acnneHnsm
> Comarouut BonesHu neuenn, ankoronmam
fu\‘f DXMHOUMT BonesHu neuenn, acnnennsm, nedpbekt XxpaHeHus

abeTanunonpotenemus

rf\ BonesHu neuenn, GonesHu nouex,
2 AKaHTOUMT

BposxpeHHbI cdhepoLnTos, ayToMMMyHHAS

Mukpocdpepount

TEMOTNTUTMYECKAS AHEMMS, CENTMLIEMMS
Osanouur, .

BpoxpeHHbiit oanountos (snamntouutos)
SNAUMTOLMT

KannesmaHbii
Muenodon6pos, skcTpamenynnspHoe KPoOBETBOPEHHe

apuTpOLMT
CeprosuaHsIi KayecTseHHble reMorno6MHONATMM, HACNEACTBEHHAs
apuTpOLMT CepnoBMAHOKNETOMHAS AHEMMS
TMNOXPOMHbIE MUKPOLIUTAPHLIE OHEMMM
Mukpouut p pounTap !

xenesonec*)mum, KONUYECTBEHHbIE reMornobuHonaTum

3.2. TpomGoumThi

TpomGounTsl NepudoepUIeckoi KposM SBASIOTCA HE MONHOLIEHHbIMM KIeT-
KOMM, O KNETOYHBIMM SNneMeHTamu, He umetowmnmm aapa. Onu npepcraensior
COBOM 4ACTb LMTOMNA3MbI, OKPYXEHHOM 4aCTbIO MeMOPAHbI MErakapMoLMTa,
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NO3TOMY MM CBOMCTBEHHbI BCE Y€PThbl IAHHOM MErakapMOLIMTAPHOM Cy6CTaH-
UMK (B YOCTHOCTM, OHM CMOCOGHDI CBA3bIBATL TPOMBOMOSTUH, CHMXAS CKTUBA-
UMIO ero MPOAYKUWM MPM BbIPAKEHHOM TpomGouuTose). TpomGoLUmTsI BbiMON-
HSIIOT OHMMOTPOCPUHYECKYIO M QRTE3MBHO-ArPEraUMOHHYIO OYHKLMM, YHACTBYIOT
B MPOLECCAX CBEPTHIBAHMS M PUBPUHONM3A, OBECMNEUMBAIOT PETPAKLMIO KPO-
BAHOTO CryCTKd, CMOCOBHbI MEPEHOCHTL HO CBOEH MEMBPAHE LMPKYIMpYoLme
MMMYHHbIE KOMMNEKChl M MOAAEPXMBATL CMA3M COCYAOB. [MCKOBMAHbIE MO
doopMe, 3T KNEeTKM UMetOT AMAMeTP 2—4 MKM, O X TONWMHA Konednercs ot
0,5 50 0,75 mkm. PasHooBpasme umpkynmpytowmx B nepudpepryeckoi Kpo-
B TPOMGOLMTOB OMPERENseTcs CKOPOCTbIO MPOAYKLMM, 0BOPOTA, AKTMBALMM
 ypaneHus atx knetok. Cpean HUX MPMHSTO BbIRENATL NATb MOPdPONormMyec-
KuX rpynn: toHsie ¢ auametpom 5-5,5 mrm (3,2%), spensie — 1,5-3 mkm
(87 %), ctapbie — 0,5-15 mkm (4,5 %), makpodbopmbl — > 5 Mmkm (2,8 %)
n dpopmsl pasgpaxerus (2,5 %). VntepecHo, 4to toHble TPOMBOLMTHI remo-
cTatMyeckn bonee akTMBHbLI, MHALIMMPYIOT O6PA30BAHKE TPOMOA, YMEHLLWAACH
B KOMWYECTBE HA AANMBHEMWMX CTARMSX €ro dOOPMUPOBAHMS.

MNpoponxutensHocTb XuaHu Tpombouutos cocrasnsetr 10-11 gHen. Yacts
3TOTO BPEMEHW OHW MPOBOAST B LMpPKynsumm (okono 3 AHedt), HO Gombluryto
4acTb — npMcTeHouHO (/-8 pHeM), BbicTunas sHpoTenuit cocypos. Obecneun-
BAS NORAEPXAHME METAaGONM3MA SHAOTENMS, KOHTPONMPYS TOHYC COCYRWCTOM
CTeHkM, a6CopbMpYs M3 KPOBM PA3NMYHbIE MENKME MONEKYynbl, TPOMOOLMTLI
MOMHOCTbIO UCTOWAIOTCS M OTPLIBAIOTCS, YAGNSSACH C MECTA CBOEro MpUKpenne-
HMs C TokoMm Kposu. OCHOBHBIM MECTOM YTMAM3ALMM CTAPLIX, AETPCAMPOBAB-
KX TPOMOOLMTOB SBASIOTCS MAKPOGPArk KOCTHOTO MO3rd; Pexe, B OCHOBHOM
NPM CEHCUOMIM3ALMM TPOMOOLIMTOB YyXXEPORAHBIMU BUPYCOMM, TOKCHHOMM,
QHTUTENOMM, MONEKYNIOMM NEKAPCTBEHHBIX MPEMAPATOB, OHM 30XBATHIBAKOTCS
MOKPOJPAramMu CeneseHku, 3HAYMMO Y4ACTBYS B OBECTMEYEHMM KNETOYHOTO
M TYMOPQbHOTO MMMYHHTETA.

HopmansHoe konuuectso Tpomboumtos B kposu — 150 000-450 000/ mkn.
YMeHblEHNE MX KOMMYECTBA B HECKOMbKMX MOBTOPHbIX GHAMM3AX KPOBM
(cToiikoe CHuXeHWe) HA3bIBAETCS TPOMGOLMTOMEHWEN, O MOBbIWEHWE —
TpombouuTosom. Berpeyatotes cutyaumm Tak HO3bIBOEMOW NCEBROTPOMBGO-
UMTOMEHMM, KOrAA B KPOBM MMEET MECTO arperauus TPOMOOUMTOB, npw
3TOM KOHITIOMEPAThl BOCMPUHUMAIOTCS NPUMOOPOM KAK eAMHMUYHbIE TPOM-
60UnTbI, MAK KOFAA MOSBAAIOTCS HE3penbie rMraHTckue TpomboumnThl, obpa-
3yloWMnecs Npu Pe3koM HAPYLWEHUU KPOBETBOPeHMs. B cBsan ¢ aTMM npu
onpeaeneHnn TPOMBOLUMTONEHUM UK TPOMBOLIMTO3A HA CBTOMATMYECKOM
aHanusatope B 06g3aTenbHOM MOPsAKE HEOBXORMMO MPOBOAWTL MOpPdbo-
NOTMYECKMM NOFCYET KNETOK C M3yYeHMEeM OKPULEHHOrO MA3KA KPOBMU MOA
MuKpockonom (ananus tpomGoumntos no Ponuo). B tabn. 3.4 ykasaHsl
Hanbonee 4ACTO BCTPEYAIOWMECS HA NPAKTHKE POPMbl TPOMOOLMTOB, MX
HA3BAHMS M XAPAKTEPHbIE NATONOTMYECKUE COCTOSHMS.
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TAB/TULLA 3.4. Pasnnurbie mopdbonormdeckue cpopmsl TpomBoumtos (unntoctpaumu na: ASH Image
Bank flashcards, 2017)

3a6onesaHus,
NPu KOTOPbIX BCTPEUAIOTCS

Mopdonorus | HassaHue

HopmanbHsiit

Hopma

- Tpombouut P
Ckonnexune CuHRPOM nUMKKMX TPOMEOLMTOB,
TPOMBOUMTOB  QHTUAPOCHONUMUAHBIA CUHAPOM, UMMYHHQS
(arperar) TpOMBOoUMTONEHMS
MraxTckmi VIMMyHHQs TPOMBOLMTONEHMS, CUHAPOM
TpOMBOUMT BepHapa—Cynse, Mes—Xerrnuna

3.3. Herrpodounsl

Hentpodounsl 06pasytotcs B KOCTHOM MO3re M3 MUENOMAHLIX Mpealle-
CTBEHHWMKOB MWENOWMAHOM M, AANee, HeHTPOPUNLHOM HAMPUBNEHHOCTU.
B kposu npucytcreyioT, KOk NpaBuno, spensie doopmbl (NanoukosaepHsie
M cermeHTosaepHblie HernTpodounsl). 3penbimm oOPMAMM HA3BIBAIOTCS KNeT-
KW, KoTopble npuobpenu Bce HEOBXOAMMbIE CBOMCTBA AN LMPKYNSLMM W
dpuamonormueckn noctynaior B kKposb. Pasmep nanouykospepHsix HenTpo-
dounos — okono 11-12 mkm, cermentospepHbix — 8—10 mkm. bonburyio
4OCTb KNETKM 3GHMMAET PO30BATAS LIUTOMIA3MA, BHYTPHU KOTOPOM XOPOLWO
BLIPAXEHA CPUONETOBAS 3EPHMCTOCTb. SAPA Y ABYX OMMCHIBAEMbIX POpM
KNEToK pa3Hble, MU HO OCHOBE OCOBEHHOCTEN SAEP PA3HbIM BMAAM HEMT-
POdOMNOB AQHbI MX HO3BAHMA. Y MONOYKOAAEPHBIX KNETOK SAPO BLITAHYTO,
MPEACTABNEHO B BMAE MPIMOM WMNM M3OTHYTOW MANOYKM, Y CErMeHTOsREp-
HbIX AAPO PU3AENEHO HO HECKONbKO (2—4) HEOAMHAKOBBIX «KYCOUYKOB», CEr-
MEHTOB, COEAMHEHHbBIX MEXAY COBOM NEPETIKAMM.

HeltTpodpunbl BBIXORST M3 KOCTHOTO MO3ra M LMPKYIMPYIOT B nepudoepu-
yeckoi Kkposu okono 6—12 u. [lanee yepes sHAOTENMAMbHbIE MOPbI B KAMMI-
NAPAX OHM MPOXOAST B TKAHM M OCYLIECTBASIOT CBOIO OCHOBHYIO CPYHKUMIO —
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doarountos. Takas HEOGXOAMMOCTb CTANA SBOMIOLMOHHOM NPEANOCHINKOM ANs
M3MeHeHMs POPMbI SAPA, KOTOPAs Y 3penbiX KNeToK, CMOCOBHbIX YHOCTBOBATH
B BOCMQANEHMM U KNETOYHOM MMMYHMTETE, MMEET NANOYKOSAEPHYIO UM CErMeH-
TosipepHyto doopmy. OTcyTCTBME KPYNHOTO OKPYrMOro AAPA MO3BOASET HEMT-
POCOMNaM MPOHMKATL B CAMbIE Y3KME MEXKNETOUHble MPOCTPAHCTBA MEXAY
BHROTENUOLMTAMM. TONbKO HOXOASCh B TKAHAX, KYAQ HEHTPOCHOMIbI MPOHUKAOT
MyTEM XEMOTAKCUCA, OHM CMOCOBHbI OCYLIECTBNSTb CBOKO OCHOBHYIO CPYHKLMIO
KNeToYHOro MmmyHuTeTa. HeifTpodpunbl nornowaioT M nepepabaTsiBaior Bce
4YXEPOMHbIE MAKPOMONEKYMbl U CyGbenHMLb, CODCTBEHHbIE norMbume Knet-
ku. [Mocuntaro, uyto B cpegHem 1 HelTpodomn moxer dbarounTMposats Ao
5 6akrepuit. Cnycrs 6—7 [Hei nocne BbIXOAA M3 KOCTHOTO MO3ra 3TW KNeTKu
normbator.

B nepudbepuueckoit kpoBu M3 BCEX NEMKOLIMTOB HEMTPOOMMbI SBNAOTCS
npeo6napaiowmm nynom. OHu npucyTctsytor 8 Helt B konnuectse 40-75 % ot
obuero uucna neitkoumtos [y aetei crapwe 5 net u apocnsix). OcHosHoe Ko-
NMYECTBO HEMTPOCOMNOB NPEACTOBNIEHO CErMEHTOSREPHBIMU COOPMAMK, Topas-
[O MEHbLMM SIBNSETCS YMCNO MANOYKOSAEPHBIX HEUTPOCPMNOB: UX KOMMYECTBO
cocraenser 1-6 % Bcex SAPOCOREPXALMX KNETOK.

OrtBeTtHOM peakumeit Ha MHAPEKUMOHHOE 3a60neBaHMe, MOMMMO XAPAK-
TEPHbIX KINMHUYECKMX CMMMTOMOB, SBNSETCS HEMTPOCOUIbHLIM NEHKOLMUTO3 CO
CHBMIOM BNEBO (B CTOPOHYy Gonee MONOAbIX JOOPM), KOTOPbI PA3BMBOETCS
B CUMTAHHble Yackl nocne 3abonesaHus. Takas OTBETHAS PEAKUMS KPOBU CO-
NPOBOXAAETCS MOSIBNEHMEM GOMbWEro MPOLEHTA MANOYKOSREPHBIX CPOPM.
OnucaHHble M3MEHEHMS COCTABA KPOBM CBA3CHbI HE TOMbKO M HE CTOMLKO
C OKTMBALMENH MMENOMAHOro POCTKA M MOBbIWEHHOW CKOPOCTbIO NPOAYKLIMM
HEMTPOCOMNOB, CKOMLKO C BBIXOAOM YXE MMEIOWMXCS B KOCTHOM MO3re 3perbixX
doopM. YuuTbiBas, YTO PEAKTUBHBIA NEMKOLMTO3 MOXET JOCTUIATb MOKA3ATE-
nent 20 000-30 000/Mkn, CTOHOBMTCA MOHSATHO, YTO MPOLECC NPORYKLMM
HeiTpodpounos 8 4-5 pas npesbiwaeT NOTPEGHOCTM OPTrAHU3MA BHE KOHTAKTA
c McheKumeﬁ. Takoe ceowcTBO, € ogHOM CTOPOHbI, cosfaeT GonblWwoK 3anac
NPOYHOCTU, HEOGXOAMMBIN AN AAEKBATHOM OTBETHOM PEAKLMM NPU MHAPULK-
POBOHWM, C APYrOM — MO3BONSET HE PACXOAOBATL HEBOCTPEOOBAHHbIE KNET-
KM, KOTOpble OCTAIOTCA B KOCTHOM MO3re, TaM Xe MorubaioT, yTMnuaupyiotcs
MaKpOdoaramm 1 PAacXopyioTcsl HO CO3AAHME HOBbIX KNETOK.

tOHble doopMbl HEATPOTOUNOB (MMENOLIMTBI M METAMUENOLMTBI) TAKXKE MOTYT
OnNpeAensTbCs B KPOBM Y NALMEHTA, HO TOMBKO MPH OYEHb CEPLE3HOM CMCTEMHOM
BOCMANEHMW. TakMe COCTOsHMS BCErAa CBA3GHbI C dpeBpHIbHOM NMUXOPAAKON,
MHTOKCMKALMEN, KIMHUYECKUMM CUMMITOMAMM MHAPEKLMOHHOTO 3060NEBAHMS.
Y spoposoro yenoeeka 6e3 NPU3HAKOB CUCTEMHOTO BOCMANEHUS 3T KNETKU He
BbISBMSIOTCS, NOSTOMY OHM HO3bIBAIOTCS HE3PEMbIMM, O X NMPUCYTCTBME B KPOBM
MOXET CNyXWTb CUMMTOMOM 3a6onesaHus kposu. [lpyrue monopsie mopdpono-
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rMyecku MpeHTMdoMLMpyembie POpMbl HEMTPOOMNOB (MMENOBNACTb, MPOMue-
NOLMTHI) HUKOTAA HE MOSIBNAIOTCS B NepUIDEPUYECKONR KPOBM, ECIIU HET Nopa-
XKEHMS KPOBETBOPHbIX OPraHOB, MO3TOMY MX MPUCYTCTBME FOMKHO 0BS3ATENLHO
6bITb MOBOAOM AMsl HAMPABNEHMS MALMEHTA K TEMATONOTY.

MHorpa B KpoBM onpepenstorcs natonornyeckue dpopmbl HerTpodomnos
(ra6n. 3.5).

TAB/NLA 3.5. Pasnuutbie natonoruyeckue doopmsl Heittpocpunos (unnioctpaumm ms: ASH Image
Bank flashcards, 2017)

3ab6oneBaHus,
NPy KOTOPbIX BCTPEUAIoTCS

HassaHue

Monucermentmposansiii  Merano6nactHeie aHemmu,
HenTpOodbUn MMENOAUCHNACTUYECKUE CUHAPOMI

MnocermeHtnposanHbid  [Nensreposckas aHomanus
HelTpocomn HEUTPOCOUNOB, MMENOAUCTINA3UM

_ Tokcuueckas 3epHuctocTs  MHdbekumn, cencuc, neyerue
B HelfTpodoune CTUMYNSTOPAMM FPAHYNOUMTONO33a

3.4. So3nHOdOMNbI

2031HOOMIMbI ABASIOTCA KNETKAMM MMENOMAHOTO PAAA, CrELUanm3nUpyoLm-
MMCSl HO Y4OCTHM B PEOKLMAX OPraHM3MA HO MAPO3UTAPHLIE, AnNepruyeckue,
QYTOMMMYHHbIE, MHOPEKLMOHHbIE M OHKONOrMueckme sabonesanus. Paspene-

38



HME UX HO POPMbI MPAKTMYECKM HE MCMOMb3YeTCs BBUAY HEBO3MOXHOCTU MAEH-
TUCPUKALIMM POPMbI M CTEMEHM 3PENOCTM AfPd M3-3a GOMLWOro KONMYecTBa
rpaHyn B knetke. [To pasmepy OHM COOTBETCTBYIOT 3pPEfNbiM HEMTPOCOUIAM.
D03MHOOMNbI COREPXAT LIUTOMNA3MATUYECKME TPAHYMbI, OKPALMBAEMbIE KMC-
MbIMU KPOCHTENAMM.

SosuHoghmms — konmyectso aosmHocbunos 6onee 0,6 x 10°/n, unn Gonee
5-6% ot umncna nekoumMToB. D03MHOCOMNbHBIE CABMIM B NEMKOLIMTAPHON GOOpMY-
ne BO3HMKAIOT MPU MHOTMX cocTosHMsX (tabn. 3.6) ¢ BknioueHMem annepruyec-
KOTO KOMMOHEHTA B MatoreHe3 3aGoneeaHus M runepnpopykumm IgE. YposeHs
s03uHodpunos Gonee 15-20% HasbiBAIOT rMNepa03MHOCPMAMEN MM «GOMbLIOK»
303MHOCOUNMEN KPOBU. DOUHOCOUNUSA MMEET AMArHOCTMYECKOE 3HAYEHME Mpw
MHAPEKLMAX (CKApPNATMHE), MAPA3UTAPHBIX MHBA3MSAX, GONE3HsIX KPOBU (XPOHMUEC-
KOM MMenoneikose, S03MHOCPUNLHOM NEMKO3e, MCTUHHOM NonMuMTEMMH), annep-
MMYECKMX 3060NEBAHMAX (GPOHXMUANBHOM OCTME, KPAMMBHMLE), 3NOKAYECTBEHHBIX
onyxonsix (ocTpom MMMpoBNACTHOM neiikose, NMMdPomMe XORXKKMHA, pake Moy-
ku). Mpu BocnanuTensHom mpolecce poct umcna so3uHodpmnos Gonee 5% co-
OTBETCTBYET HQUANY BbI3NOPOBNEHUS. DO3MHOCOMNMS B COYETAHUM C Gasodounmeit
MOXeT GbiTb MPOSBNEHUEM MMENOMPONUADEPATHBHBIX 3060NEBAHMHA.

DO03MHOMEHMS — CHUKEHME YUCNA S03MHOCOMNIOB B KPOBM AO MeHee
0,2x10°/n, ee 4acto HOBNIOAAIOT B HAYANE BOCMANEHMS.

TAB/ULLA 3.6. MpununHbl 3031HOdMIMM
Tvn
nartonornyeckoro
npouecca
MHdpeKUMOHHbIA

Peakas
903nHOOUNUS

Yacras

903nHOUNUS

INumdpoxoproHanbHbIA
Bupyc, nudpekummn LIHC,
CTadPMNOKOKKOBAS MHAPEKLIMS
Yy AETel, CKapnaTuHa, xopes,
MHOTOCOOPMHAs 3pHUTEMA,

MHBasus napasuramm
(aHkMnocToMo3, wrcTtocomos,
QCKAPUAOS, TPUXHUHENNES,
do1nsipros, XMHOKOKKOS),
nHesmoHus Jledpcpnepa,

BbI3BAHHAS NAPA3UTAMM TMCTOMNNA3MO3
Annepruyeckuit BpoHxuansHas actma, AHIMOHEBPOTUYECKHUI
QNNEePruveckmit PUHKT, oTeK, annepruyeckmi
KPQMMBHMLIA, S03MHOOMMbHbINA rPAHyNeMaTos (CMHEPOM
KONUT HOBOPOXAEHHbIX Yepaxa—Crpocc)
[Nepmatonoruueckuin  [ysbipuatka [nccemmnHmposaHHas
rnmobnactoma

Curapom Beiins (peunpmsmpytowmnin  bonesHs XopxkuHa,
FPAHYNEMATO3HbIA AEPMATHT), NMMAOOMA, PaK Nerkmx,
303MHOCOUIbHBIA NEHKO3, OCTPbIN opraros XKT, donbposHas

3noKa4ecTBeHHbIMN

nMMcPoBNACTHBIA M OCTpPBbIM
HENMMAPOLMTAPHBINA NEMKO3bI,
XPOHMYECKMUI MMENONEMNKO3,

POK WWTOBMAHOM Xenesbl, KOXM,

afeHOoKapuMHOMa Xenyaka,

3NOKAYECTBEHHBIM TMCTUOLMTO3

r'MCTUOLUUTOMA, ONyXOrnb
OCTPOBKOBbIX KNETOK
I'IOH)KeﬂynO‘-IHOﬁ xXenesbl
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Tun

naronorn4yeckoro

npouecca

AyTOMMMYHHBbI

Yacras

903UHOGUNUS

DosnHoMbHbIE ACUMMT,
MMO3MT, FACTPOIHTEPMT, LIUCTHT,
aHpokapauT lecbdpnepa,
XPOHMYECKMIA renaTut

Okonyanme tabn. 3.6

Peakas
303nHOPUNUS

A3BEHHbIN KONUT, NOKAMbHBbINA
SHTEPUT, PEBMATOMAHBIN
QAPTPUT, AQHFUKT, Y3ENKOBBIM
nepuMapTepumT

Mpmonatnueckuit D03MHOOMIbHBIA CUHAPOM, CHUCTEMHBIM MACTOLMUTOS,
303MHOCOMNbHBIA NErOUHbINA COCTOsHWE Nocne CreHak-
MHdPMNLTPAT, aHrMoNMMdponaHAs TOMMM
rMNepnnasmns ¢ 303uHodounme

Cas3aHHbIA MHdorUMpOBaHHSIH XenyaoUyHo- Nyuesas Tepanus

C neyveHnem NEepPUTOHEANbHBIA WYHT

CaszaHHbIN MennumnnauHsbl, uedpanocnopute,  Bapdpapu, kantonpun

C Np1emom HUTPOCPYPAHOBbIE COEAMHEHMS,

NEeKAPCTBEHHbIX bEeHUTOMH, rapanasmH,

cpencTs XNOPMNPOMA3NH

BpoxpeHHsii
 nepuopa
HOBOPOXAEHHOCTH

MoHocomus 7, ceMemHsbIn
3PUTPOCPArOLUTAPHbIMA
NMMAPOTUCTUOLMTOS,
903MHOPUNINSA HEAOHOWEHHBIX

CeppeuHo-cocynuctsie
aHomanuu,
TpombouunToneHus

B COYETAHWUM C OTCYTCTBUEM
ny4YeBOM KOCTH

TMneprmmyHornoGynmHemms

BpoxpeHHsie

MMMyHOaEPHULIUTHbIE
COCTOSIHUA (TsXenbli
BPOXAEHHBIN
MMMYHORECOULIMTHBI
CMHAPOM, X-cLenneHHas
arammarnoBynuHemus)

3.5. basodounsl

basodpunbl, Kak v 2031HOMNLI, ABNSIOTCA rPAHYNOLUMTAMM, Ge3 pasfene-
HWS MX HO dPOPMbI M CTerneHu 3penoct1 knetku. [1o pasmepy oHu cooTseTcTay-
toT 3pensim HerTpodpounam. basodomnbl MMeloT LMTONNA3MATUYECKME FPAHYbI,
OKPUIWMBAEMbIE OCHOBHbIMM KPACHTENSIMM, COREPXAT FEnapUH M TMCTAMMH
(aHanOrM4HbI Ty4HBIM KNETKAM COERMHMTENbHOM TKaHM). BasodpunbHble neitko-
LWTbl NPU AErPAHYNSLMM MHULMMPYIOT PA3BMTUE AHACOMNAKTMYECKOM PEaKLMM
TUMEPYYBCTBUTENLHOCTH HEMEATEHHOTO TUNA.

basocpunms — ysenmuerune konnyectsa 6asodpounos B kposw. Ee Habniopa-
10T NPU annepruYeckux coctosiHusx. Beissnenne 6asodomnmu soiwe 0,1 x 10%/n
B MOCNEAOBATENbHBIX AHANM3AX KPOBU MOXET BbiTh MPU3HAKOM HAYANA MMENo-
nponndoepaTMBHOro 3060NEBAHMS KPOBH.

basorneHus BoO3MOXHA Npu rUnepTMpeosae, OBYNsLMM, CTPECCE, OCTPbIX MH-
doekumsix, cuHapome MueHko—KywmHra; ee Bbi3bIBAET NPUEM MMIOKOKOPTUKOM-
0B, TMOMEHTANA HATPMS, XMMUOTEPANMS, PEHTTEHOBCKOE OBNyYeHwe.
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3.6. [lumcpoumte

JMMdboLMTEI COCTABNSIOT NMONYNALMIO NEMKOLMTOB, 0BECMEUMBAIOWNX UM-
MYHHbI HOA30P M OTHOCKMMBIX K OFPCHYNIOUMTAM (He CORepPXaT rpaHyn B Lim-
Tonnasme). Jlumdpoumtsr coctasnsior 20-40 % Bcero konuyecTsa NEMKOLMTOB.
Y peteit ot 5 pHel po 5 net otMeddeTcs TOK HO3bIBAEMbIH GOM3MONOrMHECKMHA
NepeKkpect, KOrAa IMMAOOLMTE COCTABASIOT NPeoBnapaowWwyto nonynaumio Ge-
MbIX KNETOK KPOBU. DTO CBS3AHO C MOBbILEHHOM AKTMBHOCTLIO OPTGHOB MMMYH-
HOM CHUCTEMbI, C PA3BUTUEM CENE3EHKM W TUMYCA.

Y B3pOCnbIX MOMYNSUMS LMPKYIMPYIOWMX B NepuddepryecKoit KpoBH M-
dpoumtos Ha 80% coctout ma T-knetok. HopmanbHbie sHaYeHMs NTMMAPOLIMTOB
cocragnsior 1,5-3,5x10%/n.

Jlnmcpouros — yBenmyeHne KONMYECTBA NMMAPOLMTOB B KPOBM BbillE HOP-
MOnbHBIX 3HOYEHMHM (aBcontoTHbli nMmdooumTos) mnmn Gonee 40 % (otHocuTens-
Hbil numdpounTos). OTHOCHTENbHBIM MMMJPOLIMTO3 GbIBAET MPU MHAPEKLIMOHHBIX
3060MeBAHMAX, YaLe BMPYCHLIX (MPM OCTPO PECMMPATOPHOM BMPYCHOM MH-
dpekumu, Tokconnasmose, reprece, kpacHyxe, BAY-uudpekumm), sabonesarmsx
KPOBM (OCTPOM M XPOHMYECKOM TMMCPONEKO3E), OTPABNEHMSX CBMHLIOM, Mbillibsi-
KOM, NP NPUEMe PSAC NEKAPCTBEHHBIX CPEACTB (HOPKOTUYECKMUX HANBIETUKOB).

Jlumcponerms (ocTpas unu XpPOHMYECKas) — CHUXEHWe Yucna nMMdpo-
umtos B Kposu. OBLIYHO OHO BO3HMKAET BCNEACTBME HOPYWEHMA PA3BUTHS
NMMCPOMAHOM CUCTEMBI, TOPMOXEHMS NMMADOLMTONOI3A, YCKOPEHHOM rnbenu
numcpoumToB. JInmdponerus nosensercs npu OCTPbiX MHAPEKLMOHHbIX 3a6one-
BAHMSX CO 3HOYMTENbHBIM YCMNEHMEM FPAHYNOLMTONO33A M MPU XPOHMYECKMX
MHdPEKLMSAX.

ABcontotHas MMMAPOMNEHHS XAPAKTEPHA ANs BPOXAEHHBIX M MPUOBPETEHHBIX
MMMYHORECPMLIMTHBIX COCTOSHMI (QrammarnoBynMHeMmu WBEHLIAPCKOTO THMA, pe-
TUKYNSPHOM AUCTEHE3UM, MMMYHORECPMLIMTA C TUMOMOHM, crHapoma u [xopaxu,
ClMOa). Numdbonenus BosHukaeT npu GonesHu XOmXKWMHA (mMpexkHee HO3BO-
HWMe — NMMMAPOrPAHYNEMATOS; HO CPOHE NEMKOLMTO3d, HelTpodounesal), nemkose,
MHOXECTBEHHON MMENome, Npu AEMCTBUM MOHMMPYIOWEH PagMaumm, rMIOKOKOpP-
TUKOMAHOM TEPAMNMM, XPOHMUYECKMX 3ABONEBAHMAX MEYEHM, COCTOSHMSX, BbI3bIBO-
IOLUMX TIKENbIE OTEKM MM MOTEPIO IMMAPOLIMTOB Yepes KuWedHMK. [Tumdponermio
BbI3bIBAIOT MPMEM ACMAPArMHA3bI, CONEN NNTUS, HMKOTUHOBOM KMCIOTbI, BBEAEHME
QHTUNMMJDOLIMTAPHOM CbIBOPOTKM, PEHTFEHOBCKOE OBNy4eEHHE.

3.7. MoHouuThI

T0 caMbie KpyrHble KNeTki Cpeam neikoumutos, He copepxart rpanyn. O6-
NAAAIOT CNOCOBHOCTHIO K NOKANLHOM AMdpdoepPeHLMPOBKE: MOHOLMTH — Npep-
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WEeCTBEHHWKM MAKPOCDAros, MPEBPALLAIOTCS B HUX NOCNE BbIXORA M3 KPOBSHOTO
pycna. Monoumtsl coctasnsior 2-10% Bcex neikounTos, cnocobHsl K ame-
GOBMAHOMY ABMXEHMIO, MPOSBNSIOT BbIPAXKEHHYIO OArOLUMTAPHYIO M GakTepu-
UMAHYIO akTMBHOCTb. Yepes 1,5-5 aHelt UMpKynsSuMM MOHOLMTHI Yepes Mopbl
SHAOTENMS MPOHMKAIOT B TKAHM.

B TKaHAX MOHOUMTbI NPHOBPETAIOT Creundpryeckne CBOMCTBA, CTAHOBSCH
Makpodparamu. Hanbonbluee konMyecTso Makpodoaros COAEPXUTCS B NEYEHM
(56 %), nerkux (15%), cenesetrke (15%), nepuroreansHoi nonoctn (8 %) u
ApyrMx TkaHax. Makpodpbaru no OCHOBHOM BbIMOMHIEMOM CPYHKLMM Mmoppas-
fensioTcs Ha aHTMreHnepepabarsiBaowme (paAroumTs) U AHTUrEHNpPeseHTH-
pylowme (eHAPUTHbIE KNETKM, creundonieckon doyHKUMER KOTOPbIX SBISIOTCS
3axsar, nepepaboTka M NPeACTaBneHne aHTUreHoB numdpoumtam). DaroumTsl
NPEACTaBNEHbl MAKPOJDAraMM COEAMHUTENbHOM TKAHM, MOAKOXHOM KneTt4ar-
KM, CEpPO3HbIX MONOCTEM, QNbBEONSPHBIMA MAKPOGOAramM, coMKCHMPOBAHHbIMM
makpodparamm nevenn, LIHC, koctHoro mosra, ceneserku, numdpatmyeckmx
y3nos. K aHTUreHnpeseHTMpyowmm MAKpodoaram OTHOCST coonnmuKynspHble
REHAPHUTHbIE KNETKM, MHTEPAUTUTUPYIOLME AEHAPUTHBIE KNETKM, KNeTku JlaHrep-
ranca. OfHOM 13 dPYHKLMIA MOHOHYKNEAPHbIX PArOLIMTOB ABNSETCS CEKPELMS
BelWeCTs, Perynupyiowmx nponmdpepaumio n aMdbdoepeHLMpOBKY PA3IMUHbIX
KneTok opranmama. Bce makpodparu TkaHen MMEIOT pelenTopbl Asl 3NeMEHTOB
cuctems komnnementa (C3, C4), Fe-doparmertos MMmyHOrnoGynmHoB, LMTo-
KMHOB.

Moroumnros — ysennuenune yposHs morouutos Gonee 1x10°/n. 310
XOPAKTEPHO ANS MHADEKLUMOHHOTO MOHOHYKNEO3d, FMCTMOLMTO3A, MUENOAMC-
NAACTUYECKOTO CMHAPOMA, MOHOLIMTOPHOTO NEMKO3a, MUenoneikoaa, GonesHu
XopxkuHa. HesHauuTensHbi MOHOLMTO3 BbIBAET NPK MHAPEKLIMOHHBIX 3a6one-
BAHMAX, NPHUEMe rpu3eodpynbBUHA, rANONepPHUAONA, Npu oTpaBieHUK dhocdpo-
POM 1 TETPAXNOPITAHOM.

MoroumToneH1s MMeeT BUArHOCTUYECKOE 3HAYEHME MPM AMNACTUYECKOM
aHemuu, cuctemHol kpacHoi sonuarke (CKB), B, ,- unu doonmesopecomumtHoM
OHEMMM, TAKXKE BO3HMKAET MPM THOMHBIX MHODEKLMAX, WOKE, MPUEME MIOKO-
KOPTMKOMAOB, MOCNE POROB M OMEPATUBHBIX BMELIATENLCTB.
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s 4. [pynnbl KPOBMK,
PE3YC-DAKTOP

Ha noBepXxHOCTH 3pUTPOLIMTOB YENOBEKA HOXOAMTCS OrPOMHOE KONMYECTBO CH-
TUIEHOB, M3 KOTOPbIX B HACTOsee Bpems M3secTHo Gonee 250.

AHTUreHb, KOTOpbIE, MOMMMO 3PUTPOLIMTOB YENOBEKA, BCTPEYAIOTCS HA
3PMUTPOLMTAX APYTMX KMBOTHBIX, HOBIBAIOTCS reTepOghMibHbIMM AHTUIEHAMAM.
AHTUreHsl, 0BHAPYXMBAEMbIE TONMLKO HO BPUTPOLIMTAX YENOBEKA, HO BCTPEYa-
lowmMecs y BCex nioaei, 0603HAYAIOTCS KAK BUAOBLIE, UMK HECTELMGPHYECKHE,
QAQHTHUTEeHbI. AHTIAFeHbI, CBOMCTBEHHbIE NULLb ansa 3pMTpOL|l4TOB OrpOHquHHOFI no-
nynaumMu NIofen u onpenensiolme rpynny KPOBM YENOBEKA, HOCST HA3BAHME
rPynmoBsIX, UK CNeUMbUYecKmx, aHTUreHos.

[ns KAXAOrO 4ENOBEKA XAPOKTEPHO MHAMBMAYANLHOE COYETAHME Creum-
donueckux antrenos. B rpynne cneumdpmueckux aHTUreHoB, KoTopsle Cpean
3PUTPOLMTAPHBIX AHTUFEHOB MMEIOT HAMBOMbWEE KIMHUYECKOE 3HAYEHHUE, BOXK-
Herwmnmu sensiotcs aHTurensl cuctem ABO, pesyc-dpaktop, Melonc, MNS, |, P,
Niorepan, Kenn, Jadpdom 1 Kuap.

AHTurens cuctems ABO

B cucreme ABO anturenst A u B moryT npucytctsosars B aputpoumtax no
opHomy (tonbko A unm tonsko B) mnu smecre (AB). Orcytcrene obonx aHture-
Hos o6osHauaetcs kak rpynna O. [eHbl, OTBETCTBEHHbIE 30 CUHTE3 AHTMIEHOB
A 1 B, nepepatorcs No FOMMHAHTHOMY Ty, T.€. HOCNEROBAHME FEHA BCErfa
MPOSBASETCS MPUCYTCTBUEM QHTUIEHA.

YeTbipe BO3MOXHbIX coueTaHms aHtureHos cuctemsl ABO, Tpu M3 Kotopbix
6binn otkpbiTel K. JlaHpwreitepom 8 1900 r., onpepensior yetbipe raBHbIX
PO3HOBMAHOCTM YENOBEYECKMX DPUTPOLIUTOB!

1) rpynna O (denotnn 00) — aputpoumTsl NMLEHb OGOUX AHTUrEHOB

ly 43,5 % niopeit);
2) rpynna A (deHotn AO, AA) — apuTpOUMTHI COREPXAT aHTUreH A
y 44,7 % nopen);

3) rpynna B (dperorun BO, BB) — spurpoumtsl copepxar aHturen B
(y 8,6 % niopei);

4) rpynna AB (dperotrn AB) — aputpouuTbl cogepxar o6a aHTMreHa
(y 3,2 % niopei).
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Y niopeit ¢ rpynnoi A BbiRensioT HECKONbKO BAPMAHTOB AHTUIreHa A: cunb-
Hblit aHTreH A (75 %), oBHapyxuBaiowmit NoNHyio A-QHTUrEHHYIO QKTUBHOCTb,
n Gonee cnabuiit antured A, (okono 25 %), obnapatowmit '/, AHTUreHHbIX
[ETEPMMHAHT A 1, BOBMOXHO, OTIMYCIOWMIACS OT HEro u kadectseHHo. Kpo-
Me TOrO, CyWEeCTBYIOT IPYTMe PENKO BCTPEUAIOWMECS BAPUAHTEI OHTUrEHA: A,
A, A nA_, ©enoun s Takom cnyyae Bynetr AA,, AA, AA u np., Takoit
QHTUIEHHbIM COCTaB OTHOCAT ko 2-4 rpynne. Ecnu doerotmn y uyenoseka OA,,
OA,, OA, v np., 370 HEOGXOAMMO OBS3ATENHO YKA3bIBATL B HO3BAHMM TPYMMbI
kposu (A,, A;, A), T.K. NGHHbIE QHTUIEHHbe IETEPMMHAHTHI Haubonee 4acto
MNPMBOAST K AUATHOCTUYECKMM OLIMOKAM, O COMOE FMABHOE — K TAXENbIM NocT-
TPAHCAPY3MOHHBIM OCNOXHEHMSIM.

Antiren B He cronb cnoxeH, KK aHTMreH A, ORHOKO TOKXE M3BECTHbI €ro
cunbHble u cnabbie BapuaHTbl. AHTUreHsl A u B, a Takke aHTUreHbl cuctems
Mbtouc aBnstoTCs MUKONPOTEURAMM, OMUHOMENTURHAS LIEMb KOTOPbIX COREPXMT
15 amuHokmcnor. Bce on — npoussopHble aHTUreHa H, k nonmnentupHoM
Lenu koToporo nop koHtponem reHos A, B unu Jbionc pobasnsiores gononHu-
TenbHble AMMHOKMCNOTbI. TONbKO B apuTpoumTax rpynmbl O, B KOTOPbIX AHTUrEHSI
A n B orcytcreyior, copepxutcs 6a30Bas QHTUIEHHAS CTPYKTYPA MM AHTUIEH
H.

Y niopel ¢ penkoit rpynnoit kposu «bombeit» ren H sameHeH peueccus-
HbiM annenem h, kotopsiit He cnocobeH BripabaThiBaTh Bewectso H-aHTureHa.
Mockonbky H-aHtren ortcytcteyer, He obpasyercs HU A-, Hu B-aHtureH, He-
CMOTPS HO BO3MOXHOE HOMMYME COOTBETCTBYIOWMX FEHOB. DTA TPYNNa KPOBM
o6osHavarcs kak Oh.

A-, B- u H-aHTUreHbl BXOAST B COCTOB MEMBPAH HE TONMLKO 3PUTPOLMTOB, HO
1 GONbLWMHCTBA KNETOK OPraHM3MA, BKIIOYAS NEMKOLMTE M TpomboumTsl. B Bo-
[OPACTBOPUMOM hOpMeE 3T aHTUreHsl npucyTcTeytoT B TkaHsx y 80 % niopei,
O y TOK HO3bIBAEMbIX BbIRENMTENEM, KOTOPbIE OBNARAIOT CEKPETOPHLIM FEHOM
Se, — B cekpetax. Y TAKMX NOAEH paACTBOPHUMbIE aHTHIeHbl cuctembl ABO 06-
HAPY>XMBAIOTCS B MNA3ME, CMIOHE, MEKOHMM, CMIEPME, MOYE, XENYAOYHOM COKE,
noTe, Cnesax 1 Xen4u, HO OTCYTCTBYIOT B CIMHHOMOSIOBO# XMAKOCT.

AntureHs cuctembl ABO 4pessblvaiMHO YCTOWUMBI, M UX OMPERENEHME B Bbl-
COXWe KPOBM M APYTMX MPORYKTAX XM3HEREATENLHOCTH YENOBEKA MCMOMb3YET-
cs B CypebHoi MepuumHe. MHtepecHo, yto ABH-aHTHreHbl fo cux nop oGHa-
PYXMBAIOTCS B €rUMNETCKMX MYMMSIX.

AHTUTEHbl cUCTeMbl pe3yc-dpaKkTop

Cucrema pesyc-cpaktop (Rh), kak u cuctema ABO, urpaer sepywyio pons
B TPAHCCDY3MONOrMYEeCKOM NPAKTHKE. DTO OGLACHSETCS BLICOKOH OHTUIEHHOV
aktusHocTsio Rh(D)-dbaktopa, cnocobHoro crumynuposats BhipaboTKy co-
oterctBytowmnx antmten y Rh-otpuuatensHbix nuu. AnTupesychsie aHtMTena
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O0BHAPYXMBAIOT HAMBOMbWYIO GKTMBHOCTL MPU TEMMepaType Tena U MoryT
MPOHMKATL Yepes MIALEHTAPHbI 6apbep, Yem M OBbICHIETCS MX Bepyluee
3HOYEHUE B PA3BUTMM FEMONUTMYECKOM BonesHu HoBopoxXaeHHsX. [Tpopyk-
UM SPUTPOLMTAPHBIX QHTUIEHOB CUCTEMbI PE3YC KOHTPONMPYeTCs Tpems na-
PAMK BIM3KO PACNONOXEHHBIX HO ORHOM xpomocome reros: Dd, Cc u Ee.
BosmoxHsl cnepylowme kombuHaumm pesychsix redos: Cde (R'), cDE (R?),

cDe (R9), CDE (R¥), cde (r), cdE (r'), cdE (r'') u CdE (RY) (rabn. 4.1).

TAB/TULA 4.1. Tpynnsl KpoBu cucTeMbl pesyc-cpakTop

CDE-HOMeHKnatypa | [pynnosbie CUMBOMbI |Hacrom pacnpocTpaHeHus, %

CDE/cde Rr 32
CDe/CDe RR, 17
cde/cde rr 15
CDe/cDE RR, 14
cDE/cde R.r 13
cDE/cDE R, 3
cDe/cde R, 1

Onpepenexune «pesyc-NoNOXUTENbHLIE» WUCMONL3YETC ANS SPUTPOLIMTOB,
cofepxatymx aHturen D. Dputpouutsl, KOTOpble HO OCHOBAHMM OTCYTCTBUS B3A-
nmopectens ¢ aHtn-D-aHTucbiBOpOTKOM, OTHECeHb! K Rh-oTpuuatenstbim, mo-
ryt o6napats C- u E-aHturenamu cuctems pesyc. Mctmnno Rh-otpuuartensheie
sputpoumtsl He copepxar C-, D- u E-anturenos. B tpancdpysmonormueckoit
NpaKTMke pasgensior noHsTMs Rh-oTpuuatensHoit Kposu Ans ROHOPOB M pe-
unnueHTos. [JoHopsl cuntatorcs Rh-otpuuarensHbiMM npu nonHOM oTcyTCTBMM
CDE-aHTHreHoB, MHaYe YKA3bIBAETCS MX dDEHOTUM C AOMUHOHTHBIMM QHTUrEHO-
mu. PeunnimenTbl ¢ d-(oeHOTMNOM CYMTAIOTCS Pesyc-OTPULIATENbHBIMK, AAXE NPH
Hannumm C- u E-aHtureros.

Opyrue rpynnossie anturens cuctem MNS, Jlstonc (Le), Pp, il, Kenn (K],
Oadpdom (Fy), Kupa (JK), Tiotepan (Lu) oBbiuHo He yuuTbiBQIOTCS B PYTUHHOM
TpaHcdpysmonornyeckoin npaktmke. OgHAKO HECOBMECTMMOCTb MO OHTUIEHAM
3TUX CUCTEM MOXET OBYCNOBMTb M3OCEHCHOMNM3ALIMIO, CIYXXALUYIO MPUYUHOI
TSXKENbIX FEMONUTUYECKMX PEAKLMM U FEeMONMTUYECKON BonesHn HOBOPOXAEH-
HbiX. Kpome Toro, mpotie HEKOTOPbIX M3 STUX GHTMIEHOB MOTYT TAKXE BbIPABA-
ThIBATHCSA AYTOQHTUTENA MPU AYTOUMMYHHbIX FEMOMIUTUHECKUX OHEMMSIX.
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5. OBMEH XENE3A

Xeneso Urpaet BaxHyo ponb B XM3HEAESTENLHOCTH OPraHn3Ma, obecneunsas
TPOHCMOPTUPOBKY KWMCNOPOAA, BXORS B COCTAB reMOrno6uHA, MMOrMoGuHG,
CHUCTEM LIMTOXPOMOB M HEKOTOPBIX OKMCTUTENbHBIX DEPMEHTOB.

B cpenHeM B opraHuame 3gopoBoro uenoseka copepxurcs 3—4 r xerne-
3a, 75 % kotoporo exopst B cocras remornobuHa, 5-10 % — muornobuHa
n 15 % Haxopstcs B geno B supe dpepputHa U remocupepmta. OcranbHas
yactb (okono 1 %) HAXomuTCs B MAC3ME M BXOAMT B COCTAB PABNMUYHBIX XENE3o-
COREPXAWMX OepPMEHTOB.

XKeneso sBNSETCA HE3AMEHUMbIM MUKPOSNEMEHTOM, YHOCTBYIOLWMM B TPAHC-
MnopTe 3NEKTPOHOB (LIUTOXPOMBI, KENEe30CepOnpPOTEMAbI) M KMCTOPOAA (MMorno-
6WH, reMorno6uH), B POPMUPOBAHMM AKTUBHBIX LIEHTPOB OKUCIUTENLHO-BOCCTC-
HOBMTENbHLIX dPEPMEHTOB (OKCMAASbI, TMAPOKCHMNASbI, CYNEPOKCUARUCMYTA3bI).
Xeneso BxopuT B COCTAB reMOrnoBuMHA — OCHOBHOTO 6enka 3pUTPOLMTOB,
KOTOPbIM ABNSETCA XPOMOMPOTEMAOM M COCTOMT M3 [BYX HYACTEHU: KPYMHOM
6enkoBoi Monekynbl — rno6MHA M BCTPOEHHOM B HEe MPOCTETMYECKOM 4aC-
™ — rema. [Npoctetnyeckas YacTb Npeactaenser co6oit XenesoCoaepXalmi
NPOTONOPOUPHH U ABNSETCS dOM3MONOrMYECKM OKTMBHOM YACTBIO MONEKYbI
remornobuHa. OTanmumntensHoM OCOBGEHHOCTLIO remMa SIBMSETCs CMOCOGHOCTb
BCTYNath B 06pATUMYIO CBi3b C KMCIOPOROM. [no6uH — 310 Genok rpynmbl
FMCTOHOB, COCTOMT M3 574 QMMHOKMCOT, cOCTaBnsiowmx 4 NOnMNenTUaHbIe
Lenu, KOTOpblE UrpaIOT OCHOBHYIO POfb B COXPAHEHUM OYHKLMM U CTPYKTYPbI
remorno6uHa. pynna rema NpUCOEAMHSETCS K MONMMENTMAHON Lenu C Mo-
MOLWbIO MMMAC3ONOBOrO SAPA rMCTUAMHA. Mmupasonosoe konbuo oBpasyet
HEYCTOMYMBOE COEAMHEHME C ATOMOM XENes3a, BXORALEro B COCTOB remd. 1o
coepnHeHne oByCNOBIMBAET CBS3b XENe3a C KMCTOPOROM. TaKMM 0BpasoMm,
KOXXAas MONEKyna reMornobuHa COCToUT 3 4 saep remd, COAepXawmx no
1 artomy xenesa, cnocoGHbIX 3adOMKCHPOBATL KMCTOPOR.

Xeneso nerko BCTynaet B CB3b C KMCNOPOAOM BO3AYXA M YYOACTBYET B €r0
TPAHCMOPTUPOBKE K KNETKOM OPTraHW3MA, MOAREPXMBAS MX XKMIHEAESTENbHOCTD.
Xeneso exoput B COCTAB MMOrMOGMHA (MMOMMOBMH — MUrMEHTHBIA 6enok
B cocTase Mblwl) — 6enka, sanacalowero KMcnopop B meiwyax. Monekyna
MMOTNOBUHA COREPXMT rem M 1 Lemb rMobuHA, OCYWECTBASET JOCTABKY M ae-
MOHMPOBAHWE KMUCTOPOAA B MbiLax. JKeneso Takxe comepxurcs ewe Gonee
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yem B 70 pasnnuHbix dPepMEHTAX, MO3TOMY MpH ero aedomumMTe HapyLWaKoTCs
3QLYKTHbIE M AACNTALMOHHbIE CHIlbl OPraHM3MA M OBMEH BELIECTB.

CyTouHas NOTpeBHOCTL OPraHMaMa B xkeneae, pasHas 22—24 Mr, B OCHOB-
HOM (g0 95 %) nokpslBaeTcs 3a cuet xenesa, 0cBOBOXAAIOWErOCs NPX pacna-
fie rema COBCTBEHHBIX SPUTPOLIMTOB.

®Duanonormyeckas noteps Xenesa 34 CYET CyLWMBAIOWETOCS SMUTENMS,
BONOC, HOFTEH, MOTA, MOYM, KNG M Ap. Y B3POCNOTO My>X4YMHbI COCTOBNSET
Bcero 1-1,2 Mr B cyTku, a y XeHLWMHbI JETOPOFHOTO BO3PACTA — B CPEiHEM
1,5-2 Mr B cyTkM M3-3a MOTEpM Xenesa C KPOBbLIO MPM MeHCTpydumsx. Bo
BPEMS MEHCTPYANbHOTO LMKIA HOPMANbHOM CYMTAETCS KPOBOMOTEPS, PABHAS
50-100 mn kposu, unn 25-50 mr xenesa. OpHako npubnumsutensHo y 20 %
XEHLUMH 3TC KPOBOMOTEPS MPEBLIAET AAHHbIE LMADPbI, YTO CO3RAET MPEAro-
ChINKY ANS PA3BMTUS AECOMLIMTA XKenesa B OPraHu3Me, a 3aTeM M Xenesopedou-
LIMTHOM GHEMMM.

3HOUMTENbHOS NOTEPs XENesa NMPOUCXOAMT BO BpeMs BepeMeHHOCTH, po-
AOB M NPU FPYAHOM BCKAPMAMBAHMK. BepemeHHas XeHwmuHa nepepaet niopy
350 mr xenesa, 200 Mr octaetcs B KpOBM MNALEHTbI; BO BPeMs doM3MONOru-
yeckmx popos xeHumHa tepsetr 50-100 mn kposu unm 25-50 Mr xenesa; Bo
BPEMS PYAHOrO BCKAPMIMBAHMS MATh nepefaet pebetky npumepHo 450 mr
xenesa. Takum obpasom, obwas noteps xenesa paeHa 1000-1100 mr xe-
nesa, 4to coctaBnset '/, 3anaca Xenesa OpraHU3Ma XeHwuHsl. [1pu oGbHOM
MUTAHKMK 3TA NOTEePs BOCCTAHABIMBAETCS TOMbKO Yepes 3—4 ropa.

Y 3popoBoro uenoseka dousmonormyeckas noteps xenesa KOMNEHCUpyeT-
s Xenesom, noctynatowmnm ¢ nuweit (puc. 5.1). B gHesHom paumone B cpep-

Llupkynupyouime

SPUTPOLIUTDI

O6pasoBanue 2500 mr Paspyuienye
3PUTPOLIUTOB «CTapbIx»
B KM SPUTPOLIUTOB B
20 mr/cyT E opranax P3C
KeJIHEBHAsI 20 mr/cyT
noTpPeGHOCTb B JKefe3e
21-22 mr

A
®dusnonoruueckue
TMOTEpH Kesesa
1 Mr/cyT y My>k4MH
2 Mr/CyT y JKeHI1H

[loctynnenue
KeJiesa C NuILed
1-2 mr/cyT

v

Jlero kenesa B neueHu
500 mr

PUC. 5.1. Cxema obmeHa xenesa.
KM — koctHbit mosr; POC — petukynosHpotenuansHas cuctema
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Hem comepxutcs okono 15 mr xenesa, ua kotopsix Tonsko 1-2 mr (5-10 %)
abcopbupyercs B XKT.

Pasnuuator gee doopmbl muiesoro xenesa: HeopraHuueckoe (8 supe Fe*)
M OPraHMYECKOE, COREPXALLEecs B remornobuHe U muornobute (Fe?*). Monb Fe®*
u Fe?* 0BpasyioT pacTBOpMbIE HUBKOMONEKYMSPHBIE KOMIIEKChI C MyKOMONMCAXA-
PUAAMM M AMUHOKMCTIOTAMM (XENaTbi), BCOCHIBAHWE KOTOPbIX B OCHOBHOM OCYLIECT-
BNSIETCA B BEHO[LATUNEPCTHOM KMLKE M BEPXHEM OTAENE Tolel Kuwku. Heopramu-
YECKOE XKENe3o CTAHOBMTCA AOCTYTHBIM ANsl YCBOEHMS MO MEPE €70 BbICBOBOXAEHMS
M3 MULEBLIX NPORYKTOB B Mpouecce nuwesapeHus. MNpuiem doopmsl Fe®* po npo-
HWKHOBEHMS B KNETKM KMIWEYHMKA BOCCTAHOBIMBAIOTCS HO MEMOPAHE SHTEPOLIMTOB
po Fe?*. Xeneso B geyxsaneHTHoM dhopme obnagaet ropaspo Gonee BbIPAXEHHOM
6rogoctynHocthio, coctaenss go 90 % Bcero xenesa, BCACHIBAIOWErocs B OPro-
HM3M. Ponb xenyno4HowM cekpeumu B MpoLiecce BCACbIBAHMS xenesa Hesenvka. Co-
NAHAS KMCTIOTA NMULLb HECKOMBKO YCUIMBAET BCAChIBAHME coneit Fe?* u He BnuseT Ha
a6copbUMIo HEOPTraHUYECKOTO Xenesd.

Xeneso, nocrynusliee ¢ nuwei B okucneHHon doopme Fe*, saxsarbisaercs
QMMKQNLHOM MOBEPXHOCTLIO SHTEPOLMTA M BOCCTAHABNMBAETCS B Fe?* ¢ nomoubio
MEfb-30BUCHMON METANNOMPOTENHA3bl — PEAYKTA3bI, 3ATEM MPOHMKOET B SHTEPO-
umt ¢ nomouwsto [IMT (guBaneHTHoro TpaHcnopTeEpa METaNIos, U TpaHcIopTepa
HBYXBQIIEHTHbIX METQ/NIOB). TPAHCMOPT XXENEe3a B SHTEPOLMT SBISETCS BPEMEHHbIM
u Ph-sasmcumsim npoueccom. 3axear xenesa [IMT ocywecrsnsercs B COOTBETCTBIM
C YpPOBHEM NABWILHOTO MyNd Xenesd, Mocie Yero MPOUCXOMUT TPOH3WT Xene-
3a B knetky. B TpaHcriopre xenesa yepes BHYTPEHHIOIO MeMBPAHY 3HTepoLMTa
B KPOBb MPUMHWUMAIOT YHACTUE GDEPPONOPTMH W rechbecTiH, MOCNERHUA OKMUChsEeT
Fe* 8 Fe**. MNocne okucnenns Fed* Moxer coepmHsTbes C TPAHCGbEpPPHHOM, OT-
HOCAWMMCS K rpynne B-rmoGynnHOB, KOTOPbIN M AOCTOBNSET €70 TKAHAM M KNETKAM
(cm. pmc. 5.1).

BcacbiBaHue xenesa perynupyetcs Ha KietodHoM yposHe. Knetku anurenms
TOHKOTO KMLEYHWMKA MOMYHaIoT MHCPOPMALMIO O MOTPEBHOCTAX B Xenese BCero op-
raHuama. [Mpu xenesopedomUMTHBIX COCTOSHMIX ABCOPBLMS XKENesd SMUTEnManb-
HbiMK KneTkamu ysenuumsaetcs. B 2000 r. Gbin oTKpsIT GENOK rernwuumamnH, ocywect-
BISIOWMIA PETYNSLMIO BCOCHIBOHMS Xenesa B opranuam. K Hactosiemy MOMeHTy
YCTOHOBNEHO, YTO TeMnuUMAnH ABNSETCS OTPMLATENbHBIM PErYNSTOPOM METaBoMaMa
Xenesa, oKka3bias Gnokupytolee AEHCTBME HO TPOAHCTIOPT XENesd BO MHOXECTBe
MECT, BKIIOYAs MNALEHTY, BHYTPEHHWI snutenui, makpodparv u ap. MpuHumn
AEMCTBUA rENUMAMHA CBA3OH C NOBPEXAEHMEM EAMHCTBEHHOIO MyTH BLIXORA Xene-
30 M3 KNETOK, KOTOPbI PEeanusyetcs Yepes Aerpapaumio Genka doepponopt1Ha
(pvc. 5.2). YmenblueHne abcopbumm Xenesa B KMIEUHMKE BERET K YrHETEHMIO
CMHTE3Q TenuMAMHA B MEYEHN 1 NO OBPATHOM CBS3U — BOCCTAHOBNEHWIO 30XBATA
XENesa U3 MUK M KulweuHnKa. B cBoto ouepens, yBenuueHme KonMyecTsa xenesa
B OPraHM3Me BERET K CTUMYTSLIMM CHHTE3A TenuManHA, 4TO M CHIXXAEeT abcopbumio
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KHIIEYHUK SHTEPOUUT Makpodgar

PUC. 5.2. Perynsums noctynnenus xenesa.
TR — peuentopsi Tparccpeppua; [IMT — Tpancnoprep asyxsanexTHbix metannos; X — UHTMEHpPOBAHME

Xene3a B KUWEYHMKE M YMEHbLIOET ero TPAHCMOPT B LMPKYNSLMIO. DTO NPUBOAMT
K HOKOMMEHMIO XeNne3d B KINETKAX 3MMTENUs TOHKOTO KMIIEYHMKA B BUfe cheppuTh-
Ha, HeBONbILAS YACTb KOTOPOTO MPOHWMKAET B MNA3MY, TOFAA KAK GonbLuas ero 4acTh
BbIAENSETCS B MPOCBET KMIIKM BMECTE CO CNYLIMBAIOWMMEA dnuTenmem. Pasemeaetcs
TAK HO3bIBAEMbIM COEPPUTUHOBLIM 30HABEC, MM MyKoaanbHbii Grok. Hesasucumo
OT KONMYEeCTBA NOCTYNAIOWEro Xenesa B OPraHmMsm U ero Hanuums B feno COpep-
XQHME XXenesa B CbIBOPOTKE BCErAa CTPOrO MMMMTMPYETCS CMHTE3OM renumamHa,
06eCneumBaiowmmM TOMbKO HEOBXOAMMYIO €ro KOHLIEHTPALWMIO. DTOT BCKHEMLIMIA
OTPMLIATENbHbIA MEXTOHM3M PerynsLmm OOMeHa Xenesa HAMPOBNEH B OCHOBHOM HA
OrpaHM4YeHMe ero NOCTyMNeHMs, Hy>XeH Ans NPOCOUNAKTMKM TOKCMYECKOrO BO3feit-
CTBMS HO OPTraHM3M, QKTUMBMPYETC MPM PASNMYHBIX BOCMANMTENbHBIX, OMYXONEBbIX
M MHOPEKLMOHHBIX 30160NEBAHMSX, SBNSSCh BAXKHEMWEN 3CLMTHOM PeaKUmMei opra-
HU3MQ.

B kpoB#u xeneso TpaHcnopTUpyeTcs ToNbKO B TPEXBANEHTHOM dbopme, B OC-
HOBHOM B KOMMNeKce ¢ TpaHcdpeppuHom. B kneTkn oprammnsma oHo noctynaer
Yepes TPAHCHPEPPHUHOBLIE PELIENTOPLI, KOTOPLIE CHHTE3UPYIOTCS M HOXORATCS
Ha MemBpaHe No Mepe notTpebHOCTU KneTku B aTom metanne. [Mpu Hannumm
«NAWHEro» Xenesa oHo obpasyeT B KPOBM CBOOOMHLIM Myn — TAK HO3bIBAE-
MOE CbIBOPOTOYHOE Xenes3o, KOTopoe MpM BLICOKOM COAEPXAHMM MOXET BbiTb
TOKCMYHO, T.K. MPOHMKAET B KNETKM OPraHM3MA He Yepes TPAaHCADEPPUHOBbIE
peLenTopbl, a (BHE 3CBMCMMOCTM OT MOTPEBHOCTM KNETOK B XKernese) yepes
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OMT-6enku, KOHKYpHPYS C APYrMMM ABYXBANEHTHBIMM METONNAMM, YTO MOXET
MPUMBOAMTL K U3GHITOYHOMY HOKOMNEHuIo ero B opraxuame. [Mpu atMx narono-
rmsx copepxanue cpepputnHa moxet npessiwats 1000 mkr/n, uto Hapsay
C BbICOKMM KOICGPCOULIMEHTOM HAChIWEHMsS TpaHcdpeppuHa (> 75 %) u nosbi-
WweHMeM CBOGOJHOTO Xenesa B KPOBM MPUBOAMT K PASBMTUIO TAKWX THXKENbIX
3a60NeBAHMA BHYTPEHHUX OPTAHOB, KOK LMPPO3 MeYeHu, CEPAEIHAs HEROCTa-
TOYHOCTb M COXAPHbIM AMaGeT. Takum o6pasom, KOHTPOMb 3a MOCTyNNeHUeM
Xenesa B OPraHmam AOMXKEH GbiTb KPAMHE CTPOTMM, 4TOGbI M3GEXATh KAK ero
HeQOoCTATKA, TAK U MNOBLILEHHOIo COAEPXAHMA.

Tonbko HeaaBHO Gbil OTKPLIT MOMOXMTENbHBIA MEXAHM3M Perynsumn ob-
MEHQ Xenesd, KOTOPbI Hy>XeH ANs YBENMYEHMUs MOCTYMNEHMs Xenesa B KPOBb
(HanpuMep, NpK PeskoM PocTe CHHTE3A rEeMOrMOBMHA B KOCTHOM MO3re, CBs-
3QHHOM C OKTMBAUMEH apuTponoasa npwu runokeuun). B 2013 r. nossunmcs
nepesie paboTbl, onuchiatoWwme 6enok, CUHTEIUPYEMbIA SPUTPOKAPUOLIMTAMM
KOCTHOTO MO3ra, KOTOPbIi NMOAABNSET 06PA30BAHME renuManHa. Yem Bbiwe ak-
TUBHOCTb KPOBETBOPEHMS, TeM GOMblue KNETOK SPUTPOMAHOrO POCTKA M KONM4e-
CTBO MPOAYLMPYEMOTO BEWECTBA. DTO BEWECTBO HA3BANW 3PUTPOCOEPPOHOM
(perynstop xenesa, nposyuMpyemsii knetkamu aputpoHa). Mpu ysennuernm
MOTPeBHOCTM B Xenese, CBI3AHHOM C MOBbILEHMEM OKTMBHOCTM 3PUTPONOA3d,
BbIPABATHIBAETCA BOMbLOE KOMMHECTBO SPUTPOPEPPOHA, HTO MPUBORMT K CHM-
XEHMIO KOHLIEHTPALMM FENUUANHA M PE3KOMY YBENMYEHMIO MOCTYMNEHMs Xene-
30 B KPOBb (YBENMYEHMIO BCACHIBAHMS W3 KMLWEYHMKA, BLICBOBGOXAEHMIO M3 AENO
renaTouMTos U Makpodparos ceneseHku) (puc. 5.3).

BHYTPUKNETOUHbIM MEXOHWM3M pErynsuuMM Xenesa TaKXe B HaACToslee
BPems AOCTaTOuHO m3yyeH. OH HOYMHAETCS C peLenTopoB TPAHCHPEPPHHA.
TpaHcdpeppHH, KOTOPbIM NEPEHOCHUT XENE30 B KPOBM, CBA3bIBASCH C peLenTo-
pPOM, NMONAACET BHYTPb KNETKM, Fe XEeneso BbICBOOOXAAETCS B LMTOMNA3MY.
ST0 TPEXBANEHTHOE Xeneso, KOTOPOe, BOCCTAHOBMBLUMCH A0 [BYXBONEHTHOTO
HA MeMBpaHe MUTOXOHAPMIA, MPOHMKAET BHYTPb, TAE YYACTBYET B CHUHTE3E
remMa — rMaBHOM COCTOBASIOWEN reMorno6uHa. [em CORepXMTCS BO MHOTMX
MONeEKyNax, y4acCTBYIOWMX B TPAHCNOPTE KUCIOPOAA: LUMTOXPOMAX, KaTana-
30X, MMOrNobuHe M T. a. KOK TONbLKO KOMUYECTBO remdad B KNneTke npesbilaeT He-
06XOAMMOE, OH MEepPEeCcTaeT CBI3bIBATLCA M CNYXMT CUIbHEMWMM MHTMOUTOPOM
cBoero cuHtesa, peitcrays yepes AlTK-cuHtetasy, B pesynstate 4ero ocraercs
M3BLITOK KENesa B LMTOMNA3ME, KOTOPOE CBA3LIBAETCS C XKENe30operynstop-
HbiM 6enkom. AKTUBMPYETCS MM MHTMGUPYETCS XKene3ouyBCTBMTENbHbIA dne-
menT PHK, kotopeiit perynupyet o6pasosarune doepputmna, AllK-cunrerass,
peLentopos TpaHcdpeppuHa BHYTpM Knetku (puc. 5.4). Tak ocywecrensercs
NpoLecc BHYTPUKNETOYHOTO METABONM3Ma Xenead, Knetka nony4aer poBHO
CTOMNLKO Xenesa, CKONMbKO e HYXHO, NPU HEOBXOAMMOCTM 3aNACAs €ro B Lin-
Tonnasme.
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PUC. 5.3. Perynsumns obMeHa xenesa u apurponoasa.
HIF — dpakrop, nHRyumposaHHsii runokeueit; MO — sputponostuH.

TpaHcchbeppit — rAMKONPOTEMA NNA3MbI, KOXKACS MONEKYNA KOTOPOro CBsl-
3bIBAET ABA aToMa xenesd. OH OCyLeCTBASET TPAHCMOPT XeNesd B OPraHMame.
Stor 6enok nepeHocuT xeneso u3 XKT K spuTpoKapHOLMTAM KOCTHOrO MO3Td,
B TKAHEBble IENO M OCYyLUeCTBNSeT OOPATHbIM TPAHCMOPT Xenesd B KOCTHbIA MO3T
M3 TKQHEBbIX AENO M M3 MAKPOCDAroB, rae NPOUCXOAMT PeyTUIM3ALMS Xenesd
M3 eCTECTBEHHO PA3PYLLAIOWMXCA SPUTPOLIMTOB. XKeneso, fOCTaBNEHHOE TPAHC-
doeppHUHOM B KOCTHbIA MO3T, MOCTYNAET B MMTOXOHAPMM HOPMOBNACTOB, rae
MPOUCXOAMT B3AMMOAEMCTBME XeNesd C NPOTONOPCOMPUHOM C OBPA30BAHM-
em rema. CoefnHeHne rema ¢ NONMMNENTMAHLIMA LIEMSMM TMOBUHA NPUBORMT
K CMHTe3y B Hopmobnactax remMornobuHa. B Hopme ans sputponoasa mcnonb-
3yeTcs IMOBHbIM OBPA3OM Xeneso, BLICBOOOXAAIOWeeCs NMPKU PA3PYLIEHUN OT-
XMBLIMX SPUTPOLMTOB. MaKkpodoari 3axBaThIBAIOT 3TO XENE30 1 NEPEAAIOT ero
TpaHcdeppuHy. OCHOBHAS YACTb TPAHCAIEPPHHA, HAFPYXKEHHOTO XENE3OM,
CBS3bIBAETCS CO CMeLndoUYecKUMI PELIENTOPAMM HA NMOBEPXHOCTU KNETOK-Npes-
WECTBEHHML SPUTPOLIMTOB M MOMNARAET BHYTPb. B KneTke TpaHcdpeppumH otaaer
xeneso. [locne atoro TpaHcdreppUH-PELENTOPHLIA KOMMNEKC BO3BPALAETCS
HQ MOBEPXHOCTb KNETKM, TPAHCEPPHH BHOBL OKA3bIBAETCS B MNA3ME M BKIO-
YaeTcs B TPAHCMOPTHbIM LMK, KneTku-npeniecTtseHHMLbl SPUTPOLIMTOB MCMOMb-
3ylOT NMOMy4EeHHOE XeNes3o [iNsi CUHTE3d reMOornobuHa, O Xeneso, He Bollefee
B reMOrno6uH, — 3anacaioT B BMAe oeppHUTHHA.
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PUC. 5.4. BuytpuknetouHas perynsums xenesa.

Tt — tpanccpeppur; TIR — peuentopsl TpaHcdeppura; OMT — TpaHcnoprep AByXBANEHTHbIX meTan-
nos; XPb — xenesoperynstopHbiit 6enok; XYS — xenesodysctautenshbiit snemeHt; KoA — kosHaum A;
-, X — unru6uposatime.

DeppumH — cneumdondeckuii 6enoK, HaXORAWMACA B MbILILAX, NEYEHH,
ceneseHke, KOCTHOM MO3re, BbIMOMHSET GOYHKLMIO AEMOHUPOBAHMS M3BBITKA Xe-
nesa. OH COCTOMT M3 BOROPOCTBOPUMOTO KOMMNEKCA AnodPeppUTMHA C rup-
pookuchio Fe*, noatomy cnocobeH cBOGORHO BLIXOAMTb M3 KNETOK B MNA3MY
W UMpKynupoBaTk. B uutonnasme spurpo6nactos xeneso, He MCMONb3OBAHHOE
ANs CUHTE3a reMornobuHa, OBGHAPYXMBAETCS B MUTOXOHAPUSX M MpH Mopdoo-
NOTMYECKMX UCCNEOBAHMSX BbISBASETCS B BUAE rPAHYN. DPUTPOGNACTbI, COfep-
Xaliue TaKMe rPpaHynbl, Hasbisalotcs cpepobnactamu u coctasnsior 10-15 %
BCEX CO3PEBAIOWMX KNETOK-NPEWeCTBEHHNL dpuTpoLmToB. Cxema perynsummu
obMeHa XXenesa ykasaHa Ha puc. 5.1.

Bonbwas yacts penonnposarHoro Fe®* Haxoputcs B Makpodparax (cupe-
podparax) B supe dpepputnHa (80 %) u remocupepura (20 %). Pepputin
sBnseTcs Gonee NOCTYNHOM CPOPMOI CBI3AHHOTO Xenesd, OH HeoGXoaMM Ans
6e30MacHOro, HO OB6PATUMOrO €ro AEMnOHMPOBAHMS. 1 Monekyna doeppuTH-
Ha cnoco6Ha ceasate o 1000-5000 artomos xenesa. [Mpu M3bbITOUHOM HO-
KOMNEHUM Xenesa BHYTPM KNETKM POPMMPYIOTCS HEPACTBOPHUMBIE KOMMIEKCHI
reMOCMAEPHMHA, KOTOpble HEOBPATMMO CBA3bIBAIOT Gonblwoe Konuyectso Fe®,
BbIKNIOYQS €ro M3 OOMEHA BelecT.
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Mccnepgosanme obMeHa xenesa

HoBonbHO CNOXHAA 30RAYA — TOYHAS OLIEHKO 3AMACOB KENe3d B OPraHma-
me. [lng atoro HanbBonee NPUMEHMMbI TAKUE MOKA3ATENM, KK CbIBOPOTOYHOE
Xeneso, PeppMTMH, TPAHCHOEPPUH, OBLas XenesocessbiBaloWAs CMOCO6-
HOCTb, NIATEHTHAS Xene3oCBA3bIBAIOWAS CMOCOBHOCTb, HACHILEHME TPAHCHEp-
PUHO XENE3OM, PACTBOPUMbIE PELIENTOPLI TPAHCHPEPPHHA.

CeiBoporodHoe xene3o. [aHHbIA nokasaTens MOABEPXEH CHMMbHLIM KO-
neGaHMIM, 30BMCUT OT BPEMEHM CYTOK, CBA3OH C MPMEMOM MMM, MOSTOMY
CAMOCTOAITENbHO HE MOXET GbITb MCMONb3OBAH ANS OLEHKM COCTOSIHMS OBMeHa
xene3a. CbIBOPOTOUHOE XeNe3o HEOBXOAMMO AN PACYETA NMOKASATENEN Xene-
30CBA3bIBAIOLIEN CMOCOBHOCTH, HACHILEHMS TPAHCAPEPPHUHA XKENE30M.

HopmansHoe copepxaHue xenesa:

V' pet — 8-22 mkmons/n;

V" B3apocnsie myxunHsl — 10-30 mkmons/n;

V' B3poCnble XeHUMHL — 727 MKMOMb/1.

DeppuTiH CbIBOPOTKM — GENKOBbIA KOMMNEKC, BbIMOMHAIOWWHA PO OC-
HOBHOTO BHYTPMKNETOYHOrO Aeno xenesd. DeppuTHH SBNSETCH OCHOBHLIM MO-
KasaTenem, OTPAXAIOWMM 3ANACh! KENesd B OPraHMame, UrpaeT BAXKHYIO porb
B NOAAEPXAHMM Xenesa B Guonormnyeckn nonesHon coopme. PepputuH pac-
TBOPWM B BOAE, MOSTOMY OMPEAENSETCS HE TOMLKO BHYTPMKIETOUHO, HO M B Cbi-
BOPOTKE KPOBM, M€ ET0 KONMYECTBO KOPPENMPYET C OBWMM ETO KONMYECTBOM
B OPraHM3Mme.

HopmansHoe copepxatmne dpeppuTmHa:

v myxumnsl — 20-350 mr/n;

V' xeHuwmHsl — 10-150 mkr/n.

TpaHchbepput — Genok B Nnasme KPOBM, OCHOBHOM MEPEHOCUMK XKene-
3a. Hopma Tpatcdpepputa B crisopotke — 2-4 r/n. CopepxaHnue TpaHc-
deppuHa y xeHumH Ha 10 % Bbiwe, ypoBeHb TPAHCEPPMHA YBENMUMBAETCS
NPy 6ePEeMEHHOCTM M CHUXAETCS Y MOXMNbIX Nofei. [oBblweHHbI TpaHcdpep-
PUH — CUMMTOM fecbuLMTa kenesd (NPeRLecTBYeT PA3BUTHUIO XeNe3oRedoULMT-
HOM GHEMMM B TEYEHME HECKOMbKMX AHEN Mnu Mecsues). MNpu Hannuumn octporo
BOCMANEHMUs TPAHCAPEPPHH HE MOXET BbITh KPUTEPMEM OLIEHKM 3aMACOB Xene-
30 B OPraHM3ME, T.K. OH SBISETC OTPMLIATENbHBIM GENKOM OCTPOM doasbl, U OT-
MeUaeTCsl ero HeapekBaTHOe CHuxeHre. C NOMOLbIO AHANKM3A TPAHCPEPPHHA
MOXHO OLIEHUTb GOYHKLIMOHANLHOE COCTOSHUE MEYEHH.

O6uwas xenesocsassisatowjas crocobHocts (OXCC) — nokasarens,
XOPAKTEPH3YIOWMIA CMOCOBHOCTb CHIBOPOTKM K CBA3LIBAHMIO Xenesd, sBiser-
C Mepoit Konuuectsa cBoBORHOTO TpaHcdeppuHa B nnasme. HopmanbHbie
nokasaren — 20-65 mkmons/n. Mossiwaetcs npy xenesogedonUMTHOMN aHe-
mru. OpHAKO, Y4MTbIBAS 3ABMCMMOCTb 3TOTO MOKA3ATENS KOK OT KOMMYECTBa
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TPAHCHPEPPHHA, TAK M OT KONMMYECTBA APYTMX GENKOB, KOTOPbIE MOTYT CBS3bl-
BATb )KENe30, MPUMEHEHME Er0 HEBO3MOXHO MPM TeX XEe COCTOSHMAX, YTO M
MCMONb3OBAHME TPAHCAPEPPHHA.

JlarentHas xenesocssssisatoyas crocobrocts ([IXKCC) = OXCC -
Xeneso CblIBOPOTKW. HeHachlweHHas, MM NaTeHTHAs, KENe3oCBA3biBAOWAs
CMOCOBHOCTb ChIBOPOTKM CBMAETENLCTBYET O PE3EPBHON CMOCOBGHOCTU nnas-
mbl cBssbiBath xeneso. B Hopme JDKCC chiBopotku coctasnser B cpepHem
50 mkmons/n.

Hacsiyenne tparcgpeppura xenesom (HTXK) — pacuetHbiit nokasatens,
Hapsay C OEPPUTMHOM CIYXXMT HaMGONEe QEKBATHLIM KPUTEPUEM BbIPCKEH-
HocT xenesofedpuumta. PedpepercHbie sHauenns — 15-45 %, npoueHt
HTX cHuxaetcs npu xenesopedpuumre, GepeMeHHOCTH, MOXET OCTABATHCS
B HOPME MPKU OCTPOM BOCMANEHMM.

HTX sblumcnsercs no doopmyne:

xeneso (mkr/an)
TpanccheppuH (Mr/an) x 1,41

HTX (%) = % 100.

Pacrsopumsivi peyentop tpaHccheppmta (sTRR) — doparment peuentopa
TPaHCAPepPHHA, ONPEAENsIEMbIH B KPOBM, OTPAXAET KONMUYECTBO PELIENTOpoB
TpaHcdeppHHa. STOT NOKA3ATENb YBENMYMBAETCS B 30BUCUMOCTH OT HOPACTA-
HWS COMOrO TPAHCHPEPPMHA, SBNSETCS BAXHEMWMM MAPKEPOM AedoULMTA
xenesa. sTIR NokasbBaET BLIPAXKEHHOCTL NOTPEGHOCTM OPraHU3Ma B Xenese.
Hepoctatkamu Mcrnonb3oBaHMs AAHHOTO METORA ANS AMArHOCTMKM Xenesope-
PMUMTHOM QHEMUM CYMTAIOTCA BLICOKAS CTOMMOCTh W OTCYTCTBME CTAHAAPTM3O-
BAHHbIX PECDEPEHCHBIX 3HAYEHWH, NOXHOE MOBbILEHME AAHHOMO MOKA3ATENS
MPK OHKONOTUYECKMX 306ONEBAHMUSX.

Mpyn HexeaTke xenesa HAGNIOAAETCS OMPEfeNneHHas MOCNEOBATENbHOCTb
yMeHblueHus ero 3anacos. [epBbiMU NPU3HAKAMM feddomLMTa Xenesa GbiBatoT
MCYE3HOBEHME rPAHYN PEPPUTUHA B MAKPOPArax 1 yBenuueHne abcopbumm
aK3oreHHoro xenesa. [pu Gonee sHauuTensHOM fedbuumnte Xenesa (nareHt-
HOM HeROCTATOYHOCTH) passueaeTcs runodpeppemus, ysenuumsaercs JDKCC
M YMEHbLIAETCS KOMUYECTBO cuaepobnactos. BbipakeHHas HefoCTATOMHOCTb
Xenesa Bbi3bIBAET CHUXEHME YPOBHS reMOrMOGMHA, FEMATOKPMTA M YMEHblle-
HUE CONEPXAHMS reMOrnoGHHA B SPUTPOLIMTE.

Tsxenas HEMOCTATOYHOCTL XENe3a BefeT K MOPAXKEHUIO CUCTEMbI coepMeH-
TOB, 4TO BbI3bIBAET HAPYWEHME OKUCTIUTENbHBIX MPOLIECCOB B KNETKAX, M K TPO-
dpMUYECKUM PACCTPOMCTBAM.
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6. CUHTE3 TEMA

[em npepctasnser coboit nopdoupmHo-
BOE KOMbLIO C BKMIOYEHHbIM B HEFO ATOMOM

CH=CH: CHs

xenesa (puc. 6.1). Hannune metanna e

B CTPYKTypEe rema MO3BOMSET €My CBsi3bl-

BATb M TPAHCMOPTMPOBATL KUCTOPOA. Mo-

NeKyna rema fAns HOPMANbHOTO PyHKLMO- e
5

HMPOBAHMS AOMKHA CBA3ATLCA C OENKOBOM
yactblo — rmobuHom. [lonyyeHHoe co- CH:CH:COOH  CH:CH:COOH
€MHEHWe SBNSETCS CTPYKTYPHOW efnHM-

Liei, U3 KOTOPOM COBMPAETCA reMOrnoBMH  PUC. 6.1. CrpykTypa rema

YenoBeKd, MPEACTOBNEHHbIA TETPAMEPOM,

KOTOpPbIM COCTOWUT M3 ABYX O-Lienen u aByx

B-ueneit rno6uHa. Takas monekyna HA3bIBAETCS remornobuHom A U npepcras-
nser coboi OCHOBHYIO MACCY reMornobuHa B opranuame (no 95-97 % scero
remorno6uHa yenoseka). Takum oBpasoMm, reMornoGuH YENOBEKA SIBMISETCA MO-
nekynoit, cocrosiwen 13 4 uenei rmobuna (2 o-uenu u 2 B-uenu) u 4 monekyn
rema, MMeeT 4 aKTMBHBIX LEHTPA M MOXET CBA3bIBATL AO 4 MONeKyn Kucnopoad
unm 4 Monekyn yrnekucnoro rasa.

CuHTE3 reMa COCTOMT M3 MHOXECTBA MOCNEAOBATENbHBIX BHMOXMMMUECKUX
peakumit. Cxema npepcrasneHa Ha puc. 6.2, rhe BUAHO ydyacThe Gonboro
KONMYeCTBA CPEPMEHTOB, HEFOCTATOUHOCTb KAKOTO-NMMBO M3 KOTOPBIX MPUBOAMT
K HOKOMNEHWIO MPOAYKTOB, NPEALECTBYIOWMX AAHHON PEAKLMM, YTO BbI3bIBOET
cneundoryeckmne CUMMNTOMbI MHTOKCMKALIMM AOHHBIM BELWECTBOM M HEROCTATOY-
HOCTb CMHTE3d remd.

Ha cxeme BupHO, 4tO rem oBpasyercs MyTeM COXHbIX MOCNEROBATENb-
HbIX OMOXMMMYECKMX PEAKLMMA, MPUYEM KAXAbIM 3TAN perynmpyercs pasHbiMM
PEPMEHTOMM, QKTUBHOCTb KOTOPbIX 3CGBUCMT OT pasnnuHbix doaktopos. [lpu
HOKOMNEHUM rema MPOMCXOAMT 0BpPATUMOE MHTMBUPOBAHME CUHTE3A AMMHO-
nesynuHosoi kucnotbl (ATK), 4to NpuBOAMT K PE3KOMY CHUXEHMIO CKOPOCTM
06pa30oBaHMs rema. TakMm oBpasoM, MPOUCXOAUT Perynsums oBPA3OBAHMS
NopdoHUpPHHOB B KNeTke.

NpK HOpyWeHUH OKTMBHOCTU KAKOTO-MMBO doepMeHTa CHMxXaercs obpa-
30BOHME FEeMA M COOTBETCTBEHHO €ro MHIMGUTOPHAS AKTMBHOCTb, PE3KO YBE-
nnumsaetcs npoaykumns AJIK, kotopas nytem nocneposatensHbix npespalie-
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PUC. 6.2. Cxema cuuTesa rema (Gonee KpymHbiM wpndbToM 0B03HAYEHb Cy6CcTpats, Gonee men-
KMM — doepMeHTb)

HWI MOCTMraeT TOro YPOBHS, Fie MPOUCXORUT BNOKAAA LMKIA CMHTE3d rema.
B pesynstate HakannuBaercs TOT MPOAYKT, M3 KOTOPOTO MOA AEMCTBMEM MO-
BPEXAEHHOTO PEPMEHTA [OMXHO OBPA30BLIBATLCS CREAylolee COeMHEHME.
Ecnn nmeer mecto kpusosoe TeueHne s3abonesaHus (ocTpas nepemexaiowas
nopdpupHs), TO CUMNTOMbI, KOK MPOBKIO, CBA3CHbI C BbICTPbIM POCTOM KOHLIEH-
TPALMKM MPOMEXYTOUHBIX MPOAYKTOB CMHTE3d rema 6e3 cHuxXeHus obpasosa-
HWs reMorno6uHa. M HaoBopOoT, NpH PA3NMUYHBIX MHTOKCUKALMSX Hecneumdom-
YeCKM CHMXAETCS OKTMBHOCTb BCEX MOCNEAOBATENbHbIX PEaKLMit 06pa30BAHMS
rema. CHuxeHWe MPOAYKLUMM remMa MPUBORMT K HAPYLEHMIO OBPA30BAHMS KOM-
MNEKCOB reM—rnoBUH M MONEKyNbl FEMOrMOBMHA, YTO COMPOBOXAAETCS M30MM-
POBCHHbIM PA3BMTUEM CHEMMM. TAKME OHEMMM SBASIOTCS TMMOXPOMHBIMM, T. €.
CBA3CGIHHbLIMM C HM3KUM COEPXAHMEM FrEMOTMOBUHA B SPUTPOLIMTAX.
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7. OEMEH BUTAMMHA B]2
. M ®ONMEBOM KMCNOTHI

Butammn B,,, unm uMaHokoG6anammH, No CBOEH CTPYKTYpe HAMOMMHAET rem,
MOCKONbKY TOKXE COCTOMT M3 4 MUPONbHLIX FPYNM, ORHOKO COERMHEHHBIX He
C XenesoMm, d ¢ KOBANLTOM.

Monekyna sutammuna B, , coctout us aeyx yacreit:

1) nykneotvpa, npeacraensiowero coboit  5,6-pumetMn6ersummupason,
CBA3QHHBIM C CAXOPOM PMOO30M, KOTOPAs COEAMHSETCS SPUPHONM
CBA3bIO ¢ POCHOPHOM KUCNOTOK;

2) kOBOMMALMOHMAG — LEHTPANbHOM (nopdomMpHHONOROBHONM) yYacT
MOneKynbl, copepxaei kobanst. B ocHose koGAMWMHOBOM KMCnOTbI
nexut nopdoMpHHOBAs CHCTEMA, BNKM3KAs MO CBOEM CTPYKTYpPe K remu-
HY KpoBM M xnopodouniy. PasHMLG nMlb B TOM, YTO Y FE€MMHA KPOBM
B KOYECTBE HEOPraHMYEeCKOro anemeHTa npucyrtcreyer Fe?*, y xnopo-
dounna — Mg?*, B Monekyne xe sutammuna B, conepxurca Co?*.

Butammn B, cuntesmpyetcs psnom mukpooprammsmos. Yenosek mokpbi-
BOET CBOM MOTpeBHOCTM B BUTAMMHE B, 30 cyeT mpopykToB XMBOTHOTO Npo-
MCXOXAeHMs (Monoka, maca, suu u T.4.). Osowmn U dopyKTbl NPAKTUYECKH Nn-
weHel BUTAMMHA B, ,. MNpu obbiuHONM fueTe B TeueHMe aHs Yenosek nomyvaer ot
3 po 30 mkr eutammuua B, Torpa kak cyTouHas nNoTpeGHOCTb B HEM COCTB-
nset 2—-4 mkr. 3anackl BUTAMMHA B,, B opraHMame npu HOPMANbHOM MUTAHWM
pasHbl B cpepHem 3000 mkr (3 mr), npuuem Gombwas yacts (okono 2 mr)
BMTaMMHA B, copepxuTcs B nevenn.

[ns abcopbumm sutammHa B, ,, Haxopswerocs B nuue, HeoGXOAUMO
NPUCYTCTBME B XENyAKE BHYTPEHHEro doaKTopd — FMKOMPOTEMAQ, KOTOPbINA
BbIpaBATHIBOETCA kenesamu dPYHAQNLHOrO OTRENd XenyAKa B KOMMYECTBe,
8 100 pas npesblwaowem notpebHocTn, Heobxopmmble ans abcopbumm
suTamuHa B,,. Cekpeums BHyTpEHHEro doakTopa M CONSHOM KMCMOThI CTUMY-
NMPYeTCs FTOPMOHOMM TOCTPMHOM, TUCTOMMHOM M MHCynuHOM. Butamuu B,
BbICBOGOXACIOWMIACS M3 MUK MO AEMCTBUEM CPEPMEHTOB XENyAOYHOro CO-
[EPXMUMOro, BbICTPO COEAMHSETCS C BHYTPEHHWM dOaKTOpOM, 0Bpasys Kom-
NneKkc, YCTOMuMBbIA K AEMCTBUIO NMpoTeonuTnieckux doepmertos. Bcackisarme
BUTaMMHA B, npu HelTpansHom pH npouncxoauT B auCTansHOM oTaene TOHKOro
KMLEYHMKA, KNETKM CIIM3MCTOM KOTOPOro OBNARAIOT PELENTOPAMM, Crielmdpmny-
HbIMM [N KOMMNEKCA BUTAMUH B, —BHYyTpeHHuit cbakTop. Konuuectso 3tmx pe-
LenTopoB, MO-BUAMMOMY, OFPAHUYEHO, T.K. BO BPEMs KAXAOTO MPUEMA MMM
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BCACHIBAETCS HE 6onee 2 MK BUTAMMHA B,,, 4TO Npu TpexpasoBom MUTAHMM
cocraenser 6 MKr B CyTkM. Ha NoBepXHOCTM MM BHYTPM 3MUTENMANbHBIX Kie-
TOK, BBICTUNQIOWMX BOPCUHKM TOWEH KMLKM, NPOMCXOAMT MEANEHHOE BbicBOGO-
xpeHue sutamuHa B, M3 komnnekca c BHyTpeHHUM cpbakTopom. Tonbko yepes
3-4 4 nocne npuema nuum BUTAMMH B, , HauMHaET nocTynats B KPoOBL MOPTANL-
HbIX BEH, JOCTUras MOKCMMAMLHOM KOHUEHTPaumn K 8—12 4.

B nnasme sutammu B, coemmHsercs ¢ pByms TpaHCMopTHbIMM Genkamu:
TpaHckobanamutom | u TpaHckobanamuuom I, pacnonaratowmmmucs npu
anekTpocpopese B obnact a- u P-rnobynuHos. bonbwas yacte sutammHa B,
nepeHocuTCs TpaHckobanamuHom |, a meHbwas — TpaHckobanamutom I,
KOTOpbIi BeicTPO oTAaeT ero TkaHsM. Komnnekc sutamuH B,,— Tpanckobana-
MMH |, HONPOTKB, HOBONBHO AONrO COXPAHSETCA B LMPKYNsLUmMM. TpaHckobana-
MuH || cnHTe3MpyeTcs B NeyeHu, Torpa kak TpaHckobanamuH | BeipabarsiBaetcs
NEeNKOLMUTAMM M, BOBMOXHO, KNETKAOMM [IPYrMX TKAHEN.

[ns onpeneneHus KOHUEHTPALMM BUTAMMHA B, B Mnasme B OCHOBHOM Mc-
nonb3yloTcs MUKpoBMonorMyeckme Metofisl. Y 31OPOBOrO 4YENOBEKA B KPOBM
copepxutcst 160-1000 nr/n sutamuta B .

Tepmntom «gbonarsi» 0603HAYAETCS rPYNNa COEAMHEHMH, OCHOBOM KOTO-
pbix sBnsetcs dponuesas kucnota. Donatsl WHPOKO PACMPOCTPAHEHbI B MHLLe-
BbIX MPOAYKTAX KAK PACTUTENBHOrO, TAK M XMBOTHOTO npoucxoxaenus. Oco-
6eHHO GoraTsl dponatamm oBolwM (KanycTa, WNKMHAT, CANaT 1 Ap.) U HekoTopsle
dopyKTbl (MMMOHbI, GaHaHel M ap.). Ponatsl MANOYCTOMUMBbLI K HATPEBAHMIO,
BO3[EMCTBMIO ATMOCCDEPHOrO KMCNOPOAA M YNbTPACPMONETOBOTO CBETA, MO3TO-
My B MpOLIECcCe NPMUroToBNEHMS MMM BOMbLIAS MX YACTb PA3PYLIAETCS.

Mpu o6bivHOM MuTaHMKM B CyTKM yenosek nonyyaetr 200-400 mkr doonaros
npu cpepHeit cytouroit notpe6Hoctn 50-100 mkr. Obwee konnyectso doona-
ToB B opraHuname okono 10 mr. Takum o6pasom, sanacel doonatos, yuuTbisas
©XEe[IHEBHYIO NOTPEBHOCTb B HUX, 3HAUYMTENLHO MEHbILIE 3aMnacoB BUTaMMHA B .
Bcactisanme dponatos ocyujectensercs rnaBHbM 06PA30M B MPOKCMMANbHBIX
otpenax Touei k1wku. [poxops yepes cNM3MUCTYIO KUWEYHMKA, MONeKynbl doo-
NATOB M3MEHSIOTCS TAKUM OBPA3OM, 4TO B KPOBb MOCTYNQAIOT TOMLKO S-MeTur-
Tetparnppodponatsi. KoHueHTpaums doonaTos B CbIBOPOTKE 3HOPOBOrO Yenose-
ka pasHa 3-15 mr/n, 8 aputpountax — 160-610 mr/n.

OcHosHas dousmonornyeckas pons Butammna B, u dponatos — 310 yuac-
THe B CMHTE3€ HYKNEOTMOB B KOYECTBE KOBH3MMOB, MOSTOMY MX HEOCTATOYHOE
NocTynneHue NPUBOAMT K HapyleHuto cuuHtesa spepHoi [HK, uto Hanbonee
CMMbHO CKOBbIBAETCA HA KNETKAX SPUTPOMAHOrO PARa, Kak Haubonee GbiCTpO
nponudpepupytowmx. Mommmo storo, ButamuH B., yuacteyer B o6pasosaHmu
MMENUHA HEPBHbIX BOMOKOH (puc. 7.1).

Mopdpbonornuecku sapepxka obpasosanms [HK npu cHuxeHnmn copepxa-
HWS BUTOMMHOB HQ MPENAPATAX KOCTHOTO MO3ra MPOSBMSETCS ACUMHXPOHM3MOM
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Cy6crpar Lk MeTunMpoBanus
Buramun B2

5-metun-TIreK

Llvikn dponneBoit KUCTOTbI

Kposb

Knetka

PUC. 7.1. OcHoBHble aTansl BHYTPUKNETOUHOTO MeTaGonuama eutamuHa B, u cbonuesoit kucnotel.
ATM® — pesokentummpnHmorodpoccpar; sYM® — pesokeuypuantmonodpocdpar; TTOK — tetparnppo-

CbOHMeBGSl KMcnota

CO3PEBAHMS AAPA W LMTOMNO3MbI B BUAE OTCTOBAHMS OBPATHOTO PA3BUTHS SAEP-
HbIX CTPYKTYP MPM CPOBHMUTENbHO HEM3MEHHOM CKOPOCTU reMOrnoGUHM3ALMM
uutonnasmsl. [Npu pecbuumte sutammna B, u coonatos passmsaetcs Tak Ha3bl-
BAEMOE MeranobnacTuieckoe KPOBETBOPEHWE, MPU KOTOPOM KNETKU KPOCHOTO
PAAa (Merano6nactbl) XapaKTEPH3YIOTCS GONMbLIMMM, YEM SPUTPOBNACTI, Pa3Me-
POMM, COXPAHEHMEM HEXHOM CTPYKTYPbl XPOMATUHA SAPA MPM BbIPAKEHHOV
aAUMAOCOMIMM LIMTOMNA3MbI M, HEPEAKO, NpeobnapaHnem 6a3odounbHbIX OOpM.
[ns snemMeHTOB rPAHYNOLMTONO330 CBOWCTBEHHbI 30AEPXKKA BbIBPEBAHMS M HO-
fIMYUE TUFGHTCKUX MUENOLIMTOB, METAMWENOLIMTOB, MANOYKOSAEPHBIX NEMKOLM-
TOB W rUMepCcermMeHTaumMmn spep Herrpodomnos. bombumHcTBo Meranobnacros ¢
3ABEPLEHHON reMOrNMOGUHM3ALMEN LIMTOMNA3MBI, HO C COXPOHMBLIMMCS SAPOM
POCNARAETCS B KOCTHOM MO3re (HeadDdPEKTUBHbIA SPUTPOMO33), U NKLLL HESHAYM-
TENbHAS YACTb BLIBPEBAET JO KOHEYHOM CTAfMM CBOETO PU3BUTUS — MMIGHTCKMX
3PUTPOLMTOB (METQNOLMTOB), KOTOPbIE MOCTYNAIOT B LIUPKYNALMIO.
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. 8. CUCTEMA CBEPTbIBAHMS
KPOBM

[emocras, unm cuctema cepTbIBaHMS KPOBM, NPeacTaenset coboi dousnonoru-
YECKMM NpoLecc, NPEeAoTBPAAIOWMIA KPOBOMOTEPIO, KOTOPbIM 06ecneunaer
XMAKOE COCTOsHME KPOBM BHYTPM COCYAMCTOTO PYCNa KAK MOCTOSHHbIA GANAHC
MeXAy KPOBOTEYEHWEM M TPOMBO3OM.

Cucrema CBEPTLIBAHMS KPOBM — 3TO CNOXHAS, MOCTOSHHO B3AMMOREMCTBY-
foluas, PA3AENEHHAS BO BPEMEHM CUCTEMA PO3NMUHBIX KIIETOYHBIX M MNASMEH-
HbIX SMIEMEHTOB, KOTOPAS COCTOMT M3 HECKOMbKWUX CBA3OHHBIX QOM3MONOrUYECKMX
MPOLIECCOB: COCYANUCTO-TPOMBOLMTAPHOTO M KOAryNSLMOHHOTO reMOCTa3a, MHIM-
GUTOPOB CBEPTHIBAHMS M c1CTEMbI oMBPHHONM3A. Bhigensior Heckonbko atanos
remMOoCTa3a: NEPBUUHbIA reMocTas (dopMMPOBaHME GENOro TPOMEOLMUTAPHOTO
TPOM6a), BTOPMUHBIN reMocTas (popMMPOBAHME KPACHOTO KPOBSHOMO TPOM6A,
B OCHOBE KOTOPOTO NEXMUT PUBPUHOBIN CrycTok) M donbprHonma (pacteoperie
crycrkay.

8.1. CocyancTo-TpoMBOLMTAPHBIM reMocTa3

SIBnsieTcs MHULUMMPYIOWMM 3BEHOM, NPEAOTBPALLAIOLMM PA3BUTUE KPOBOTE-
4YEHUs MPU NOBPEXAEHUMU COCYAMCTOM CTeHKM (nepsuuHbii remoctas). C opHoM
CTOPOHbI, HOPYLEHME LENOCTHOCTM COCYROB MENKOTO Kanubpa npuBoanT Kk Go-
NEBOMY CMHPOMY M OKTUBALIMM CUMMATUYECKOM HEPBHOM CUCTEMbI, B PE3YNLTC-
T€ Yero Pa3BMBAETCS BA3OKOHCTPMKLMS — PeddNEKTOPHBIA CMA3M, CHAXAIOWMHA
MNPOCBET APTEPMON M YMEHBLAIOWMIA CKOPOCT 1 0Bbem kposonotepu. C apy-
rOM CTOPOHbI, MPMU MOBPEXAEHMM KNETOK SHFOTENMS, KOTOPOE MOXET KK Mpo-
MCXOMMTb M3BHE, TAK W GbITb CNEACTBMEM SHROTEHHOM AECTPYKLMM 6e3 paspbisa
COCYAQ, B KPOBb MOMAAAET GOMbIOE KOMMYECTBO BA3OAKTMBHbIX BELECTB, TAKMX
KOK SHAOTENMAMbHLIA PENnaKCUpylowmii  dpakTop, AHMMOTEH3MHMPEBPALLAIO-
WK PEPMEHT M MPOCTALMKIMH (MHTMBUTOP Arperaumm U BA3OKOHCTPUKLMK),
M3MEHSIOWMX COCYAMCTbIA TOHYC. TakMM OBpasom, B OBNACTM MOBPEXAEHMS
06pasyeTcs BPEMEHHbIM CTA3 KPOBM, MO3BONSIOWMIA COOPMUPOBATL CryCTOK,
OCTOHOBNMBAIOWMIA KPOBOTEYEHME.

BropbiM 3TanoM cocyancTo-TpPOMGOLIMTAPHOrO reMOCTa3a ABMNSETCs OKTMBA-
LM KPOBSHBIX MNACTMHOK — TpomboumTos. Mx ocHoBHble doyHKUMM — apre-
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3aus (MPUIMNAHKE K MOBPEXAEHHOMY Y4aCTKy) M arperaums (CKnemMBaHWe Mex-
fy coBoi ¢ 0BPU3OBAHMEM MEPBMYHOTO CrycTkal).

Apresns 06ecneymBaeTCs OKTMBHBIMM SNIEMEHTOMM COCYAMCTOM CTEHKM,
KOTOpble OBPA3YIOTCA NPU e PA3PYWEHUU. DTO NPEXAE BCEro CTPYKTYPHble
3NEMEHTb CAMOFO COCYAd, O MMEHHO KOMIdreH 6a3anbHoi MemBpaHbl, Co-
MPMKACAIOWMIACSA C KPOBBIO TOMKO MPU MCHE3HOBEHMM SHAOTENUANBHOTO CMOS.
Cesisb TPOMBOLMTAPHBIX peLentopos KonnareHa (peuentopsl la) ¢ 6asan-
HOWM MeMOPAHOM COCY[OB MPMBOAMT K TAK HO3bIBOEMOWM ME[IEHHOM aaresuu
TPOMBOLIUTOB, CPOPMUPYIOLLEN HO BHYTPEHHEM MOBEPXHOCTM COCYAd MOHO-
CrOW, 3aKPbIBAIOWMM MOBPEXAEHHDINH Y4aCTOK. [pyroit MexaH1sm, npuBopswmi
K GbICTPOM apresmu, CBI3AH C AKTMBALIMEN TPOMOOLMTOB BelecTBaMM, obpa-
3YIOWMMMCA MPU MOBPEXAEHMM KNETOK SHAOTENMS. DHAOTENUAMbHBIMA CPaKTOP
Bunnebpanaa (VWF), BsanmopeicTeys co crneumdprieckumm peLentopamm Ha
membpaHe TpomGoumtos (peuentopsi |b), obecneunsaer ux apresuio paxe
MPM BLICOKOW CKOPOCTM KPOBOTOKA M MO3BONSET 06pA30BLIBATL TPOMO B KPYT-
HbIX BEHO3HbIX M QPTEPMAnbHbLIX COCYAAX. [TOMMMO OKTHMBALIMKM CUCTEMbI CBEpP-
TbIBOHMS, COCYAMCTAS CTEHKA 06eCcrneunBaeT 1 NOKANbHOE OrPAHUYEHME POCTa
TPOM6BA, MHULMMPYET ero paspylieHue. Ecnn Gbl He BbiNoO 3TOro MexaHM3ma,
pocT Tpomba npofomxancs Gbl M BHe 30HbI MOBPEXAEHMS, YTO MOMMO Gbl Mpu-
BECTM K TOTANbHOMY TPOMOMPOBAHMIO KPYMHBIX COCYAOB M HEKPO3Y OKpPYXalo-
WX TKAHEN. DHAOTENUM COCYAMCTON CTEHKM oBnapaet dpyHKUmeH GrocuHTesa
TOKWX BEWECTB, KOK TPOMBOMORYNMH (QHTUKOQrYnsiHT), TKOHEBOW OKTMBATOP
NNA3MMHOrEHA M MHTMOUTOP GKTMBATOPA MNASMUHOrEHA, PErynupyiowmx ak-
TMBHOCTb pubBpuHONM3a (06paTHOro TPOMBOOBPA30OBAHUIO MEXOHM3MA 30-
MPOrPAMMMPOBAHHOTO paspyuerus cryctka). MNpu aaresuun k nospexaeHHoOMy
YYQCTKY MPOUCXOANT AKTMBALIMS TPOMBOLMTOB, OHKM OBPA3YIOT MCEBROMNOAMM,
no3sBonstowWMe B3AUMMOAEICTBOBATL MEXAY COOOM.

lNpouecc «cknenBaHus» TPOMOOLIMTOB HA3LIBAETCS arperayms, Kotopas
HANPABNEHA HA CPOPMMPOBAHME MPOCTPOHCTBEHHOM OBGLEMHOM CTPYKTYPbI,
30KPbIBAIOWEN MPOCBET MOBPEXAEHHOrO COCYAA (MepBuuHbii TPomb). Arpe-
raums TpomBoumtos GbiBaeT oBpaTMMOt M HeoBpatmon (oBecneunsaercs
TPOMOMHOM M TPOMOGOCMOHAMHOM, KOTOPbIA BbIPABATLIBAETCS MOHOLMTAMM-
makpodparamu). NMomnmo casisn Yepes NCeBROMNOANM, TPOMBOLMTLI C MOMOLLbIO
cneundpuyeckux membpanHsix peuentopos (peuentopsi |Ib-llla) o6pasyior
KOMMNEKChl Mexay CoBOoM M C [PYrMMM KNETOUHbIMM SNEMEHTAMM Yepes ChAy-
lowue Monekynsl, Takue Kak aaeHosuHpndpocdpar (AAD), donbpuroreH, uto
obecneunBaeT NPOCTPAHCTBEHHBIA POCT CrycTKA U GPOPMUPOBAHME BTOPUUHO-
ro Tpom6a (puc. 8.1).

[NoMMMO peLienTopoB GAresnn M arperaumu, Ha TPOMOOLMTAX NpPUCYT-
cteytor monekynsl, ceassisatowpe Vllla, IXa, Xa, Xla doaktopsl, a daktop Va
CHUHTE3UpPYeTC CAaMMMM TPOMBOLIMTAOMM NPU MX AKTMBALMM B MecTe obpaso-
BaHMs nepsuyHoro tpomba. Bce atv ceoiictea Tpombouutos obecrneumsaioT
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Peuenropsl Ib k ¢pakropy Busnebpanaa,

Q-rpaHy’ibl PUCTOLIETUHY

[noTtHble

rpaHyIbI Muxpogunamersl, obecrneunsaroLe

pacnnacTbiBaH1e B MeCTe MPUKPEeryIeHHs!
peuenTopos Ild-1lla u perpakuuio crycrka

Peuenropei lIb-1lla k ¢pubputoreny,
< AlD

Peuenrops! la
K KOJIJIareHy

PUC. 8.1. Crpoetue tpomboumTa

NOKANM3ALMIO KOATYNALMOHHOTO FeMOCTA3d B YCNOBMAX iN VivO TOMbKO HA WX
MOBEPXHOCTM M TOMbKO B PAMKAX MMEIOLErocs COCYAMCTOrO MOBPEXAEHMS.

STMM ponb TPOMBOLIMTAPHOTO 3BEHA FEMOCTA3d HE OrpPaHMYMBAETCS.
B npouecce obpasosaHms nepBMyHOro TPoMOA KpPOBSHbIE MIACTUHKM BbIOPA-
ChIBAIOT BOMbIIOE KONMMHYECTBO BELJECTB, COREPXAIMXCS B TPAHYNAX.

B Tpom6boumtax ectb nnotHeie rpaHynbl, a-rpanynsi | 1 Il Tunos. B nnothbix
rpaHynax Haxopstcs AP, ATD, cepoToHMH, HOPOAPEHANMH U ARPEHANMH,
KQMbLMIA. DT MONEKYNbI YHOCTBYIOT B MOAREPXAHMM CKOPOCTH Arperaumm Kpo-
BAHbIX MNACTMHOK, PErynupyloT COCYAMCTbIM TOHYC, CGKTUBMPYIOT MNC3MEHHbIN
remMoctas. o-rpaHynsl | TMna copepXaTt aHTMrenapuHoBbIi doaktop, doakTop
POCTA TPOMBOLIMTOB (CTUMYNIMPYIOWMIA PENAPALMIO COCYAOB), TOOMGOCMOHAMH
(06pasyer komnnekc ¢ CPMOPMHOTEHOM HA MOBEPXHOCTM QAKTUBUPOBAHHbIX
TPOMBOLUMTOB, HEOBXOAMMBIM ANs POPMMPOBAHMS TPOMBOLMTAPHBIX Arpera-
TOB). a-rpaHynbl || TUNG copepXaT B OCHOBHOM NM3OCOMHblE CDEPMEHTbI, Orpa-
HUuYMBAIOWME POCT TPOMBA M paspywaiowme ero (BbICBOBOXAAOTCS MeaneH-
Hee, Y4eM o-l M NNOTHbIE rpaHynbl).

8.2. KoarynsauuoHHbii remoctas

MpencrasneH kackagom nnasmeHHbIX doakTopos ceeptbisaHus (rabn. 8.1
u puc. 8.2). B knaccuueckoit cxeme KOQrynsUMOHHOrO reMocTasa Bbifensior
BHYTPEHHMM, BHEWHMIA M OBWMIA MyTU CBEPTHIBAHMS, COCTOALIME M3 ONpeEfeneH-
HbiX dpepmeHToB, 1 doubpurHoreHa (eamHcTBeHHOro cybeTpara kackapd doep-
MEHTOB, OBPA3YIOWEro NONMMEPHbIE MONEKYTbl OUBPUHA), KOTOPbIA U CTYXXMT
OCHOBHOM CTPYKTYPHOM YQCTbIO BTOPMYHOTO Tpomba.

Bce dpaktopbi ceepTbiBaHMS BbIPAGATHIBAIOTCA B NEYeHM, YacTh V doaktopa
TAKXE CMHTE3UPYETCA B MEraKApMOLIMTAX M MO3TOMY COREPXMTCA B TPOMBO-
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PUC. 8.2. CxeMa KoarynauMoHHOrO 3BEHA rEMOCTA3a M OGPA30BAHMS BTOPUUYHOTO TPOMGA

LMTOX, OTKYAO AOMOHMTENLHO BbICBOOOXAAETCS MpM Mx aktveaumu. OtaensHo
sbipensior K-aaeucumbie dpaktopsi caeptsianms (I, VII, 1X, X).

B cucreMy BsHyTpeHHero nymi cepTbiBOHMA BXOAST MOCNEAOBATENLHO OK-
upylowmne apyr apyra Xll, XI, IX doaktoper ceeprtsianms u VI dpaktop,
QKTUBMPYEMbIH TPOMGUHOM. BHYTpeHHMi nyTh HeOBXOAMM ANns (POPMMPOBAHMs
TPOMGA MPKM MOBPEXAEHUN WUNKM PA3PbIBE COCYAA, HE CBA3OHHOM C BHEWHMM
Bo3feicTeMemM. AKTUBALMA 3TOrO MyTM MPOMCXOAMT MPM KOHTAKTE KOMNareHd
6a3anbHOM MEMOPAHbI MOBPEXAEHHOTO COCYAA C KPOBbIO, O TAKXKE BbICOKOMO-
NeKynipHOrO KUHMHOTEHA M NPEKANNMKPEMHA, a6COPBMPYIOWMXCS HO OTPULIC-
TeNbHO 3apsXXeHHOM nosepxHocTH knetok smecte ¢ Xl doakTopom.

BHewHmii myTs CBEPTHIBAHMS 3AMYyCKAETCS MPM NOMAAAHMM B KPOBOTOK TKO-
Hesoro doakropa (TD) 8 pesynstate Tpasmsi, 4to aktmemnpyert VI doakrop.

BHYTpeHHMI M BHEWHMI NyTM CBEPTLIBAHWS MPMBOAST K nossneHuio Xa
doakTopa. [pu y4acTum BbicBO60XAAEMOrO 13 AKTMBMPOBAHHBIX TPOMBOLIMTOB
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B MeCTe NMOBPEXAEHUS COCYAMCTOM CTeHKu Va doakTopa npomMcxoanT obpaso-
BAHME NPOTPOMBUHA3HOTO kommnekca (Xa+ Va), KoTopsiit B NpUCyTCTBUM MO-
Hos Ca?*, TaKkke NoCTynatownx 13 TPOMBOLIMTOB, TPAHCPOPMMPYET MPOTPOM-
6MH B TPOMOMH.

Kak Tonbko nosensotcs MUHUMOMbHbIE KONMMYECTBA TPOMBMHA, OHM Heno-
cpencteeHHo aktusupytot VI dpaktop BHyTpeHHero nyt u V dpaktop BHelw-
Hero nyTH, 4TO NPMUBOAMT K PE3KOMY YBenMUYeHuIo obpasosaHmus Xa doaktopa,
d 3aTeM — TPOMOMHA M NABUHOOBPA3HOM AKTMBALIMM CMCTEMbI CBEPTHIBAHMS.
B npucytcteumn TpombuHa obpasyetcs Gonblioe KonuyectBo doubpMHA, KOTo-
pbii nonMmepusyetcs B doubpuHossie HUTU. [locnenHne peakumn obbeanHsoT
B MOHSTUE OOLEro My CBEPTLIBAHMS.

DUHANLHOM YACTbIO MNABMEHHOTO FEMOCTA3A SBNSETCS MONMMEpPM3aLMs
PHUBPUHA, CLIMBAHME M CTABUIM3ALMS HUTEH MEXAY COBOM Nof BO3REMCTBMEM
aktveuposarHoro Xlll dpakropa. B pesynstatre obpasytotcs HepacTteopuMble
HUTU PUOPUH-NONMMEPHOTO KOMMNEKCA, KOTOPbIM, CBA3bIBASCH C KINETKAMM
KpOBM, 0BpasyeT BTOPUUHbIA TPOMD.

Takas cMCTeMa B3AMMOREWCTBMS BHEWHEro, BHYTPEHHEro M oblero ny-
Tel CBEPTbIBAHMS MOMOrAET ONPEREeniTh KOMMYECTBO M OKTUBHOCTb COOKTOPOB
in vitro, ofHAKO He OBbBACHSET PeanbHOro MONOXEHMs BeleM, KOTopoe CBA3a-
HO C MPOCTPAHCTBEHHOM NOKANM3ALUMIA U CPYHKLMOHUPOBAHMEM MIC3MEHHbBIX
doakTopos in vivo.

8.3. Cuctema aHTMKOATYNAHTOB

BeigensioT nepsuuHble QHTMKOATYNAHTBI, KOTOPbIE MOCTYNAIOT B KPOBOTOK
C NOCTOAHHOM CKOPOCTbIO M HAXOAATCS TOM HE3ABUCMMO OT OKTUBHOCTM CBEp-
ThiBatowei cuctembl. OHM fEMCTBYIOT NPEMMYIECTBEHHO HA OKTUBUPOBAHHbIE
doakTopbl. K nepsryHbIM QHTMKOArynsSHTAM OTHOCSTCS MHTMOUTOP MYTH TKAHE-
soro dpakropa (TFPI), anturpomGun Il (ATHI), renapumn, a2-makpornobynmH,
npotenH C, npotenn S, TpomGomopynuH u ap. (tabn. 8.2 u puc. 8.3).

TFPI nsuparensHo Gnokupyer BHEWHMM NyTb cepTbiBaHms kKposu. ATIII ss-
NAETCs CAMbIM CHNbHBIM dpU3MOnormieckum antkoarynsHtom. OH cofepxuTcs
B MNO3ME, OTHOCUTCH K a2-rMOBYNMHAM, MPEeCcTaBnser coboi OCHOBHOM KO-
doakTOp renapmHa, C NOMOLLbIO KOTOPOro MHrMBKpYeT doakTopsl Xa, IXa, Vlla,
Xlla. Momumo atoro, ATIII, cessbiasice ¢ TPOMEMHOM, 0BpPA3YET €ro HeaKTMB-
HbIi KOMMIEKC, OCTOHOBIMBAS M3BbITOUHYIO QKTMBALMIO KOQTYMALMOHHOTO re-
mocrasa. K a2-rno6ynMHam oTHOCHTCS TaKke a2-MAKPOrNoGYNMH, C MOMOLLbIO
CMeunanbHbIX LEHTPOB CBA3bIBAHMS MOACBASIOWMIA MHOTUE MPOTEONUTUYECKME
doepMeHTbl, B T.4. TPOMBMH. [IpyrM nNnasmeHHbIM QHTMKOATYNSHTOM ABNSETCS
a | -OHTUTPUNCUH, KOTOPLIA MHAKTMBMPYET M TPOMOMH, M komnnekc Xla +IXa.
Cnepyioluei BOXHEMWER CUCTEMOM MNC3MEHHbIX GHTMKOQrynsHTOB CYMTOETCH
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TAB/TNLIA 8.2. OCHOBHblE MEPBUNYHBIE AHTUKOATYNSHTbI

AHTUKOArynsHT Beaywunin MEXAHU3M AeNCTBUS
ATIII (monekynspHas macca a2-rnoGynuH, MHrMbutop TpomMbuHa, dpaktopos Xa,
65 k) [Xa, Vlla, Xlla, ocHoBHO#M nnasmeHHbi kodpakTop

renapuHa

lenapun (Monekynapras macca  CynbdpatMposaHHbIii nonucaxapua, o6pasyer

4-9 «[a) komnnekc ¢ AT, pancdbopmupys ero 8
QHTUKOQrYNSHT HEMEANEHHOTO AEMCTBMS, MHIMBMPYeT
CaMoc6opKy PUBPUH-MOHOMEPOB

Mpotents Cu S Buramut-K-3asucrmble aHTMKOQrynsiHTbI,
B3anumopeiicteyior ¢ doaktopamm Vil u V

TpomGomopynuH MeM6paHHbI 6enok, MHAKTUBMPYIOW M TPOMGHH

a2-MaKpPOrnoGynuH

(wonekynspHas macca 750 kfa) MHrubutop TpoM6MHA, NNAsMMHA

al-aHTuTpUncuH

[MonekynspHas Macca 54 kfla) MHrnbutop TpombuHa, dpakropos Xa, Xla

AHTUTPOMBONNACTUHI Murubutopsl komnnekca doakropos Il, Vila

cucrema npotemta C. Aktmsras doopma npotenHa C obpasyetcs npu ydac-
TMM TPOMBMHA M B3AMMORENCTBMM C TPOMOOMORYNMHOM M MPOTEMHOM S, Oc-
HOBHas ee dbyHKUMs cesaaHa c nopasneHnem Villa u Va doakropos ceeprbisa-
HWS KPOBM.

[pyras rpynna npoTMBOCBEPTHIBAIOWMX SNEMEHTOB OBPA3YeTCs B MpoLiec-
ce remoKoarynaumn U puGpPUHONM3a (BTOpUUHbe aHTUKOArynsHTL; Tabn. 8.3).
K Hum otHocsT antuTpomGuH | (donbpuH), mpopyktsl gerpagaumm doubpuHa
(MAP), antutpom6uH IX, nesakmemposarHsie doakropsl Va u Xla 1 ap. Takas
CUCTEMO B3AMMOREMCTBYIOLMX MEPBMUYHBIX M BTOPUUHBIX AHTMKOATYNSHTOB MO3BO-
nser obecneunsars HenpepbiBHylO NPOdOMUICKTUKY M3BbITOuHOTO TpombBoobpa-
30BAHMS, PE3KO YBENMUYMBAS CBOE BO3JEHCTBME MPM YBENUUEHUM MACCHI CryCTKA.

POMK — pacreopumbie donbpuH-MOHOMEpHbIE KOMMNEKCH, 06pasytoTcs
B rpouecce Aerpapaumn monekyn dombpurorena/donbpuHa nop ReMcTanem
TPOMBMHA U nnasmuHa. HopmansHbiit yposens POMK B nnasme — Menee
4 Mr, OFHOKO OH 3QBUCMT OT COREPXAHMS B KPOBM GPUBPHUHOTEHA, MOSTOMY
ACHHbIA METOR SBMAETCS MOMYKONMYECTBEHHBIM.

D-apmep — 310 NpopykT pacnagd dpMBpUHA, COREPXMT ABA COEAMHSIO-
umxcs D-dpparmenta 6enka donbpuHoreHa, otpaxaet npouecc coubpUHONK-
3a. Tect HEOBXOAMM MPK NOJO3PEHMM HO TPOMBOTUYECKUE HAPYLEHMSA: OTCYT-
CTBME BLICOKMX LMCPP COREPXAHMS 3TOrO MAPKEPd MPAKTMYECKM WCKMIoYaeT
TPOMGO3, MOBbIWEHME MOXET CBMAETENLCTBOBATL KAK O TpomGO3e (MCronb3y-
ercsi Ans UCKMIoYEHMs TPOMBOIMBONMMM NEro4YHOM apTepum), TaK U O APYTMX
BO3MOXHbIX MPUYUHAX (AMCCEMUHUPOBAHHOE BHYTPUCOCYAUCTOE CBEPTLIBAHME
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PUC. 8.3. DyHKUMM GHTUKOATYNSHTOB.
ATl — OHTMTp0M6MH lll; Ca — akmmenposanHbiit npotemt C; TFPI — uHru6utop nym TkaHesoro

D)
paKTOPQ; =W} — BNOKUPOBAHME AKTUBUPOBAHHbIX (OOKTOPOB CBEPTHIBAHMS; /,C — aKTMBALMS

QHTUKOATYNAHTOB

TAB/ULA 8.3. OCHOBHbIE BTOPUYHBIE AHTUKOQATYNSIHTbI

AHTMKOArynaHT | Beaywimin MexaHu3m Aencrems

AHTUTPOMOEHH | CsssbiBaer pubpHH, COPBUPYET U UHAKTUBMPYET TPOMOHH M
doaktop Xa

MHrMBupyIoT KoHeuHbIM 3Tan cepTbiBAHMS KpOoBM, doakTop [Xa,
arperaymio TpoMboLMToB

MNA® (POMK, D-gumep)
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kposu — [BC-curppom). Copepxarne D-gumepor moxeT GbiTb MoBbIWEHO
npu GepeMeHHOCTH, 0BbIMHO OHO mocTeneHHo Hapactaer K Il Tpumectpy. fo
HEeOBHEro BPEMEHM BLICOKME MOKA3ATENM CYMTANMCH MPU3HAKOM Yrposbl pas-
BUTMS TPOMBOTMYECKMX OCTIOXKHEHMI NpK BEPEMEHHOCTH, ORHAKO MCCNefoBa-
HWS MOCTIEAHMX NET MOKA3ANM, YTO YETKOM CBS3M MexXpy yposHem D-gumepa
n natonorueit GepemenHoctu Het. D-pumep B Hopme B Il TpumecTpe moxer
ObITb B HECKONLKO PA3 Bhile, YeM A0 BEPEeMEHHOCTH.

MAD camn no cebe ABNSIOTCS MOLUHLIM MPOTMBOCBEPTHIBAIOWMUM COOKTO-
POM, OHU BIIOKMPYIOT OKTMBALMIO PUBPUHOrEHA, MPENSTCTBYIOT NONMMEPH3A-
Unm pMOpMHA, HOPYLAIOT AAre3mnio M arperalmio TPOMOOLIMTOB.

8.4. Cucrema doubpmHonusa

Mo mepe nokanuaauMM NATONOrMYECKOTO OYArd, MEXAHMYECKOTO BOCCTA-
HOB/NEHMS LIENOCTHOCTM CTEHKM COCYAd BO3HMKAET HEOGXOAMMOCTb B Pa3py-
WeHWUM M3BLITOYHOM MacChl TPOMBA ANs POPMUPOBAHMS HOPMAMBHOMO KPO-
BOTOKA. DTOT 3TAN reMocTasa HA3bIBAETC ¢hMOPMHOMM3, KOTOPbIM MPOXOAUT
Cc yuactnem cuctemsl nnasmmnHa. Cxema perynaummn oubpmuHONM3a npeacTas-
nexa Ha puc. 8.4.

AKTMBALIMA MNA3MUHOTEHA MPOWUCXOAUT OIHOBPEMEHHO C OOPA30BAHMEM
bMOPMHA, AHANOTMYHO MEXAHM3MAM KOAIyNSLMOHHOTO remoctasa. Paspyuwe-
Hue TPOMBA MOXET MHULIMMPOBATLCS KOK MO BHEWHEMY KOHTOKTHOMY MyTH (Mpw
MOBPEXAEHMM TKAHEH M NOMAAAHWN JETPMTA B KPOBb, BbIXOfIE TKAHEBOTO AKTH-
BATOPQ MNA3MUHOTEHA), MO BHYTPEHHEMY MYTH (3a CYET YPOKMHA3bI), TAK M 3d
cuet cpakropa Xlla, Haxopswerocs B KOHTAKTE ¢ PUOPUHOM.

OCHOBHbIM MEXAHW3MOM CPMOPMHONM3A SBNSETCS OBPA30BAHME MNA3MM-
Ha, koTopblit pacuennset donbput, donbpurore, VIl u V doakropsl ceeptbiBa-
HMA. DTOT NPOLIECC MHTUOUPYETCA a2-OHTUMNA3MMHOM U CUCTEMOM MHIUGUTO-
poe aktsaumnu nnasmuroreHa (PAl-1 u PAI-2), uuruGuropom dombputonusa,
akTMBUpyeMbim TpomGuHom (TAFI).

Mocne octaHoBKM KpOBOTEUYEHMS, GOOPMMPOBAHMS OTPAHUYEHHOTO B NPO-
CTPQHCTBE M ONMTUMMANLHOTO MO PA3MEPY CryCTKA AKTUBMPYETCA CHCTeMA pena-
PALMM CTEHKM COCYAd, KOTOPAs CBA3GHA C BbIGPOCOM M3 TPOMGOLIMTOB Chak-
Topa pocra.

8.5. VMHterpansHas cucTemMa CBEPTLIBAHMS KPOBM

CoBpeMeHHOE MOHMMAHWE CPYHKLMOHMPOBAHMS CUCTEMbI CBEPTHIBAHMS
KPOBM MOAPA3YMEBAET PA3fENEHNE e HA HECKONbKO MOCNefoBATENbHbIX
3TAMOB, KOTOPLIE OMUCHIBAIOT OiHOBPEMEHHOE CPYHKLIMOHMPOBAHME KNETOY-
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PUC. 8.4. Cxema doyHKLUMOHMPOBAHMS cHCTEMbI PUBPUHONMSA.
PAl — wnHruburtop akteaumm nnasmuHoreHa; TAFI — uHrubutop douGpuHONM3a, AKTMBUPYEMbIN
TpombuHom; MOD — npopykTsl perpagaumrn doubpuHa.

HO-MONEKYNSPHbLIX MEXOHU3MOB B 3GIBUCMMOCTM OT MPOCTPCHCTBEHHOW NOKO-
NU3ALMM.

[Nepssisi aTan — MHMLUMAUMS CBEPTHIBAHMS KPOBM.

lNpu noBpexaeHMn CoCyRncTom CTeHku Boigensetcs TP, kotopbii obpasyer
komnnekc T® +Vlla, ce43aHHBIA ¢ MEMOPAHOW NMOBPEXAEHHbIX SHAOTENUOLM-
TOB. DTOT KOMMNEKC OKANbHO aktmeupyet X u IX doaktopbl cBepTbIBAHMS.

Xa ¢ Va obpasyer npotpombrHA3y, NOCPEACTBOM KOTOPOM M3 MPOTPOM-
61Ha obpasyetcs TPoMGMH. KonnuectBo TPOMGMHA HA STOM 3TANE O4EeHb He-
3HOYMUTENBHO, YTO OBBACHAETCS HM3KOM KOoHUeHTpaumeit Va dpaktopa 8 nnasme,
NOKAbHBIM YTHETEHMEM €r0 OBPU30BAHMS, HEAKTMBHbLIM Komnnekcom TP + VI
n cneundomueckmum TFPI, KoTopsii BbIpa6aTLIBAETCS MOBPEXAEHHbIM SHAOTENN-
em, a takxe cuctemHo — ATIIl. MNMomumo atoro, komnnekc Xa + TFPI, o6pasy-
loWMiCa Ha Ha4YanbHOM aTane, Gonee adbdpekTHBHO BNOKMPYeT 06PA30BAHME
TPoM6MHa, yem cam TFPI.

[Xa doaktop aktMeMpyer aaresmnio TPOMGOLIMTOB.

Broposi atan — ycunenue cBeprsiBaHMS KPOBM.

TpoM6BuH, B3OMMORENCTBYS C PELENTOPAMK TPOMBOLIMTOB ORHOBPEMEHHO
¢ VWF, pesko ycunmsaer agresmio TpoMGOoLMTOB B OBNACTU NOBPEXAEHMS M Bbl-
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6poc umn V dpbakropa. vWF, umetowmnit seicokoe cpopctso k VIII dpakropy
CBEPTHIBAHMS, NTOKANM3YET Er0 HA MOBEPXHOCTU TPOMOOLIUTOB.

TpoMBMH, BbIPAGATLIBAEMbIM TOKANLHO B OBNACTM MOBPEXAEHUA M pACTO-
noxenHsiit BMecte ¢ VWF, aktueunpyert VIl u XI doakropsl.

Hanee Xla doaktop pesko ysenuunsaet npopykumio |Xa dpakropa, HesHo-
YMTENbHOE KOMMYECTBO KOTOPOTO Yke O6pasoBANOCH MPU CTUMYMALMM KOM-
nnekcom TP +Vlla. Takum obpasom, Npoucxoput obpasosaHue Gonbloro
KONMYECTBA BLICOKOAKTMBHOIO TeHasHoro komnnekca (Vlla +1Xa).

Ipetwii aTan — pacnpocTpaHeHne NpoLecca CBepPTLIBAHMSI KPOBM.

Hanuume Bbicokoit koHueHTpaumn Vllla+1Xa Ha nosepxHoct Tpom6o-
LMTOB B OBNACTM MOBPEXAEHMS MPUBOAMT K MHOTOKPATHOMY YCMNEHMIO Mpo-
AyKUMM Xa, koTopslid BMecTe ¢ Va, NocTynatowmm M3 aKTMBUPOBAHHBIX TPOM-
6ounToB, cpopMMpyeT BOoNbLIOE KOMMYECTBO MPOTPOMBMHASbI, NMOCPEACTBOM
KOTOPOM Pe3ko BO3PACTAET NPOLIECC BbIPAGOTKM TPOMBMHA, BO3AEHCTBYIOWETO
HQ CyBCTPAT CUCTEMBI CBEPTHIBAHWS — CPUOPUHOrEH. DTOT NPOLIECC NPUBOAMT
K GbICTPOMY OOPU30BAHMIO GOMblKMX KONMYECTB PMOPHHA, 3aBEPLIAIOWErO
doopmmrpoBaHmue Tpomba.

[MoMMMO HEMOCPERCTBEHHOTO BO3AEMCTBMS HO PUOPUHOTEH M CTUMYNSLIMM
nnasmenHoro remocrasa (akmmsaums V, VI u XI doakropos), TpomGUH MHMLM-
npyert pabory Xlll doaktopa, cTabunusmpyiowero cryctok 1 npoTMBOCBEPTHIBA-
loulyto cuctemy (rpom6omopynmt, nporent C).

TaknMm o0bpasom, npoLecc TPOMGOOBPA30BAHMS 30AEHCTBYET COCYAUCTYIO
CTEHKY, HO KOTOPOM NOKANM3YeTCs LEHTP OKTMBHOCTM, TPOMBOLMTL, 06pasy-
foljMe NepeMYHLIA TPOMO, NNASMEHHBIA MMM KOATYNSLMOHHBLIM remMocTas, npo-
XOPAWMH, KAK MPOBMIO, HO MEMOPAHE MOBPEXAEHHBIX SHAOTENMOLUTOB WM
OKTMBUPOBGHHbIX TPOMBOLIMTOB, KOTOPbIE BMECTE C APYTMMM KNETKOMU KPOBM
o6pasyioT BTopHyHbIi TpoMb. [Npouecc dPopMMPOBAHMS CryCTKA HOCHT NABM-
HOOBPA3HBIA XAPAKTEP, MOMHMEHOCHO 3AMONHSS BECh NPOCBET NOBPEXAESHHO-
ro COCYRd, OBHOKO MPW 3TOM YETKO NOKANM3yeTCs, He MOBPEXAas 3[OPOBbE
KPOBEHOCHbIE MyTH. DTO CBOWMCTBO OGECneYMBaeTcs CPYHKLMOHMPOBAHUEM
MOLYHOM CHUCTEMBI HTUKOArYNSHTOB, BNOKMPYIOWMX KACKOA CBEPTbIBAHMS, CHUC-
TeMsl onbpUHONM3a, paspylwatowWeit Cryctok, aNMMMHALMEN HE3OAECTBOBOH-
HbIX OKTUBMPOBAHHBIX OOKTOPOB M3 LIMPKYIMPYIOWeEH KPOBM FenaToLMTaOMM
M CHCTEMOM MAKPOCPAroB.

TakMm 0Bpa3OM, remocTas SIBMSETCS CMOXHbBIM OAQMTALMOHHBIM MEXTHM3-
MOM, NPEACTOBNEHHbBIM MHOXECTBOM BA3OCKTMBHBIX, NMPO- M AHTUKOGTYNSHTHBIX
dpaKTOPOB, COCYAMCTbIX, KNETOYHBIX M MNC3MEHHBIX MONEKYN, MOCTOSHHO B3aM-
MopeicTByIolmMx Mexpy coboit n obecneymsatowwmx No Mepe HeobXoanMocTy
CTPOro NOKANM3OBAHHBIA B MPOCTPAHCTBE M BPEMEHM npolecc Tpomboobpa-
soBaHums (puc. 8.5).
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PUC. 8.5. CxeMma cuCTeMbl CBEPTLIBAHMS KPOBM

8.6. JlabopatopHas AUATHOCTUKA CHUCTEMBI
CBEPTLIBOHMS KPOBH

8.6.1. iccneporaHue COCYAMCTO-TPOMOOLIMTAPHOTO 3BEHA
remMocTtasa

Haunbonee ynotpebnsembie doyHKUMOHAMbHbIE NPOBLI ANs MCCIEROBAHMS
COCYAMCTO-TPOMBOLMTAPHOTO 3BEHO TEMOCTA3A — 3TO BPEMS KPOBOTEYEHMS
no [lyke, npo6a wunka no FOpreHcy (HaTarvBaHME M BpAWEHME CKNOAKM
koxu), npo6a Konuanosckoro—Pymnens—/leene nytem HanoxeHus gasswert
noBssku ¢ gaenexuem nopsaka 10-20 MM pr. CT. Ha Nneyo B TedeHne 5 MuH.
Bpems kposoteueHus no [lyke ucnonbayercs ans oLeHKM cnocoBHOCTM COCYROB
K BA3OKOHCTPUKLIMM M CBOWCTB TPOMOOLIMTOB OBPA30BLIBATL NEPBUYHLIA TPOMO
MPU NOBPEXAEHNM KOXM CKAPUIOUKATOPOM; HOPMAIbHbIE 3HAYEHMS COCTABNS-
torT 1-4 MuH. YEnuHeHue BpeMeHn CBURETENbCTBYET O CHUKEHUM TOHYCA COCY-
AUCTON CTEHKM, TpomGouuToneHun unm Tpomboumtonatu. Npoba wmnka no
tOprency 1 npoba KoHuyanosckoro—Pymnens—/leepe ucnonsayercs ans ouen-
KM MPOYHOCTM COCYAMCTOM CTEHKM, KOTOPAS KNMHMUYECKM 3HAYMMO CHUXKOETCS
MPY PABIMYHBIX BACKYIMTAX M THXENOH TPOMBOLMTONEHNH.

OcHoBHbIMKM NABOPATOPHbIMM METORCAMM MUCCNEAOBAHMS COCYAMCTO-TPOM-
GOLMTAPHOrO reMOCTA3A SBASIOTCS PETPAKLMS CryCTKA, MOACYET YUCNA TPOM-
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GOLMTOB, MCCNIEAOBAHME QArE3MM M arperaumm TpomGoumtos. Petpakums
(cokpalieHme M ynnoTtHeHue Crycrka) CBA3GHO C CMHTE30M TPOMBOLMTOMM
ONpeneneHHbIX BEWECTB, NOA BIMSHMEM KOTOPbIX OMOPHUHOBbIE BOOKHA CTPYK-
Typupytotcs, obpasyioT cknapku. Benepcteue peTpakumm Tpomb CTAHOBMTCS
KOMMAKTHbIM M He npomyckaeT aaxe chiBopotky. CokpalleHue obbema crycr-
ka B Hopme coctasnser 40-60 % u sasepuwaertcs B Teuerne 2-3 u. Petpakums
MO3BONSET OLEHMTb KOMMYECTBEHHBIE M KAYECTBEHHbIE CBOMCTBA TPOMGOLIMTOB,
npu TPOMBOLMTOMNEHMM OHA MOXET oTCyTCTBOBATL. Kpome Toro, Tect nossonser
OLIEHMUTb CPYHKLMOHAMbHbIE CBOMCTBA COMOPMHA.

[pyrvm, cambiM pPACMPOCTPAHEHHBIM M3 NAGOPATOPHLIX METOAOB OLEH-
KM COCYAMCTO-TPOMGOLMTAPHOTO 3BEHA FEMOCTA3A SBMSETCS KOMMYECTBEHHAS
oueHka Tpombouutos. HopmansHoe mx cogepxatue B kpoeu coctasnset 150-
450x 10%/MKn, cpoK XM3HM KPOBSHbIX MIACTMHOK — B cpepHem 10 aHen.
Boipensior gsa nyna TpoMEOLMTOB: LIMPKYIMPYIOWMIA 1 NpucTeHouHbIA. [Tepebie
3 [HS XM3HW TPOMGOLMTE CBOGORHO MNCBAIOT B KPOBEHOCHOM PYCrE, 3aTEM
NPUKPENNSIoTCs K COCYAMCTOM CTEHKE, Te B TeYeHUE HEENM BbIMOMHSIOT CBOKO
OCHOBHYIO TPOCPMUECKyIo COYHKLMIO, HAMPABNEHHYIO HA MOAAEPXAHME XM3-
HepesTensHOCTH aHpoTenus. [1pu NORO3PEHUM HA KONMMYECTBEHHYIO MATONOTUIO
TPOMGOLMTOB LienecoobpasHo MOBTOPATh aHAnM3 He yawe | pasa B 3 pHs,
KOTAQ MONHOCTbIO OGHOBMAETCS MX LMPKYIMPYIOWMHA Nyn, T.K. MOACYET NpuUCTe-
HOYHOTO Myna HEBO3MOXEH. [Ins M3MepeHus YMcna UMpPKynMpyiowmx TpomGo-
LMTOB B HOCTOSILIEE BPEMS MPUMEHSIOT KOK reéMATONOrMYECKMe GHANM3ATOPbI,
TAK ¥ MUKPOCKOMUYECKMIA METOR.

lematonornyeckue aHanusatopel, HaubGonee AOCTYMHbIE MO LEHe, Npu-
MeHsoWMecs B GONbWMHCTBE MEAMLMHCKMX YHYPEXAEHMHA, MCMONb3YIOT WUMMe-
naHcHbiM metop petekumn. OH OCHOBOH HO TOM, YTO, MPOXOAS 4YEpPe3 TOHKMM
KQNMANSP, KAXAAS KNETKA NO-PA3HOMY M3MEHSET SNEKTPMYECKOe COMpPOTHBIE-
HWe BHYTpM ero npocsetd. Yem Gonbluie AUAMETP KNETKM, TEM COMPOTUBIEHME
Gonblue, NP1 HAMMYMM SAPA B KNETKE SNEKTPONPOBOJHbIE CBOMCTBA TAKXKE M3-
meHsitotcs. [loaToMy paxe camble NPOCTbie reMaTonorMyeckue aHaNU3aATopPsI
AMdbdpepeHLMPYIOT KpyrHble KNETKM (3PUTPOLMTBI M NEMKOLMUTBI) OT MENKMX
KPOBSHbIX MNACTMHOK, AMAMETP KOTOPbIX COCTABMAET 2—4 MKM. DPUTPOLMTSI
M NEMKOLMTHI PA3NUYAIOTCS MEXAY COBOM HANMYMEM SAPA, KOTOPOEe OTCYTCTBY-
€T B KPACHbIX KNETKAX M MMeeTcs BO Bcex Genbix knetkax kposu. Konuuectso
KNETOK MOACYMTLIBAETCS OTHOCUTENLHO OBbEMA MPOMYIEHHON Yepes Kanunnsap
kposu. [laHHbIA MeTOj OueHb MPOCT, MO3BONSET UCMONL3OBATh MUHUMAMLHOE
KOMMYECTBO LIENbHOM KPOBM, MOMY4EHHOM M3 NAnbLA MpK NPOKONEe ero ckapu-
doukatopom. [Ipyroe BaxHOe AOCTOMHCTBO METORA — KOPOTKOE BPEeMs MC-
CNEefoBaHMS M NPOCTOTA (AOCTATOYHO MOCTABMTL MPOBUPKY C AHTUKOATYNSHTOM
MOA KAMMAMSP M HAXATh KHOMKY, Y4epes HECKONbKO MMHYT GYAET pacneyaraH
pesynstar). [Tomrmo 3TOro, MCnonb3oBaAHKME rEMATONOrMYECKOTO AHANM3ATOPA
No3BONSET ROBMTLCA BLICOKOM TOYHOCTM MCCNENOBAHMS (OWMOKA HE MpeBbaeT



5 %), T.K. NoOpCYET NPOBOAMTCS OTHOCHTENLHO OYEHb GOMbIIOTO KOMMYECTBA Kie-
TOK (BecSTKM W COTHM Thicsy).

Hpyro# metop, 6onee AAMTENbHbIN M TPYAOEMKMM, — 3TO CBETOBAS MMKPO-
CKOMMs MO3KOB Mepudpepuyeckoi Kposu. [ns nogcyetra TPOMBOLMTOB TAKMM
CNoco6OM KpoBb, MOMYYEHHYIO OT MALMEHTA, CNEfyeT HOHECTU TOHKMM ClOeM
HO MPEAMETHOE CTEKNO, BbICYWMTH, 3ACOMKCHPOBATL M 3aTEM OKpaAcKTh no Po-
maHosckomy—Im3e. [Ins aToro HEOBGXOAMMO Y4YACTUE OMLITHOrO NABOPAHTA,
O BpeMs Ha MOArOTOBKY Mpobbli coctasnser He meHee 1 4. [Mocne atoro Tpe-
Byetcs yyacTue Bpaya-Mopdoonora, KoTopbii MOACYMTLIBAET NOA MUKPOCKOMOM
KONU4EeCTBO TPOMBOLMTOB B MONy4YeHHOM npenapare. Hepocratkom ato meTo-
Ad, MOMMMO TPYROEMKOCTU M ANUTENbHOCTH, SBNSETCS HU3KAS TOYHOCTb MCCNERO-
BOHMS; MO HAWMM AAHHBIM, ownbka coctasnseT He meHee 20 %. D1o ceasaHo
C TEM, YTO TPOMBOLMTHI BbICTPEE APYTHX KIETOK NPUAKMAIOT K CTEKNY, NOSTOMY
POCMONAratoTCs B MA3KE HEPOBHOMEPHO, KOMMYECTBO MPOCYUTAHHBIX KNETOK,
B OTNIUYME OT rEMATONOTUYECKMX AHANM3ATOPOB, COCTABNSET, KAK MPUBMIO, He
6onee 1000; HaKoHeLl, MCMOMNb3YeTCs TONbKO OTHOCHTENLHOE 3HAYEHME KPOBS-
HbIX MICCTMH MO OTHOWEHMIO K SPUTPOLIMTAM, O X KONMYECTBO MOXET MEHSTHCS
OT MHAMBMAYYMA K MHAMBMAYYMY. HecMoTps HO 3TO, MMKPOCKOMMYECKHMIt METOR
HE3AMEHMM MPU MCCNEROBAHMM MATONOTMYECKM M3MEHEHHBIX KNETOK KPOBM, M-
FOHTCKMX MM MMKPOCKOMMYECKUX OOPM TPOMBOLIMTOB, KOTOPLIE HE YNABIMBA-
€T NPMBOpP ABTOMATUYECKOTO AHANM3A. TOMbKO MPH BU3YQNbHOM AETEKLIMM MOX-
HO YNOBUTb TOKME OCOBEHHOCTM TPOMBOLIMTOB, KOK NMAPAMETPbI MCEBAOMOANH,
doopMy KNeTok, HanuuMe rpaHyn, YTo MO3BONSET MPOBOANTL OYHAAMEHTAMbHbIE
MCCNEeAoBAHMS M B PAfle CUTYALMM NOCTABUTL MPABUNbHBIA ANArHOS.

CoBpeMeHHAs KOMMbIOTEPHAS TEXHONOTMS MO3BOMMNA YCOBEPIIEHCTBOBATH
METOf} CBETOBOM MMKPOCKOMMM M CREeNaTh €ro asTomatnueckim. B Hactoswee
BPEMS PA3PABOTAHbI NPMEOPbI ABTOMATMYECKOTO MPUIOTOBNEHMS M OKPALIMBA-
HMs Maskos. COMM MUKPOCKOTbI MOTYT OCHAILLATLCS SNEKTPUYECKMMM NPUBOAC-
MM, NO3BONSIOWMMM NPOBOAMTL ABTOMATHHYECKYIO POKYCMPOBKY M30BPAXEHMS,
OBTOMATMYECKM CKOHMPOBATH MMKPOMPENAPAT, AeNnath dpOTo- U BUREOCHEMKY
W, COMOE [MOBHOE, MPOBOAUTL QHAMM3 M3OBPAXEHMS U CBTOMATMYECKMIA MOA-
CYET BCEX MAPAMETPOB KNeToK, B T.4. U TpomGoumTos. B Poccun Gnaropaps
TPYAGM TAKMX yueHsbiX, kak npodpeccop M. Kosunew u npodpeccop B.M. lMo-
rOPENOoB, CYIECTBYIOT COBCTBEHHbIE YHUKAMbHBIE PA3PABOTKM CBTOMATMYECKON
KOMIMbIOTEPHOM MOPCJOOMETPMM KNETOK KPOBM M KOCTHOTO MO3rd, KOTOpble MC-
MOMb3YIOTCS B BEAYWMX HAYYHBIX NABOPATOPHUAX CTPAHDI.

OCHOBHbIMK CBOMCTBOMM TPOMBOLIMTOB, KOTOPbIE MOXHO M3MEPMTH B KiM-
HWYECKOM MPAKTUKE, SBNSIOTCA AAreauns u arperaums. Areaus KpoBgHbIX Nnac-
TMHOK CBSI3OHO C MX CMOCOBHOCTBIO MPMAMMATL K PA3NMYHLIM CyBCTPATAM.
In vivo, KaK onucaHo Bbllwe, Yaue BCEro aTa cPYHKLMsS peanuayercs nocpef-
cteom peuentopos la konnarexa v b vVWF. [ing oueHkn BosMoXHOCTH TpOMEO-
LMTOB K POPMMPOBAHMIO MEPBUYHOTO MOHOCNOS MCMOMb3YIOTCS (KAK MPABMIO,
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B dPYHAAMEHTAMbHBIX MCCNEROBAHMAX) OAre3noMeTpsl, MPUGOPSI, M3MepsIowme
KONMMYEeCTBO TPOMOOLIMTOB A0 M MOCNE MPOXOXAEHMS KPOBM 4Yepes cybCTpar.
MameHeHUe Ux KONMYECTBA M €CTb OLIEHKA Qfresmu.

B knuHMueckolM NpakTMke B HOCTOsIWEE BPEMs WMPOKO NMPUMEHSIOTCA arpe-
FOMETPbI, NO3BONAOWME OLEHMBATL CMOCOBHOCTL TPOMOOLIMTOB K OBPA30BAHMIO
nepsmnyHoro cryctka. [ins onpepenexus ypoBHs arperaumm MCronb3yercs ontmu-
YECKMI METOfl, M3MEPAIOLMI BO3MOXHOCTM MNa3mMbl, 0BOralleHHon TpomboumTa-
MM, nornowarts ceet. B Hee poGaenstor pasnuuHbie peaktmebl, Takue kak AID,
OAPEHANMH, APAXMIOHOBAS KMCNOTA, TPOMOMH, KONNareH, pUCTOLETMH, BO3AEH-
CTBYIOlME HO PA3NMYHbIE MEMOPAHHbIE peLenTopbl TPOMOOLMUTOB, U UCCRIERYIOT
CKOPOCTb MOMYTHEHMs, KOTOPAs M sBnsercs Hayanom arperaumn. C nomouybio
HEKOTOPbIX PEAreHTOB MOXHO BbISBIATL [ABE BOMHbI Arperaumm, KOrfd nepsoe
MOSBNEHME CryCTKOB B MNA3ME Yepe3 HEKOTOpOe BPeMs CTUMYNUPYeT BbiGpoC
COEPXMMOro rpaHyn TPOMOOLMTOB, O MOBTOpHOe — 6Gonee BbIPAXEHHOe
CKNEeMBAHME KPOBSHBIX MNACTMH. BpemeHHds oueHKa M3MEHEHMsS MPO3PAYHOCTH
M MHTEHCMBHOCTM CBETOMOINOLEHMS NO3BONSET CTPOMUTL FPACPUKM — arperaro-
FPOMMbI M OLEHMBAT DYHKLMOHAMbHYIO QKTMBHOCTb PASMMYHBIX MEMOPAHHbIX
PEeLenTopoB v rPaHyn (NPY HANWYMKM BTOPOM BONMHbI Arperaumm) TPoOMBOLMTOB.

8.6.2. Viccneposanue KOQrynsayMOHHOro 3BeHa reMocTasda

D10 UCCNEfOBAHME AOMXHO MPOBOAMTLCS C MCMOMb3OBAHWEM PSAA NaGo-
PATOPHBIX TECTOB. Bpems cBepTbIBAHMS KPOBK NO3BONSET ONPERENUTL CKOPOCTb
POPMMPOBAHMS BTOPUYHOTO CryCTKA (KOMMNEKCA HUTeH PMBPMHA M KNeTok
KpoBu), HopmansHbie 3HaveHus coctaenstor of 30 ¢ go 5 MuH. Yeenuuenne
BPEMEHM CBEPTHIBAHMS CBMAETENLCTBYET B OCHOBHOM O CHMXEHMM YMCNA MMM
O HOpYyLWeHMM CBOMCTB conbpMHOreHa. [pyroi, yke OnMCaHHbIA METOR — 3TO
PeTPaKUMA CrycTkd, KOTOPbIA, MOMMMO OLEHKM TPOMOOLMTAPHOWM ponu, Xa-
POKTEPU3YET U CBOMCTBA PUBPHHA.

Haubonee uacroi (pyTMHHoFi) METOMKOM UCCNENOBAHMS MNA3MEHHOTO 3Be-
Ha remocTtasa sensercs koarynorpamma. CTaHRAPTHAOS KOArynorpamma npeg-
CTCBMEHA YETbIPbMS CKPUHMHIOBLIMM TECTAMM: QKTMBMPOBOHHBIM YOCTMYHBIM
TpombonnactHossiM BpemeHem (AYTB), nporpombuHossim Bpemerem (1TB),
TPoM6KHOBbLIM BpemeHeMm (TB) 1 KonuuyecTeeHHbIM M3MepeHrem donBpHHOreHa.
DTH TeCTbl OMMUCHIBAIOT XAPAKTEPUCTUKM CBEPTLIBAHMS MO BHYTPEHHEMY, BHELL-
HeMy M OBLeMy MyTIM COOTBETCTBEHHO. [N MCCNEROBAHMS MCMOMb3YIOT LIMTPAT-
HYIO Mna3Mmy, He cofepxauyio noHsl Ca?*, 6es KOTOPbIX HEBO3MOXEH KACKAR
cseprbiBanms. [ng nposepenns tecta AYTB B nnasmy po6asnsior KAoONMH Mnu
kedoanuH u Gomblwoe Konuyectso noHos Ca?*, nmocne Yero OTMEYAIOT BPEMS
Havana obpasosatus cryctka. AYTB — spemerHOM nokasartens, namepsercs
B CEKyHAX M NOKa3biBAET akTueHOCT, dpaktopos sHyTpeHHero (X, XI, IX, VIII),
obuwero () nyreit, a Takxe ero ctumynstopos (Il, V, X). Ysenuuenune spemenn
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dPOPMMPOBAHMS CTYCTKA CBUAETENLCTBYET O HEFOCTATOYHOCTM STUX GPAKTOPOB.
Y1066 AMdbdpepeHLMpPOBATL MATONOTMIO BHYTPEHHETO 1 OBWero NyTei CaepTbl-
BAHMS, AHANM3MpYtoT pesynstatel TB. Metoa coctout 8 go6asnernn K LuMTpar-
HOM Nnasme TPOMOWHA, KOTOPbIA HEMOCPEACTBEHHO BO3fEHCTBYeT Ha dombpu-
HOreH, npespalas ero 8 oubpuH U POPMUPYs CrycTok.

[nsi oLeHKM aKTMBHOCTM BHELHETO MYTU CBEPTLIBAHMS MPUMEHSIOT MOKA3a-
Tens [1TB, KoTopbIi MOKA3bIBAET, CKOMLKO CEKYHR TpebyeTcs ans 06pa3oBaHms
doubpHHaA Npr FOBABIEHUN K LMTPATHOM Nia3Me TPOMBOMIACTMHA M Kamb-
ums. MTB 8 2-3 pasa kopoue, yem AYTB, T.K. CBI3QHO C NOCNEROBATENLHOI
aktmeaumeit VIl u |l dpaktopos sHewHero nyt u dombpurorena (I dpakro-
pa). Momumo TTTB, B KNMHMUECKOW MPAKTMKE YACTO MCMOML3YIOT AHANOTY:
npotpom6uHossit Haekc ([MTH), nokasbiBatowmin AKTMBHOCTb B MPOLEHTAX
oT pedpepeHcHoro 3Hauvenus (Hopma 80-120 %), u mexpyHapogHoe Hop-
manusosaHHoe otHowenue (MHO), nonyuyaemoe pacueTHbIM nmyTem ¢ Mc-
nonbaoBaHuem koadpdpuumerta pearerta. [poussogutenn TD pans Tecta
MTB o6s3aHbl ykasbisate MY (MeXnyHAPORHbIM MHAEKC Y4yBCTBUTENLHOCTH)
ans ceomx peareHtos. MY nokasbisaer aktusHocTs TP B RAHHOM npowmsse-
[EHHOM NAPTUM PEAreHTd B CPABHEHUM CO CTAHAAPTM3OBAHHLIM OOPA3LIOM.
MHO paccuutbisaercs no dpopmyne: (MTB naumnenta/MTB Hopma). MHO
HeoBXOAMMO ANS UCKIIOYEHMS BNMSHMS PASNUYHBLIX TPOMBOMNACTMHOB HA aK-
TMBHOCTb DOKTOPOB BHEWHETO MYyTH, YTO MO3BONSET CPABHMBATL MEXAY COBOM
3HQuYeHus pasHbix nabopatopuit. Hopmansheie sHavenns MHO cocraensior
0,8-1,2 BHe saBMcuMmMocTH oT mecta M crnocoba onpeaenexus [TB.

Ons 6onee petansHoi ouenku [1TB ucnonbayior Takxe nokasartens 1B,
kak v npu uccneposanmu AYTB. TB sasucut kak ot konuyectsa combpuHo-
reHd, TOK M OT ero CBOJMCTB, KOTOPLIE, B CBOIO OYEPEMb, CBA3CHbBI C HANMUYM-
eM B nnasme nauneHta uHrubutopos, Hanpumep MNOD. [Ina Gonee TouHoro
onpepeneHus Konuuectsa donbpuHOreHa ero usmepsior no meropy Knayca.
HopmansHeie sHauenus coctasnsior 2—-4 r/n. Takum obpasom, couetaHue
3TMX YETHIPEX TECTOB MO3BONSET OMNPERENMUTL AKTMBHOCTb MNA3SMEHHOTO reMo-
CTA3d MO BHYTPEHHEMY, BHEWHEMY M OBWEMY MyTIM CBEPTHIBAHMA, OMpPefe-
NNTb KONMYECTBO OMOPUHOTEHA M Ero CBOMCTBA.

lMocne BbisiBNEHMS NPUUMHBI HOPYWEHMS KOATYNSLUMOHHOTO reMocTasd no
KOKOMY-TMBO MyTH MOXHO MCCNEROBATh KAXAbIM OAKTOP CBEPTHIBAHMS B OT-
pensHoctu. [Mpu natonorun AYTB umccnepytor XII, XI, IX, VIII doakropsi, npu
natonoruu MTB — VII, Il, V, X. Ong atoro Mcnonb3ytor fOHOPCKME MAA3MbI,
30BeOMO 0befHeHHble OnpeAeneHHbIM OePMEHTOM, M, CMelKBAs C NNA3MOM
naunenta, namepsior A4YTB wnm MTB. Mpwn pedomumte kakoro-nm6o ogHoro
doaKTOpPa NpH CMEWMBAHMM C AOHOPCKOI MNA3MON Ges 3TOro Xe dpepmeHTa
PE3yNbTATb YKA3AHHbIX TECTOB BYAYT Pe3ko MOoBblWeEHb, NPK AedoULMTE BCEX
doaKTOPOB TAKOrO heHOMEHA He Byfer.
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Kak BMaHO, NOHMMAOHME COYHKLMOHMPOBOHMS CHCTEMbI CBEPTHIBAHMS M
BNAAEHME AOXe PYTMHHLIMU METOAGMM MCCNENOBAHMS MIA3MEHHOTO reMocTa-
30 MO3BONST AOBONLHO TOYHO YCTAHOBMTL MPUUMHY KOATYIOMNATUM.

Kakosa e meToanka npoBegeHus CKPUHMHIOBBIX TECTOB KOATYNOrpaMm-
Mbi2 [Tprbopsl ANS MCCNEROBAHMS NNASMEHHOTO 3BEHA FEMOCTA3A HA3bIBAIOT-
ca koarynomerpamu. OHu paBoTaloT NO NPUHLMMY TOYHOM CPUKCALMK M3Me-
HEHW1 CBOMCTB GHANM3MPYEMOM NNA3MbI NP POPMUPOBAHNM B HEW CryCTKd.
DTM METOfbl HA3bIBAIOTCS KNOTTMHIOBbIMM. B HOpme nnasma ¢ anTMkoarynsH-
TOM LMTPATOM XMAKAS M npospadHas (ceetno-xentas). Mpu doopmuposanmm
B Hel CryCTKa OHO CTOHOBMTCS TYCTOW M MYTHOM, Y4TO M domMKCHpyeT npubop.
Mo npuHUMNy onpepeneHns ero o6pa3oBAHMS QHANM3ATOPbI NOAPA3AENsioT
HQ MeXaHMYeckmue M OnTUYECKMe.

MexaHuyeckne aHANM3ATOPbI MMEIOT CUCTEMY MATHMTOB, MPHUYEM ORMH
M3 HUX HOXOAMTCS BHYTPM McCrnepyemoit npobupku. OHu cBoBoAHO BpaLO-
lOTCSl BOKPYT LIEHTPQNbHOW €e OCM, O NPM 3AryCTEHUM MNA3Mbl BHYTPEHHMIA
MOTHUT 3aMeanseTcs, Y4To U doukCcHpyeT NpUbop B BUAE BPEMEHM OT Havand
BHeceHus peareHta. [Ipyroi NpuHUMN — ONTUYECKMM, AHANOTMYHO arpe-
roMeTpy OH CPMKCMpPYET HapylleHWe CBETOMPOBOAMMOCTU MPU MOMYTHEHMM
NAasMmbl, 3Ha4YeHUs nNpubop BbIfAET B cekyHAax. Paspenenne koarynomer-
POB TAKXE OMPERENIeTcs CNOXHOCTBIO MX CTPOEHMS, BLIRENAIOT MOMYABTO-
MATHYeCKMe (peareHT BHOCUTCS B KAXAYIO NPoBy BPYUHYIO) M aBTOMATHYEC-
KMe, KoTopble Nocne 3arpyskuM MCCrefyembix oBpasLoB CAMOCTOSTENbHO
MPUTroTABNMBAIOT HEOOXOAMMOE KONMMYECTBO NPOBMPOK U NPOBOAST BCE TPe-
OyeMmble TeCTbl.

Cnenpytowas rpynna Tectos, M3MepsIOWMX NAPAMETPbI MAA3MEHHOTO re-
MocTasa, Hasbisaetcs crnieundonyecknmu. [puHUMN M3MepeHus B 3TOM cnydae
KONMUYECTBEHHBIM, O HE BPEMEHHOMW, KOK MpW KNOTTMHroBbix metoankax. Cne-
UMdpryeckme TeCTbl GbIBAKOT XPOMOTEHHbIE (MCMOMb3YIOWME M3MEHEHWE LIBETA
06pasLa) M MMMYHONOTHUYECKME (CBA3OHHbIE C PEAKLMEN AHTUIEH-AHTUTENO).
TaknMm cnocobom MccnefyioT B OCHOBHOM QHTMKOQrYNSHTbI, SNeMeHTbl donbpu-
HONM3a u NpoRykTsl pacnapa donbpuna: AT, renapun, nporent C, nporen
S, nnasmuroreH, a2-antunnasmun, PAI-1, PAI-2, D-gpumep.

8.6.3. MHTerGﬂbele MeTOoAbl UCCNENOBAHNSA CBEPTbIBAHNA KPOBU

B Hacrosiwee Bpems MCCNENOBOHMS reMOCTA30 HE OrPAHMYMBAIOTCS M3ONM-
POBAHHbIM M3MEPEHWEM COCYAUCTOTO, TPOMBOLIMTAPHOTO, MNA3MEHHOTO 3BEHLEB
CMCTEMbI CBEPTbIBOHMS M OHTUKOArYnsHTOB. B coBpemeHHbIX ycnosusx sce Gonb-
wee 3HAYEHME NMPUOBPETAIOT MHTErPAnbHLIE (KOMMNEKCHBIE) METOAbI AMATHOCTH-
k1. OHM MCMIONb3YIOT MM LENbHYIO KPOBb, MK MNC3MY M MO3BONSIOT OMPERENsTh
He TONbKO BPEMS HAYANd, HO M CKOPOCTb OOPMMPOBAHMS CryCTKA, €ro mnot-
HOCTb M CTPYKTYPY. TaKMe METofbl OKA3QM CBOKO SPCDEKTUBHOCTL B YCTOBMSAX
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PECHUMALIMOHHBIX OTAENEHMH, POAMNbHBIX OMOB, e Tpebyetcs GuicTpoe npu-
HATME pPelleHns O TAKTUKe 1 obbeme KOPPEKLIMM HOPYLEHMI reMoCTasa.

OpnH 13 HonGonee WM3BECTHBIX MHTETPAMbHBLIX METOAOB MCCNEAOBOHUA —
TPOMBOo3NacTorpadoms, KOTOPbIM CBA3AH C MUTENbHBIM MOHUTOPUHIOM BA3KOCTH
LenbHOM KPoBM NaAUMEHTd. V13aMepeHne NMPOUCXOAMT NyTeM NOrpPyXeHus B Mpo-
GUPKY 4YBCTBMTENLHOW HMTM, KOTOPOS HAYMHAET MOABEPraThCS AedpopMaLimu
MpM CrylueHnm Kposw B Konebniowweincs npobupke. VHTEHCHBHOCTb CKPYUMBAHMS
QHANU3MPYETCS YYBCTBMTENbHBIM IATYMKOM, KOTOPBIM NMO3BONAET BbICTPAMBATH IPA-
oMK, oTOBpaXAIOWMIA BPEMS HAYANA OBPA30BAHMS CryCTKA, MHTEHCUMBHOCTb €ro
POCTA M NNOTHOCTb, BPEMs ero paspylueHus. bnaropaps nonyyeHHsiM napame-
TPOM MOXHO CeNnaTb 3akniodeHne 06 a3cbdpeKTUBHOCTM NNA3MEHHOTO reMocTasa,
KonMyecTse TPOMBOLMTOB M CPUBPUHOrEHA, OKTUBHOCTM GPAKTOPOB, CTABMIM3N-
PYtOLMX CrycToK, OMBPUHONMTUYECKOM AKTUBHOCTMU. [JOCTOMHCTBOM METOAA SBNS-
€TCsl NPOCTOTA (HEOGXOAMMA TOMBKO LIENbHAS TEMNAs KPOBb, KOTOPYO HABMpPAIOT
B MPOGMPKY M MOMELLAIOT B GHANM3ATOP), CKOPOCTb M MOCTOSHCTBO MOMYyYEHMS
MHCPOPMALIMM O MPOLIECCE CBEPTLIBAHMS (PE3YNbTATHI CYMTLIBAIOTCS B PEXMME Pe-
QMbHOTO BPEMEHM, OHANM3 NMPOBOAMTCS B TEYEHUE HECKOMbKMX YOCOB M COUKCH-
PYET BCE AMHAMMYECKME MBMEHEHMS BA3KOCTH), AEWEBM3HA (PACXOAYIOTCS TONMLKO
npo6upku). MNpotrBononoxHsIi cnocob Aetekumm, KOrad BPALAETCs WTMddT, d
kone6aHMs NepefatoTcs HA NPOBMPKY M CHMTBIBAIOTCS MAPAMETPLI NepeMelleHus
NPOBUPKM BOKPYF CBOEM OCH, HA3LIBAETCA TPOMGOINACTOMETPUEN. DT METORbI
CXOfiHbl MO METOAMKE MOAroTOBKM NPOB, MOMyYaEeMbIM [AHHBIM, KIMHMYECKOMY
uncnonsaosarmio. OFHO3HAYHOE MX MPEMMYIECTBO — BO3MOXHOCTb M3MEPEHMS
OKTMBHOCTM FEMOCTA3d, MCKMIOYASs BIMSHME NEKAPCTBEHHbIX CPEACTB, BBOAMMbIX
GonbHoMy. Tak, Mpu NpoBefeHNM renaprHOTEPANMM MOXHO UCNONb3OBATL NPO-
O6MPKM C renapuHa3oi, PaspyLaoWeid AHTUKOArYNsHT, M MOMYy4aTh ACGHHbIE O
peanbHoi paboTe CUCTEMbI CBEPTLIBAHMS KPOBM.

Brictpo pasenBaercs rno6anbHbIiM TECT OLEHKM CBEPTHIBAIOWEN CMCTEMbI
KPOBM — TPOMOOAMHAMMKA. DTOT COBPEMEHHbIM MHTErpanbHbIM METOR MC-
CNEAOBAHMS MNA3Mbl PA3paGoTaH M 3anateHToBaH B Poccum. OH mcnonsayer
ONTMYECKYyIO BMAEOCOUKCALMIO NPOCTPAHCTBEHHOrO POCTA CryCTKA B MNOCKOM
NPO3PAYHONA NPOBUPKE NPU BHECEHWUM B HEE PASNMYHBIX PEATrEHTOB, CXOfHO-
ro ¢ NPoLeccamu, NPOUCXORAWMMM in Vivo. [NaBHBIMM FOCTOMHCTBOMM TecTd
TPOMOOAMHAMMKM SBNSIOTCS BOSMOXHOCTb A€TEKLMM NMPOCTPAHCTBEHHO-HEO[HO-
POAHBIX MPOLIECCOB, MPOUCXORASWMX NPU CBEPTLIBAHMM KPOBM, M BLICOKAS YyB-
CTBMUTENbHOCTb K PA3NMUYHBIM HAPYIIEHNUIM CUCTEMbI CBEPTbIBAHUS.

TaknMm 06pasom, coBpeMeHHOe MOHMMAHME NPOLIECCOB CBEPTHIBAHMS KPO-
BM, MEXAHWM3MOB, OrPAHUYMBAIOLMX NPOCTPAHCTBEHHbIA POCT TPOMbA, O TaKxXe
BNIGAEHME COBPEMEHHbIMU METOACMM UCCNEeOBAHMS FeMOCTA3d MO3BONSIOT 10-
CTATOYHO TOYHO BbISIBMATH NATONOTMYECKME CPAKTOPbI, CBOEBPEMEHHO YCTPAHSTH
MPUYMHBI U OKA3bIBATb HEOBXOAMMYIO MENMLIMHCKYIO MOMOLLb BCEM MALMEHTAM
C TPOMOOTUYECKMMM U FEMOPPArMYECKMMM COCTOSHUSMM.
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Q. OCHOBHEBIE
FEMATONTOTMYECKME
CUMHOPOMBI

9.1. AHemus

AHeMMs — NATONOTUYECKOE COCTOSHWUE CUCTEMHOM TMMOKCHMM, CBS3AH-
Hoe C pedoUUMTOM KucnopopoHocutens B opranuame. OCHOBHbIM MOKA3a-
TENEM, XOPAKTEPH3YIOWMM GHEMMIO, SBISETCS CHUXEHME KOHLEHTPALMM re-
MOMMOBMHA, KOTOPOE MOXET KOPPENUPOBATH C THKECTLIO SPUTPOLIMTONEHNM,
O MHOTAA PA3BMBATLCS MPU HOPMANBHOM MM AAXE MOBbIWEHHOM KOMUYECTBE
3PUTPOLMTOB.

AHeMus YCTOHABIMBAETCS MPK KOHLUEHTPALMK reMOrnobuHa MeHee:

v' 130 r/n'y myxumk;

v 120 r/n Y XEHLMH;

v' 110 r/n 'y 6epemeHHsix;

v" 100 r/n'y pogunbHuL.

Knuhnueckne nposieneHms aHEMUU MOXHO MPUHLMMUANLHO PA3AENUTL HA
CMMMTOMbI, CBA3CHHbIE HEMOCPEACTBEHHO C MMMNOKCHEN (CnaGocTb, MOBbIWEHHAS
YTOMNSEMOCTb, FONOBHAs GOMb, FTONOBOKPYXEHUE, MOSBNEHUAE «MYLEK» NEpPen
FNA30MM, YYBCTBO HEXBATKM BO3RYXA) M KOMMEHCATOPHbIE CUMMTOMbI (GNegHOCTb
KOXHbIX MOKPOBOB, TOXMKAPAMS, OMbILKA, MPOSBIEHMS CEPREYHO-COCYRMCTON
HEOCTATOMHOCTH).

CHMNTOMbI QHEMMM TMPK OHMX M TEX XK€ MOKA3ATENsSX GOnee BbIPAXEHSI
y MOXMIbIX, YEM Y MOTMOMbIX, Y MYXYMH, YEM Y XEHIUMH, 30BUCIT OT CKOPOCTH
PO3BUTUS AHEMMM, OT MPUYMHBI €€ PA3BMTUS M COMYTCTBYIOWMX 3A6ONEBAHMA.
Takue KNMHWMYECKME OTIMYMS AENdIOT HEBO3MOXHbLIM CO3[AHME E[MHOM KNac-
CUPMKALMM QHEMMHM MO CTENEHM TIKECTU, EAMHBIX PEKOMEHAALMA MO UX KOP-
peKumm.

[ns onpepenexms cTeneHu TAXeCTH GHeMMM CNefyeT OBS3ATENbHO Y4MTIBATH
[BO NOKQ3ATENS: 3HAYEHWS FEMOTMOBMHA U KIIMHUYECKME CUMMTOMbI MMMOKCHM,
KoTopble He Bcerga cootserctytor apyr Apyry. O6bIMHO MPU KOHLEHTPaLMM
remornobuHa ssiwe 90 r/n KMMHMYECKME NPOSBNEHMS MANO BLIPAXKEHbI MM
ACXE OTCYTCTBYIOT, MO3TOMY TOKAS CTEMEHb TIXECTM ONPEAENseTcs KaK Nerkas.
O cpenHeit cTeneHu TEKECTH TOBOPST, ECIM KOHLEHTPALMS reMOrnoBuHa B npe-
penax 90-70 r/n M NpUCYTCTBYIOT CMMNTOMbI MMMOKCUM, O TAXENOW — MpPK
remorno6uxe meree 70 r/n M BLIPAXEHHBIX OHEMMYECKMX XANOBAX, YTO, KAK
NpaBuio, TpeByeT roCUTanM3aLmMmM B CTALMOHAP.
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[ns noucka NpuumHbl PA3BMTUA OHEMMM HEOOXORMMO B OBS3ATENLHOM
NOPSAKE OLEHMBATL BCE CYLECTBYIOWME SPUTPOLIUTAPHbIE MOKA3ATENM Nepw-
doepuueckoit kposu. Hanbonee MHdbopmaTHBHA AN MPUHATUS pelueHns o6
OCHOBHOM HQMPABNEHNM NMOUCKA NPUUYMHBI AHEMUM MOPCPONOrMYECKas KNaCCH-
domKaLMs, KOTOPAs Y4MUTLIBAET CPEAHEE COREPXAHME reMornobuHa B SpUTPO-
unte (MCH), cpeaHuit oBbeM KPACHbIX KNETOK.

[MnoxpomHsie MukpoLUUTOpHbIE aHeMMM — 3TO Haubonee yacTbie aHe-
MMM, KOTOpble PA3BUBAIOTCS B PE3YNLTATE HAPYLWEHMS FeMOrnMoBGUHOOBPA30BAHMS
B KOCTHOM Mo3re. CHuxXeHue NpoayKLmM reMornobrHa MOXET BOSHUKATb B PE3yb-
TaTe HAPYLWEHWs CUHTE3O OFHOM M3 COCTABHBIX €r0 YACTEM: rema (Mpu pedpuumre
Xernesa), UM NPoToNopPdPMPMHOBOTO KOMbLA, MM MOGHHA (MPM KOMMHECTBEHHBIX
remorno6uHonaTmax — tanaccemmsx). Kputepuem [aHHbIX GHEMMIA CITYXMT CBA3b
ypoBHs remorno6uHa ¢ nokasarenem MCH npu oTHocutensHO HopManbHOM Konu-
YECTBE SPUTPOLIMTOB.

YuuTIBas BLICOKYIO CBA3b KONMMYECTBA FEMOTNOGMHA M COREPXAHMS Xene-
30 MPU TUNOXPOMHBIX MUKPOLIMTOPHBIX OHEMMSIX, BLIAENSIOT OHEMMM C HU3KMM
CbIBOPOTOUHbIM Xene3oMm. K JaHHbIM aHEMMSM OTHOCSTCS XenesofedduLMTHbIE
CHMHAPOMbI. DJTO XenesofedpULMTHAS OHEMMs, NPKU KOTOPOM HAPYWOAETCS CUH-
Te3 reMornobuHa B 3PUTPOKAPUOLMTAX KOCTHOTO MO3rd B CBSian C aBCOMioT-
HOM HEOCTATOYHOCTbIO XEeNe3d B OPraHM3Me, GHEMMS XPOHMYECKOW GonesHy,
PO3BMBAIOWAACS B CBA3M C nepepacnpefeneHMemM (enoHMpoBaH1em) xenesa
NpPn BOCNANUTENbHLIX NpoLeccax (CMCTeMHbIX BOCMNANUTENbHbBIX 3060ﬂeBC|HM9|X,
3N1OKAYECTBEHHbIX HOBOOBPU3OBAHMAX, XPOHUYECKMX MHADEKLMSX), M doyHKLM-
OHAbHBIA AEOULMT Xenesd, CBI3AHHbIA C BbICTPLIM MPUPOCTOM FreMOrnoGHHA
M HapacTaolyeit NoTPeBGHOCTLIO B XENese NPU NEeYEHUM C UCMIONb3IOBAHUEM BYU-
TammHos By u B, ,, npenaparos IMO.

HOpyras rpynna runoxpoMHbIX MUKPOLIMTAPHBIX AHEMMIA NPOTEKAET C HOP-
MOMbHBIM M BBICOKUM CbIBOPOTOUHBIM Xene3om. JTO CUAEPOBNACTHbIe MK Cit-
NePOAXPECTMYECKME AHEMUU (BPOXAEHHbIE, NPUOBPETEHHbLIE — OTPABNEHUE
TAXENbIMU METANNaMM, fecoUUMT BUTAMMHA B,), BpoxneHHsle remornobuHona-
MU, pexe — MeMBpPaHONATUM (TAnaccemus, HACNEACTBEHHbINA cdpepoLmnTos),
onyxonessle 3060MeBaHMs KPOBK (MMENONPONMdPEPATUBHbIE 30GONEBAHMS, MM-
€NIOANCTINIACTUYECKME CUHAPOMBI).

Hanbonee yacto xenesopedpnumtHble CUHRPOMbI MPUXORNTCS AMddcbepeH-
LMPOBATbL C HOCNEACTBEHHbIMU EMOTMOBMHOMATUIMMU (TANACCEMUAMM) M Hapy-
WeHMAMM CMHTE3d NPOTONOPCOUPHHOBOTO KOMbLIA — NPUOBPETEHHbIMU COCTOS-
HUSMM, TAKMMM KaK lechMUMT BUTAMMHA B,, oTpaBnenme TaxenbiMm metannamu,
MMM BPOXAEHHBIMM CMAEPOBNACTHBIMK  (CMAEPOUXPECTUYECKMMM) CHEMMIMM,
MPM KOTOPbIX HOPYLAETCS CMHTE3 rema. [ng Tanaccemuu M [pyrmx reMonuTu-
YECKMX QHEMMIT B OTIIMUME OT KENe3oaeddULIMTHBIX CUHAPOMOB XAPAKTEPHO HO-
Nny4Me NPU3HAKOB XPOHMUYECKOTO remoniaa. OCHOBHbIE KPUTEPHM MOBbILLEHHOMO
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POA3PYLWEHHS SPUTPOLMTOB — XENTYXA (KENTYWHOCTb CKNep MM KOXA MMOH-
HOrO OTTEHKA, MOSBNEHUE TEMHOM MOYM), HEMPSMAs rMNepoUIMPYGUHEMUS
BbIPQXKEHHbIM peTukynoumtos (> 50%o). [Ins xpoHuyeckoro remonusa Takxe
XAPAKTEPHbI YMEPEHHAA UMK BbIPCXKEHHAA CneHOMEeranus, Xen4HOKAaMeHHas
W/vnu (dawe) MOYEKaMEHHAs GONesHb, HAOCNEACTBEHHBIA XAPAKTEP AHEMUM MK
ANUTENbHbIA AHAOMHE3 3060NeBaHMS.

Hopmoxpomtsie HopMouuTapHsie QHEMMM — COCTORHMS, CBA3QHHbIE C
YMEHbLIEHMEM KONMYECTBA LMPKYIMPYIOWMX SPUTPOLIMTOB, MPU STOM 3HAYEHMS
MCH, MCV u usetosoro nokasarens ocraiotcs HopmansHbiMu. [pu BbiseneHmm
MOAOGHbIX M3MEHEHMI HEOBXOAMMO MOHUMATb, YTO OCHOBHAS MPUYMHA MOXET
GbiTb B HOPYWEHUM MPOAYKLUMM SPUTPOLIMTOB B KOCTHOM MO3re, CBS3aHA C Mo-
BbILEHHOM CEKBECTPALIMEN SPUTPOLMTOB B CENE3EHKE (TUMEePCNNEHU3M) MK C
noTepei SPUTPOLIMTOB M3 KPOBEHOCHOrO Pycna (OCTpoe KpOBOTEYEHME MM
remonus). [Npu AAHHBIX GHEMMAX MMeEeTCs YeTKas KOppensums nokasaTteneit
remorno6buHa 1 aputpountos. B 3asucMMocT or ckopocTi BbipaBoTKM dpH-
TPOLWTOB B OTBET HA FMMOKCHUIO AAHHBIE GHEMMM PABRENSIOTCS HA TUMNO-, HOP-
MO- U rMneppereHepaTopHsle, T.€. NepBbIM AUArHOCTUYECKMM STAMOM B 3TUX
cny4asx sensercs obs3aTenbHbIM NOACYET KONMYECTBa peTukynoumTos. [lpume-
POM HOPMOXPOMHOM TMMOPETEHEPATOPHON AHEMUM MOTYT ClY>XMTb QHEMMM,
PO3BMBIIMECS BCNIEACTBUE NEYEHMS LIMTOCTATMYECKUMM CPEACTBOMM MIM Nyye-
BO/ TEPAMMM, BbISBNSEMbIE Y NALMEHTOB C CUCTEMHBIMM BOCMIQNMTENbHBIMU MUK,
yale BCEro, OHKONOTUYECKUMM 3AGONEBAHMSIMM. DTO Xe XAPAKTEPHO A
HOPMOXPOMHbIX OHEMM, BOSHUKAIOWMX B CBS3M C HOPYLEHMEM BbIPABOTKM
3PUTPOLMUTOB B KOCTHOM MO3re MpM XPOHMYECKOM MOYEYHOW HEROCTATOYHOC-
TM, KOrAA OBHAPYXMBAETCS MOHMXEHWE COfepXaHus chiBopotouHoro MO,
[MneppereHepaTOpHbIE HOPMOXPOMHbIE OHEMMM PA3BMBAIOTCS MOCNE OCTPOM
KPOBOMOTEPM (XKENyAOUHO-KMLIEYHOE KPOBOTEUEHME, METPOPPArHs M T.[.) Uiu
npM remonuTnyeckoir anemuu. [NocnepHss rpynna anemuit audpdpepeHumpyer-
CSl MO HAMUYMIO KNUHMYECKUX MPOSBNEHMHA, XAPAKTEPHBIX AN OCTPO# KPOBOMO-
TEPMU MM OCTPOrO reMONM3A.

[MnepxpomHsie MaKpOUMTapHbie aHEMMM — 3TO TPynna 3a60neBaHMM,
CBSI3QHHBIX C HAPYLEHMEM MNpoueccos nponudpepaunmn (aenexms) knetok
KOCTHOTO MO3ra, B PE3ynbTare Yero CHUXAETCs BbipaBoTKa 3pUTpoLmTOoB. M-
MEPXPOMHbIE GHEMMM BCErfa rMMO- MM HOPMOPEreHepaTOPHbIe, MOCKOMb-
Ky CBA3QHbI C HAPYWEHWMEM AENeHus KNeTOK-MPEAWeCcTBEHHNL 3PUTPOLIMTOB.
B ocHosHoM 3710 B,,- Mnu cponnesonedpuuMTHEIE QHEMMM, BCTPEYAIOTCA MpM
QNKOrONM3Me, Pexe SBNSIOTCA MPU3HAKOMU CUCTEMHOTO 306ONEBAHMS KPOBM
(M1enopucnnacTMyeckmx CUHAPOMOB). YuuTbiBAsi, YTO OCHOBHAS MPUYMHA —
370 HOPYLEHWE KPOBETBOPEHMS, BCE 3TW MALMEHTbI AOMXKHbI MONYYMTh KOHCYb-
TALMIO rematonora, Bcerfa Tpebyetcs MpPOBEAEHME CTEPHANbHOM MyHKLMM
C MOPJPONOrMYECKMM UCCNEROBAHMEM KOCTHOTO MO3ra.
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9.2. Spurpountos

310 cOCTOsHME, CBA3AHHOE CO CryleHUEM KPOBM (HOPYLEHMEM MUKPOLIMP-
KynauMK, PUCKOM OBPA30BAHWS TPOMBO30B) MPW MOBBILEHMM KOHLEHTPALMM
reMorno6GUHA M COREPXAHMS SPUTPOLIMTOB. DPUTPOLMTO3bI GbIBAIOT ABGCONIOT-
HbIMM (P yBENMUYEHMM ABCONIOTHOTO KONMMYECTBA SPUTPOLIMTOB) M OTHOCHTEb-
HbIMK (MTPU YMeHbLWEHNM OBbEMA LIMPKYNMPYIOWEH XUAKOCTH NP OBE3BOXMBA-
HWM), MPEACTABNEHbI BTOPUYHBIMM (KOMMEHCATOPHBIMM, HEKOMMEHCATOPHbIMM)
3PUTPOLIMTO3AMM M UCTUHOM nonuumtemmen (AM1).

ABCONIOTHbIE BPUTPOLMTO3bI HE BCETAA O3HAYAIOT HANMMYME 3AGONEBAHMS.
[MNoBbiweHWe KOHLEHTPALMM TEMOTMOBMHA BbILIE HOPMbI XAPAKTEPHO ANs Ky-
PUMbIMKOB, NPOCPECCMOHAMbHBIX CMOPTCMEHOB, XMTenei Bbicokoropbs. Ha-
npuMep, RO M MOCNE TAXENOH dOU3MYECKOM HATPY3KM B CBS3W C MOTEPEN XMA-
KOCTM KOHLEHTPALMs reMornobuHa MoxeT uamenstees Ha 10 r/n u Gonee.

Hanbonee uactas naronorus, npueopswas K TOK HA3bIBAEMbIM KOMMEH-
COTOPHbIM BTOPMYHBIM 3PUTPOLMTO3AM, 3TO CEPRAEYHOTIErOUYHbIE 3AGONEBAHMS
(BpOXAEHHbIE (CMHME) MOPOKM CEepALd, OPTEPHUOBEHO3HBIE WYHTbI, MEPBUYHAS
NEroyHas runepreHsms), cuHapom [uksuka (oxupeHue), 3a6onesaHms Kpoeu
(remorno6uHonatmu (Mna M) ¢ nosbilweHHbIM CPOACTBOM K KMCTIOPOAY (Hacnen-
CTBEHHblE), BPOXAEHHbI AedomumT 2,3-Ardpocdpornmuepara B 3pUTPOLIMTAX).
HekomneHcatopHble BTOpUYHbIE SPUTPOLIMTOSbI, CBS3AHHBIE C OTCYTCTBMEM CHC-
TEMHOM TUNOKCHM, GbIBAIOT HEPPOTEHHbIMM (HO OCHOBE NMOKAMLHOM TMMOKCHM
MoYeK: CTEHO3 MOYEYHOM APTEPUH, TMAPOHECPPO3, MONMKMCTO3 MOYEK, GHOMA-
MM PO3BMTMS MOYEYHBIX APTEPWH), MAPAHEONNACTUYECKUMM (PaK MOYkM (4—
20 %), renatoma (> 18 %), pacnpoctpaHeHHbIi reMaHrMobnactos (cMHaPOM
Munnens—JluHpay), doMbGpommoma, MMKCOMA MPEACEPAWi, OMyXonu Xenes
BHYTPEHHEM CEKPeLmM); PEAKO BCTPEYAETCS NEPBUYHbIN YyBALICKMIA SPUTPOLMTOS
BCNEACTBUE HACNEACTBeHHOM runepnpoaykumn JMMO.

THXeCTb PUTPOLIMTO3A OLEHWUBAETCS MO HANMYMIO MPU3HAKOB MIETOPUYEC-
KOTO CMHAPOMQ, KOTOPbIM XOPOKTEPM3YETCSs MUKPOCOCYRUCTHIMU TPOMBodou-
IMYECKUMM OCMOXHEHUIMM C KIMHUYECKMMMU MPOSIBIEHUSIMM B BUAE KOXHOTO
3ypa (ocobeHHo nocne Np1Mema Tennoro Ayld), ronoBHOM 6OnK, NMPEXOASIEro
HOpYWeHHs 3peHus, cTeHokapanu v ap. Hanbonee rposHbiMiM OCTOXHEHMUSIMM
SBNSIOTCS TPOMBO3bI APTEPUATbHBIX M BEHO3HBIX COCYAOB, MHAPAPKT MMOKAPAQ,
kotopsit B 30 % cnydaes moxet Gbitb nepebim nposienerunem MM, tpombosbi
Mo3roBbix aptepuid, kotopsle Y 15 % GombHbix UM Habniopatotes Hepepko
M CIyXaT NPUYUHON CMEPTH.

Mpu aBCONOTHOM 3PUTPOLMTO3E BCETAA HAAO MCKIMIOYUTL 3Q6ONEBAHMS
nerkux, NOPOKM CEepALd, MPUBOASWME K FrEHEPANM3OBAHHOM MMMOKCUM, HAPY-
WeHMs KPOBOCHAGXEHMs MOoYeK; nocrne 31oro 6onbHOM ¢ nopospeHmnem Ha UM
pomxeH GbiTh HanpasneH k remaronory. O6cnegosanne y rematonora noka-
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30HO BCEM GOMbHBIM BHE 30BUCMMOCTU OT HAMMYMS KNMHUYECKMX MPOSBNEHMI
3PUTPOLMTO3A MPU KOHLEHTPALMM reMOrnobuHa y myxumH Gonee 185 r/n,
y XeHwuH — Gonee 165 r/n, npu Konuuectse apUTPOLUTOB Y MyXuunH Gonee
6,5x10%/mkn, y xeHumn — 6onee 5,5 x 10°/mkn.

[lo KoHCynbTALMM reMaTonora Npu HANUYMKM KNMHMKK NNETOPUYECKOTO CHH-
APOMA B 06A3ATENHOM MOPSAAKE MPOBOAATCS NevebHble MEPOMNPHSTHS, HANPAB-
NeHHble HO KYNMPOBAHME WIIEMUU OPTAHOB M TKAHEM.

OCHOBHbIMW METOAAMU KOPPEKLUMM 3PUTPOLIMTO3A, MPOTEKAIOWEro C siB-
NEHUSIMM MNETOPUYECKOTO CMHAPOMA, SBMSIOTCS YCTPAHEHME BbISBNEHHOM Mpu-
YMHbI, YNyulleHWe PeonorMu KPOBW (TPAHCAPY3MM KPUCTOANNOMAOB M KOMNOM-
[oB), KposomnyckaHus (akcdoysus) unu sputpountadbepes. [Mpotrsonokasatus
K 9KCpy3sMM — HeCcTabunbHAS FeMORMHAMMKA, OCTPbIA MHAPAPKT MMOKAPAQ,
TpomboumTos (kak npasuno, sensetca npossneqnem Mrl).

9.3. lemonus

[emonuszom HasbiBaeTcs paspylueHre Knetok Kpoeu — sputpoumtos. OH
MPOUCXOAMT MOCTOSHHO B TEYEHWE BCEM XMU3HM M COOTBETCTBYET KONUYECTBY Bbl-
pPabaTbIBAEMbIX MONOfbIX BPUTPOLIMTOB, YTO MO3BONSET NOAREPXMBATL CTAGUL-
HYIO, CGMEKBATHYIO MOTPEOHOCTAM OPraHM3MA KOHLEHTPALMIO reMOrnobuHa
B Kpoeu. OfHAKO Npwu psae MATONOrMYECKMX COCTOSHMI CKOPOCTh pa3pylle-
HWUS SPUTPOLIMTOB 3AMETHO BO3PACTAET M MPEBLILAET CMOCOBHOCTU OPraHM3-
MO KOMNEHCMPOBATL UX MOTEPIO. DTO MPUBOMAMT K PA3BUTUIO TEMONUTMYECKOM
OHEeMMM, KOTOPAS XAPAKTEPU3YEeTCs MOBbIEHWMEM MPOAYKTOB PACMAAA remd
M KOMMEHCATOPHOW OKTUBALMEN KPOBETBOPEHMS.

MNepsbit AMdbdoepeHLManbHO AMArHOCTUYECKMI MPU3HAK MATONOMMYECKO-
O reMonu3a CBA3GaH C GOMbWMM KOMMYECTBOM YTUIM3UPYEMOTO reMOrnobuHa,
KOTOPbIM, MONAAAS B MAKPOPArK CeneseHkM, BHYTPUKNETOUHO METaboNM3npy-
er1csi B HENpsMOM (HECBA3QHHbIA, HEKOHbIOTMPOBAHHbIM GUAMPYOUH), BbI3bIBAS
Henpsmyto runepbunupybuHemmio. [Ipyrm BaKHbIM, HO KOCBEHHbIM NaBopa-
TOPHBIM KPUTEPMEM FEMONM3A ABNSETCS MOBbIWEHWE B KPOBM NAKTATAErMAPOre-
Hasbl (M0, aKTMBHOCTL KOTOPOM PACTET B 30BUCUMOCTH OT KONMYECTBA MOTOY-
HOM KMCNOThI, Monapaiowei B kposotok. [lpopykTbl pacnapa remornobuHa,
HAKAMAMBASCh B KPOBM, MHCOUALTPUPYIOT TKAHM, OOYCNIOBNMBAS PA3BUTME XKen-
TyXu (BTOPOM MPM3HAK FEMONUTUYECKOM aHEMMM).

CHMXeH1e unMcna SpUTPOLIUTOB COMPOBOXAAETCS TMMNOKCMYECKMM CUHAPO-
MOM C XOPAKTEPHbIMM XaNo6amu. B oTeeT Ha CHUXeEHWe KOHLIeHTPALMM KMCno-
POAA B TKAHAX MOYEK MPOUCXOAMT BbIGPOC BONBLIOTO KOMMYECTBA SHAOTEHHOTO
3MNO, 4to CTUMyNUpYeT 3pUTPOMO33: B MMENOTPAMME M3MEHSEeTCs apHTpo/
neikountapHoe cootHouwehue ¢ 1:4 8 Hopme po 1:1-2:1 npu remonuse, uto
COOTBeTCTBYeT KOnMyecTsy aputpokapuoumtos 6onee 50 % Bcex sppocopep-

82



XAWMX KNETOK KOCTHOTO MO3rd. AKTUBALMS 3PUTPONO33A MPUBOAMT K BLIXORY
GONbLWOro KONMYECTBA HE3PENbIX SPUTPOLIMTOB B MEPUCPEPUUECKYIO KPOBb, YTO
na6opaTopHO MORTBEPXKACETCS YBENUYEHUEM YPOBHS PETUKYNOLMTOB — PETH-
Kynoumurosom, kak npasuno, 6onee 10 %, nan 100 %o (Tpetnit npusHak remo-
NUTUYECKON aHEMMM).

[oHHas TPMOAO CMMMTOMOB CYMTOETCS OCHOBHOW B AMdddPepeHLManbHOM
AMATHOCTMKE remonuTHyeckon aHemmu (puc. 9.1).

PaspyweHue sputpoumntos B nepuddpepuyeckoit KpOoBM MPOUCXOAMT MO
ABYM MyTM: BHYTPMCOCYAMCTOMY M BHYTPMKNETOYHOMY.

BHyTprcocynucTisi  reMonn3  CBA3OH C  HEMOCPEACTBEHHBIM  BLIXOAOM
B KPOBb COAEPXMMOro dpuTpoLmToB. [1pn nonapamum ceoBoRHOro remorno-
GMHO B KPOBb OH CBSI3bIBOETCS C rAMTOMMOGMHOM WM QKTMBHO PArouuTMpyer-
ca Makpodparamu. [pu uctoweHmmn cuctemsl rantornobuHa naboparopHo
BbISBNSIOTCS FEMOrMOBGMHEMUS M TUMOrANTOrNOGYNMHEMHS, KOTOPbIE SBSIOTCS
AnMcbdpepPeHLMAnbHO-AUArHOCTMYECKUMM  KPUTEPUSIMM  BHYTPUCOCYRMUCTOTO re-
monmaa. CBoBOAHBIM reMornoGuH, MPOXOAs Yepes KAHAMbLbI Movek, abcop-
BUpYyeTCs KNETKAMM M HOKAMIMBOETCS B HMX, BbI3bIBAS MOBPEXAEHME SMMTENMS
KOHANbUEB U €ro rMbenb, YTO MPOSBNAETCS PEPPUTHUH- U FEMOCHMAEPHHYPHEN
(mononHuTenbHbIE NPU3HAKM BHYTPMCOCYAMCTOTO remMonuaa). 3HauuTensHoe no-
BPEXAEHME MOYEK MOXET MPUBECTU K PASBUTUIO OCTPOW MOYEYHON HEROCTATON-
HOCTM, KOTOPQS SBMSETCH TIKEMbIM OCIOXHEHMEM U MPUUMHOM CMEPTU GOMbHBIX
MpK HECOBMECTUMOW rEMOTPAHCADY3MM.

BHyTpuKkneTouHssi reMonn3 — 310 CoM3MONOTMYECKMIA MyTb PA3PYLEHMS
CTAPbIX M MOBPEXAEHHBIX IPUTPOLMTOB, KOTOPbIE GDATrOLUTUPYIOTCS MAKPOdda-
FOMM CENe3eHKM M PaspyLaloTCs BHYTPM KNETOK. DTO CO BPEMEHEM MPUBOAMT
K CMNEHOMEranmum, KoTopas Cry>XMT BOXKHEWWMM CMMMNTOMOM XPOHWUHECKOH
FEMOIUTUYECKON OHEMMM, COMPOBOXAAET MPAKTUYECKM BCE HACTEACTBEHHbIE
3a60neBaHus, CBI3AHHbIE C NATONOrMeN spuTpoLmTos. Heobxoanmo obpawars
BHAMOHME HO COYETAHME CMIEHOMEranMu M KENYHOKAMEHHOM GonesHu —
YOCTOE NPOSBNEHNE HACNEACTBEHHbIX FTEMONUTUYECKMX AHEMMHA.

Henpsimast
runep6unupyGunemus

A

XKenryxa THKYJIOLUTO3

PUC. 9.1. Tprapa cMMNTOMOB reMONUTUYECKON
aHeMuu

83



SPUTPOLMTEL MOTYT MATONOTMYECKM PA3PYLLATLCA B CBS3M C COBCTBEHHOM
HEMONHOLEHHOCTbIO (KOK MPABMNO, HACTEACTBEHHbIE 3060MeBAHMs: MeMBPa-
HOMATUA, dPEPMEHTONATHS, FrEMOrNMOBUHONATHUS) UK MO AEHCTBMEM BHELHMX
dpakTopoB (KaK NPABMNO, NPUOBPETEHHbIE 3060NEBAHMA: MMMYHHAS FEMONUTH-
YeCcKas AHEMMS, TEMOMUTUYECKAS AHEMMS NPKU COCYAMCTOM NATONOTUH).

AyTOMMMYHHBIA XAPOKTEP OHEMWUM HEOGXORMMO MOATBEPXAATL MPOBOM
Kym6ca, kotopas BbisBIsET qoOMKCMPOBAHHbIE HA 3PUTPOLMTAX QHTUTENa (He-
MOMHbIE, HE BbI3LIBAIOWME TEMONM3A) C MOMOLBIO AHTUIMOGYIMHOBON CbiBO-
POTKM, MONYYEHHOM MyTEM MMMYHM3ALMM XMBOTHbIX MMOBYNMHOBOM COPAKLM-
eit nnasmbl 4enosekd. AHTUIMOGYNMHOBAS ChIBOPOTKA XKMBOTHbIX CORAEPXMT
QHTMTENa (TMMA MOMHbIX AFFMIOTMHMHOB), HAMPABIEHHBIE MPOTUB MMOBYNMHOB
yenosekad. [lockonbky ayToaHTMTENa NpPU AYTOUMMYHHOM FEMONMTUYECKOV
QHEeMUH, PUKCMPOBAHHbIE HO MOBEPXHOCTU 3PUTPOLIMTOB, MO CBOEH CTPYKTY-
pe — rnoBynuHel, Nop AEMCTBUEM QHTUIMOBYNMHOBOM ChbIBOPOTKM B CONEBOM
Cpefe MPOWUCXOAUT ArrMIOTUHALMS CEHCUOUNU3UPOBAHHBIX SPUTPOLIUTOB, YTO
MOATBEPXXAAET HAMMYME HA MX MOBEPXHOCTU AYTOQHTMTEN M AMATHO3A AYTOMM-
MYHHO# remonutuueckoi aHemmun (puc. 9.2).

Yacro npu Hanuummn otpuuaTensHoit npsmoi npobsl Kymbea mcnonssytor
Gonee uyscTBUTENbHYIO Henpsamyio npoby. Oxa HeobxopmMma Ans oGHapyxe-
HWS AYTOQHTUTEN B CbIBOPOTKE BONLHOTO M NPOBOAMTCA B iBA 3TaNd. Ha nepeom
aTane MCCnefyemas ChiIBOPOTKA MHKYGUPYETCS C HOPMANbHLIMU (FOHOPCKUMM)
3PMTPOLIMTAMM, MPMYEM MCMONb3YETCs PA3fenbHAs MHKYOALMS C HECKOMbKM-
MM 06Pa3LIAMU FOHOPCKMX IpUTPOLMTOB. [1pK 3TOM HenonHble ArrnOTUHMHSI
dPMKCHPYIOTCA HO SPUTPOLMTAX, HE BbI3bIBAS MX ArrMlOTMHAUMM. Bropoit atan
coortseTcTByeT npsmoit npobe Kymbed, T.€. K AOHOPCKMM 3PUTPOLIMTAM [O-
6aBnseTcs AHTUMOBYNMHOBAS ChIBOPOTKA. B cnyyae arrniotMHaALmMm ROHOPCKMX

R R

N N N

KpOBb GOJILHOTO KPOBb GOJILHOTO + arrIIoTUHALYS
aHTMII00YIMHOBas 3PUTPOLIUTOB

CbIBOPOTKA

PUC. 9.2. MNMpsmas npoba Kymbea
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CbIBOPOTKa CbIBOPOTKA l/lHKy6aLlV[9l arrJiOTUHUHDbI arrJaroTUHaUus

60J1bHOTO 60J1bHOTO 60J1bHOTO 3PUTPOLIUTOB
C arrIlOTUHUHAMK  + SPUTPOLIUTHI Ha 3PUTPOLINTAX IOHOpa
noHopa + aHTUMIOOYIMHOBAsT
CBIBOPOTKA

PUC. 9.3. Henpsmas npoba Kymbea

3PUTPOLIUTOB MOATBEPXKACETCS HAMMYME B CbIBOPOTKE GOMBHOrO QAyTOQHTUTEN
(puc. 9.3).

OudpdbepeHumnporats reMonuTMUECKME OHEMMM HEOBXORMMO C APYTMMM
COCTOSHMSIMM, KOTOPbIE MOTYT BbI3bIBATE AHEMMIO M XKENTYXY, OAHAKO MPM HAMM-
YUM YKOBAHHBIX MPU3HOKOB MOBLILEHHOTO POBPYIEHNS SPUTPOLMTOB AUATHO3
He BbI3bIBAET COMHEHMs. Bce remonutueckme anemun Tpebyior o6cnenosaHms
W neveHus y rematonora.

9.4. [letikoneHus

D70 yMeHblUEHME KONMYECTBA NeiKkoumuTos B kposu fo meree 4000/mkn,
4YTO MPMBOAMT K PACCTPOMCTBY MMMYHHOM CUCTEMbI 1 YBENMYMBAET PUCK MHADEK-
UMOHHbIX 3060neBaHui. [TprunMHOM TaKOro cocTosiHMA MOTYT BbiTb MHOPEKLMM
(Tucp, Bpyuennes, rematoreHHsii TyGepKynes, BUPYCHbIA renatmt, KPAcHyxa,
PUKKETCHO3, MONSpHS), KONNAreHosbl — GONesHU COERMHWUTENLHOM TKOHM
(CKB, cunapom LLerpera), npuem nekapcrBeHHbIX CPEACTB, TIXENbIM AedoULmT
Xenesa, MeranoGnacTHas aHEMMs, TMNEePCrNeHn3m, 3a6oNeBaHMs KPOBM, Mo-
POXEHMs KOCTHOTO MO3ra APYrMMM 3060NEBAHUIMM, PAAMALMS.

Hanbonee yacro BeipakeHHOE CHUXEHWE NeHKOLUTOB B KPOBK BCTPEYOET-
Cs MPU NY4EBOM U XUMMOTEPANMM, MPOBOAMMOM MO NMOBOAY OHKONOTMHECKMX M
reMaTonorMyeckux 3abonesaHuii. B takux cnydasx knuHuYecku 3HQYMMO no-
PAXAETCS FPAHYNOLMTAPHBIA POCTOK, YTO MPUBOAMT K PA3BUTUIO HEMTPOMEHNM.
Mo 3HaYEHUIM CHUXKEHMS NEIKOLMTOB MM HEMTPOCOMNOB B OHKONOMMK OMpefe-
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TAB/TULA 9.1. CTeneHn nenkoneHnm 1 HEMTPONeHN

Mokasarenb | cteneHb

Il cteneHb | 1l cteneHb | IV cteneHb

Nerkonenus

Konunuectso neikouuntos 4000-3000 3000-2000 2000-1000 < 1000

8 | MKn Kpoeu

HeitrponeHus
Konuuecrtso Heitrpodounos 2000-1500  1500-1000  1000-500 < 500

B 1 mkn kposu

NS0T CTEMEHD TIKECTU STUX CMHAPOMOB MNK CTEMEHb TOKCMYHOCTU XUMUOTEPQ-
nuu (aaHHble ykasaHsl B Ta6n. 9.1).

Mpun KonnuecTse nemkounToB u HerTpodounos, cootsercraytowem -l cre-
NneHu T9XeCcTn, HeobxoamMMo obcnenoBaTh GONLHOrO AN UCKNIOYEHMS OCHOBHbIX
MHAPEKLIMOHHBIX, CUCTEMHBIX BOCTIQMTENbHBIX MM OMYXONEBbIX 3AGONEBAHMA.
Ecnu peus mper 06 oHkonornuecknx GonbHbIX, OGLIYHO 3TO CMYXMT MOBOAOM
CHW3WTb RO3Y XMMMOMPEMNAPATOB WM OTIOXWTbL Nyyesoe BospeiicTane. CHike-
Hue nemkountos go meHee 2000/Mkn, KK NPABMAO, HEOMACHO M He Hecet
BbICOKOrO PMCKA MHJOMLMPOBAHMS, OAHAKO MPW OTCYTCTBMM BUAMMbIX MPUYMH
M KNMHUYECKMX MPOSBIEHUHA CNEAyeT HAMPABUTL NALMEHTA K FrEMATONOry Ans
MCKNIOYEHU 3060NEBAHUI KPOBM C MOPAXEHMEM KOCTHOro mosra. Y 6Gonb-
HbIX, MONYHAOWMX XMMMOTEPANMIO, 3TO TPebyer MOMHOro MpPeKpalieHus ne-
KOPCTBEHHOTO NEYeHMs.

Hanbonee onacHoit sensetcs IV creneHb nemko- u HEMTPOMEHMM, KOTAA
YMCNO FPAHYNOLMTOB B KPOBK CHIxaeTcs po meree 500/mkn. 1o cocrostue
HO3LIBAETCA QrPAHYNOLUMTO30M. ArpaHynoymros — KIMHUKO-TEMATONOrmyec-
KM CMHAPOM, XQPOKTEPU3YIOWMICA CHUXKEHUEM YUCTIA NEMKOLMTOB RO MeHee
1000/mkn 3a cuer rpanynoumtos (< 500/Mkn), KpaitHe BLICOKMM PUCKOM
TAXKENbIX MHAPEKLMOHHBIX OCNOXHEHMM. YacTo B Cnyyasx peskoro CHMXeHMs
YUCNA HEWTPOCPUNOB MMEET MECTO MHJPMUMPOBAHME OMMOPTYHUCTUYECKOM
donopoi UK SHROrEHHOM CPNOPOI, KOTOPAs BCNEACTBME OTCYTCTBMS 3ALUMTHBIX
mexanunamos nonapaet na XKT 8 kposb. Bo Bcex cnydyasx neveHue takmx 6onb-
HbIX FOMKHO MPOBOAMTLCA B CTEPUNbHOM OOKCE B YCNIOBMSX CTALMOHAPA.

BeposTHOCTb pasBMTUS M TAXECTb MHAPEKLMOHHBIX OCTIOXHEHWI, PO3BUBA-
foWMXCs HO dPOHE HEeHTPOMeHNM, OBYCIOBNEHbI ANUTENLHOCTBIO M CTEMEHbIO ee
Txectn. Ecnn rnyGokas HEMTpONneHMs COXPAHSETCs HA MpPOTsSXeHun Gonee
5 pHel, yacrota nHdpeKUMOHHBIX ocnoxHeHui npubnuxaerca k 100 %. Knu-
HMYeCKMe MPOsIBNEHMs MHAPEKLMOHHOTO NPOLIECCa Y AAHHOM KaTteropum Gonb-
HbIX KpaiHe ckyaHbl. B 50-70 % cnyuyaes enMHCTBEHHbIM CUMNTOMOM SiBNAETCH
nuxopaaka (Tak HasbiBaemas doeBpunbHas HeiTponenus). Y nuy noxunoro
BO3PACTA W BOMbHBIX, MOMYHAIOWMX MIIOKOKOPTUKOMAHYIO TEPANMIO, MTUXOPOA-
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KQ MOXET HOCHTb CyBdpeBpPMIbHBIA XAPAKTEP MK OTCYTCTBOBATL BOBCE. B cBsian
C 3TUM TPeByIoTCs TIWATENbHbIA MOUCK MCTOYHUKA TMXOPAAKM, MPOBEAEHHE BCEX
BOBMOXHbIX AMArHOCTMYECKMX MEPOMNPUATHIA, BaKTEpHUanbHbIE MOCEBbI KPOBH
WM NPEAnonaraeMbix NePBOMCTOYHMKOB (MOCEBbI M3 POTOBOM MONOCTH, MOKPOTHI,
GPOHXOANLBEONAPHOTO NABAXA, MOYM, KON M T.A.).
JleueHmne arpaHynoumTosa BKNIOYAET:
v’ ycTpaHenme aTvonormyeckoro doaktopa (MpekpaueHue npuema ne-
KQPCTBEHHOTO CPEACTBA, MHAYLMPOBABLIErO PA3BUTME ArPAHYNOLMTO-
30, NeYeHne CUCTEMHOTO 3060NEBAHMS COERMHUTENBHOM TKAHM, MHOPEK-
UMM M T.4.);

v npumenenne [KKCD (dounrpactum, neHorpactum);

v 60pbBY C MHAPEKLMOHHBIMM OCIOKHEHUSTMM.

BrI60p GHTMGAKTEPUALHOM TEPAMUM RO MOMyHEHMUs PE3ynbTaToB GAKTEPHO-
NOTUYECKOTO UCCNEROBAHMS OCYLECTBNSETCS SMMUPUUECKUM MyTEM, OCHOBbIBO-
SICb HO PETPOCMEKTUBHOM CHANM3Ee BEPUAPMUMPOBAHHbIX BO3BYAMTENEH M WX
YYBCTBMTENLHOCTM K AHTUBAKTEPUANLHOM TEPAMUM B KOHKPETHOM PErMOHE MNM
MEAULIMHCKOM YdpexaeHuu. [lpu BbiGope aHTMOAKTEPUAmbHBIX CPEACTB CTApP-
TOBO¥ Tepanuu HEOGXOAMMO OTAABATL MPEANOYTEHUE MPENAPATAM, OKTUBHbBIM
B OTHOWEHMM TPAMOTPMLATENLHOM CONOPbI, BKMIOYAS CMHETHOMHYIO MANOYKY.
MNpu 3ToM NpumeHseTcs NMMEO MOHOTEPANMS, TMGO COYETAHME ABYX AHTUBMOTH-
kos. BapuaHTsl moHotepanuu: nunepaumnnub/Taso6aktam, uedbonepasoH/
cynsb6aktam, uedoennm. KomMGHHALMM GHTMOMOTUKOB: LiedpoNepasoH + aMMKa-
UMH, ueddTasMamm + ammukaumH. Bo spems aHTMBakTepuansHoi Tepanum npo-
BOAMTCS MOHWTOPMHT nMxopapku. [pu otcyteteun adpcpekta Ha 3-4-4 meHs
(coxpatsietcs nuxopaaka) Heobxoarma mopndbukaums Tepanuu. MNocne mpeh-
TMdPMKALMM BO3BYAMTENS NPOBOAMTCS LIENEHAMNPABNEHHAS AHTMGAKTEPUANLHAS
TEPAMNUS C Y4ETOM YyBCTBUTENbHOCTU BbIAENEHHOTO MUKPOOPTAHM3MA.

Ocoboe BHMMAHME NpK dPeBPUNLHOM HEHTPONEHMM CefyeT YAenuTb MC-
CNEefiloBAHMIO HA OMMOPTYHUCTUYECKUE MHAPEKLMM, KOTOpbIE MPEAnonaraior
cneumdpryeckyio Tepanmio. Y4acto y TOKMX MALMEHTOB BbISBAAIOTCS MHEBMO-
UMCTHQAS MHEBMOHMS, MHBA3MBHBLIM acneprunnes, uutomeranosupycHas (LIMB)
MHEBMOHMS.

ORHMM 13 CaMBIX MPO3HbBIX OCTIOXHEHMI TAXENOM NEMKOMNEHUM U ArPaHYNo-
LIMTO30 SBMAETCA HEKPOTUYECKAS SHTEPONATHS. DTO KPANHSS CTENEHb MYKO3MTA,
BOCMQNEHUS CNIM3MCTON KMILEYHWUKA, BO3HMKAIOWETO MPH MPOBEAEHUM XUMMO-
U/WMnK Ny4eBOM Tepanmu, B PE3ymnsTaTe KOTOPOM MPOMCXORMT HAPYLEHHE He-
MPEepPLIBHOrO AENEHNA 3NUTENUANbHLIX KNETOK, BbICTUNAIOWMX >KKT, YTO penaer
TKOHb CIIM3MCTOM OBONOUYKM OTKPLITOM ANSl M3bA3BNEHMS U MHCPULIMPOBAHMS.

KnuHuyeckas KApTMHO HEKPOTMYECKOW SHTEPONATUM B YCTIOBUSX QrPaHY-
nouutosa umeet psa ocoberHocteit. OfHMM M3 NEpBbIX CMMMNTOMOB SBNSETCS
runeprepmus. 3atem MosBASETCS AUAPEs, MM KAWMLEOBPA3HbIMA CTyn, MK 3a-
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nop. Hanbonee THXeNbIMM OCNOXHEHMSIMM HEKPOTUYECKOM SHTEPOMATMM SBNS-
IOTCA KMIWEYHAS HEMPOXOAMMOCTH (Yalle — napeTiyeckas), nepdpopaums CreH-
KM KMIIEYHMKA C PA3BUTUEM MEPUTOHWUTA, FPAMOTPULIATENBHAS CENTULIEMMS.

Tepanus HeKpPOTUYECKOH SHTEPONATMM 3AKMIOYAETCS B NepeBofe OoNbHOro
HQ MONHOE rONOAdHKE, MAPEHTEPANLHOE NMUTAHME U B MPOBEAEHMM MUKPOBHOM
[EKOHTAMMHALMM KMLIEYHMKA C MCMONb3OBAHMEM OHTUOAKTEPMANbHBIX Npena-
pATOB WMPOKOTO crekTpa Aeicteums. Ecnu npu atom nuxopaaka npoponxaertcs
6onee 48 4, K AHTMBMOTUKOM ROBABNSIOT MPOTUBOrPHUBKOBbIE CPEACTBA (KAC-
NOdPyHIMH, BOPUKOHA3ON, MTPAKOHA3OT).

9.5. [lerikoynTos

310 yBENUUEHME KONMYECTBA NENKOLMTOB B KPOBM BbilE HOPMANbHBIX 3HO-
4eHui. Brinensior HeCKONbKO BAPUAHTOB EMKOLMTO3A MO CTENEHM TAXeCTH. Jler-
KQs CTeneHb COoTBeTCTBYET Konuyectsy neikountos 6onee 9000/ mkn, ato, kak
npaeuno, sTopuuHbii nemkountos. CpepHss creneqs — 6onee 30 000/mkn,
TAKOE COCTOSHME MOXET BbiTh MPU FEHEPANM3OBAHHON MHAPEKLMM U CEncHce,
HO B OTCYTCTBME SBHbIX KIMHMYECKMX CMMMTOMOB HOAO AYMATb O 3060NEBAHMM
KPOBM KOK OCHOBHOM MpuuMHe neirkoumtosd. HakoHew, Taxensid nelkoumutos
yctaHasnmsaetcs npu nokasatensx 6onee 100 000/mkn. Takoe cocrosHue
HO3bIBAETCS FMNEPNENKOLIMTO3OM. On Bcerga OMyXxoneBsbIi (neﬁKosHuﬁ), 4acTo
HAGNIORAETCS NPU OCTPBIX (4awe — MMENOBNACTHbIX) M XPOHMYECKMX NEerKo-
30X (MMMJPOMAHBIX, MUENOMAHBIX).

Mo KnetoyHOMy COCTBY BLIAENAOT HEMTPOCOUIMbHBIN, YAIYE BOCMONMTENb-
HbI, D03MHOCPUNbHBIN, NMMAPOLMUTAPHBIM, KOTOPbIA MOXET GbiTb MHAPEKLIMOH-
HOTO WMIM NEMKO3HOrO MPOMCXOXAEHMS, CO CABMUIOM BNEBO MMM CEMTUYECKMA.
D03MHOUNUA MOXKET GbiTb BTOPUYHOM, MPM STOM KOMMYECTBO 303MHOCOMNOB
nocturaet s kpoen 6onee 0,4 x 107/n. Kak npasuno, takas kaptuHa Habnio-
RCETCs MPM annepruyeckmx 3a60neBaHUaX (GPOHXMANbHAS ACTMA, PUHMT, KPa-
MUBHMLQ, NEKAPCTBEHHAS PEaKLMs), NAPA3MTAPHbIX GONesHsx (acKapuAos,
TPUXMHENNES, SXMHOKOKKO3, WMCTOCOMO3), HO dPOHE MPUMEHEHMS NEKAPCTBEH-
HbIX CPEACTB (AHTMOMOTHKM, NCUXOTPOTHbIE, MPENAPATsl 3010Td), Npu Gones-
HAX KOXM (3K3ema, Ncopuas 1 Ap.), MHAPUILTPATE B NErkOM, MHADEKLMSX, OMy-
XONAX, OCOBEHHO METACTATUYECKMX, 303MHOdUNbHOM doacummTe. Berpedaertcs
cemeiHas 303MHOCOUIMS MM NEPBUYHBIA, YACTO CBS3AHHBLIM C 3a60nesaHMem
KPOBM, TMNEpP303MHOCPMNbHDLIA CUHAPOM. [1pK STOM KonMuecTso 303MHOCOMNOB
pocturaert 8 kposu 6onee 1,5x107/n.

Crepyer NOMHMTb, Y4TO MOSBAEHME HE3PENbIX FPAHYNOLUMTOB (6N1ACTHbIE KET-
KM, MPOMMENOLMTHI) BCErAA CBA3AHO C TAXKEMbIM MOPAXEHUEM KOCTHOMO MO3rd
(reMo6nacTosbl, METACTA3bI PAKA B KOCTHOM MO3re, Ty6epKynes KOCTHOTO MO3-
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ra, donbpo3 KOCTHOTO MO3rd M T.[.), Yale FBNAETCS NMPU3HAKOM 3060NEBAHMS
kpoBu. [NossneHne spUTPONERKOBNACTMUECKOM KAPTUHbI KPOBM, T.€. HAMMUYME
KOK He3penbixX rPaHyNOLMTOB, TAK M HOPMOBNACTOB, BCEMAA FOBOPUT O TAXENOM
NOPAXEHUM KOCTHOTO MO3rA C BLITECHEHWUEM KPOBETBOPHbIX KNETOK.

HelTpodpunbHbld MM NMMAPOLMTAPHBIA NEMKOLMTO3 NErkor CTeneHu M
CEeNnTUYECKMI NEMKOLMTO3 TPEBYIOT MOMCKA UCTOYHMKA MHOPEKUMM M HASHAYE-
HWS QHTUEAKTEPUANBHOM MM MPOTMBOBUPYCHON TEPANMM.

Nevkoumtos 6onee 30 000/mkn (ocoberHo 6e3 NPM3HAKOB MHADEKLMHU K
MHTOKCMKALMM), HanMuMe BNACTHBIX KNETOK M MPOMMENOLMTOB, SPUTPONEAKO-
6nactyeckas KApTUHA B KPOBU TpeBytoT 06s3aTensHOM KOHCYNbTALMM rema-
Tonora.

[MNepnemkoumTos ornaceH PasBUTUEM «NEMKOLMTAPHBIX CTa3oB». KnuHu-
YECKM 3TO COCTOSIHME MPOSABNSETCS CMYTOHHOCTBIO CO3HOHMS, MHTEPCTULIMAML-
HbIM MOPCXEHMEM NErkMx 34 CYET COCYAMUCTOTO KOMMOHEHTA M OfbIWKOM,
0653aTeNnsHO TPeBYEeT HEMEANEHHON TOCMUTANM3ALMM B CELMANU3UPOBAHHOE
OTAENeHMe, T.K. MOXET BbI3bIBATL THXKEMbIE OCNOXHEHMS, U CHUXEHMS NEMKOLM-
0B (neitkadpepesal).

9.6. TpombouuTonerus

D10 CTOMKOE CHUXEHWE TPOMOOLMTOB HUXE HOPMANbHLIX 3HAYEHM
(< 100 000-150 000/mkn). M3onmposaHHas TPOMEOLMTONEHMS, HE CBA3OH-
HOS C HAPYLWEHMEM MIA3MEHHOrO reMOCTA3d, XAPAKTEPU3YETCsS YBENMUEHNEM
BPEMEHM KPOBOTEYEHMS, HOPMANbHBIMM MOKA3ATENSIMU KOQrynorpammbl, CHU-
XEHWEM MM OTCYTCTBUEM PeTpaKumu cryctka. OCHOBHbIE MPUYMHBI PA3BMTHUS
M3ONMPOBAHHbIX TPOMBOLMTOMNEHMH (6€3 BBIPAXEHHOTO HOPYWEHHWS KOArynsum-
OHHOTO remocTasa) 1 COBPEMEHHbIM ANrOPUTM AMdPIDEPEHLMUANBHOM AUArHO-
CTMKM NpeAcTasneHsl Ha puc. 9.4.

Eannoit  knaccudpmkaumn TPOMGOLMTONEHMI He  CylecTByeT; OCHOB-
Hble KPUTEPMM, MCMOMb3yeMble B OHKONOrMM M FEMATONOMMM, MPEACTCBNEHI
B Tabn. 9.2.

Mio6as tpomboumtonenms Huxe 100 000/mkn Tpebyet KoHCynsTAUMM re-
MOTONOTA M MCCNEROBAHMUS KOCTHOMO MO3ra.

B rematonoriu npuHsTO HO3bIBATE TPOMGOLIUTONEHNEN COCTOSHMS, CBA3AH-
Hble CO CTOMKMM CHuxeHuem Tpomboumtos Hxe 100 000/mkn. Mpu konu-
yectse TpomGouuTos e 50 000/mkn Mmeer mecto nerkas doopma, npw
KOTOPOM HMKOKOM Yrpos3bl 3HOPOBbLIO HET, OFHAKO TAKOE COCTOsHME Tpebyer
0653aTeNbHOM KOHCYNBTALMM TEMATONOra AN UCKMIOYEHMS CHMCTEMHOTO 3a60-
nesatus kposu. Konuuectso tpomboumtos 20 000-50 000/mkn He moxer
CAMOCTOSTENbHO BbiTh MPUYUHON FEMOPPArMYECKOTO CHMHAPOMA M NOKANLHOM
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MaToJIOrMYECKUi KOCTHBIA MO3T HOpPMaJIbHbIA KOCTHBIA MO3T
(MerakaprOLMTbI — CHUKEHBI): (MerakaproLUTEl — HOPMa

OCTpbI€ ¥ XPOHUUYECKHUE JIEHKO3bl, W MOBbILIEHa )
3710Ka4€CTBEHHbIE TMM(POMBbI, l

aryiacTH4eckne aHeMMH, MeTacTasbl
OIyXO0JI1 B KOCTHBI MO3T, 60J1e3HN
ob6meHa (6one3tb 'owwre u ap.)

CIryieHOMeraJius ]

na l HeT

npyeM J1eKapCTB (XMHUH, renapyH,
TPOMOOLMTONEHS! BCIIEACTBHE NEeHULWIIMH U JIP. )
TUNepcrneHusMa na l wer

nojioxkuTeNnbHast peakuust (antu-JHK,
aHTHsIZIepHble aHTUTeNa,
peBMaToMAHbII aKTop)

na
l HeT

rarnTeHoBas, rernapuHuHAyLMPpOBaHHasA
TpOM6OLlMTOl'leH1/lH

koyutareHo3bl (CKB, peBMaTonHblit

aprI/IT) JIMXopazaka, HeBpoJjornieckue
CUMIITOMBI, FeMOJINTUYECKask aHeMus
Ja
l HeT
TpOM60TVl‘leCKaﬂ

TPOMOOLMTONEHNYECKas MTyprTypa
(60ne3Hb MolKOBHIIA)

NN

HMMMYHHas TpOM6OLll/lTOl'IeHM$l ]

PUC. 9.4. IndbdbepeHumanbHas AMArHoCTUKA TPOMBOLIMTONEHMA

KPOBOTOYMBOCTM, OIHOKO CYMTAETCA FPO3HBIM CMMMTOMOM, TaKXe Tpebylouwmnm
obcneposanus y remaronora. Hago NoMHMTL, YTO Npu CPeHen crenexm Taxe-
CTU TPOMBOLIMTONEHMM MPOTMBOMOKA3AHbI MHBA3MBHBIE MAHUMTYNSLMM (XMPYPrMt-
Yeckoe NneveHue, SHNOCKOMMYECKME METOMbI MCCNENOBAHMS, TPenaHobmoncus,
pasfenbHoe AUArHOCTUYECKOe BbICKABNMBAHME, SKCTPAKLMS 3yOOB, ecTecTBeH-
Hble POfbl) B CBA3M C BLICOKUM PUCKOM KPOBOTEYEHMI M3 MECTa MOBPEXAe-
HMa TkaHei. [Npu HeoBXoAMMOCTM OKA3GHMS YKA3QHHOW MoMolu Tpebyercs
KOHCYNbTALMS remaTonord, fanee — TPAHCAPY3ns TPOMOOLIMTAPHOM MACChI
(MpM OTCYTCTBMM NPOTMBOMNOKA3AHMHM), MOCNE 3TOrO B CTALMOHAPHBIX YCNOBUAX
C OAEKBATHOW TPAHCADY3MOHHOM NORAEPXKKON BO3MOXHO BbINONHEHWE HYXHOTO
obbema neveHus.

Taxenas TpomGoumtonermns (< 20 000/Mkn) xapakTepusyercs BbICOKMM
PUCKOM CMOHTOHHBIX KPOBOTEUEHMM, NO3TOMY OTHOCHTCS K YFPOXQIOWMM XM3-
HM COCTOSHMAM. [Tpu BbISBNEHMM CTONb HU3KOTO KOMMYECTBA TPOMBOLIMTOB HEO6-
XOMMA SKCTPEHHAS FOCTIMTANM3ALMS B FEMATONOTUYECKMH CcTaLMoHap. Takue
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TABNUNLA 9.2. Knaccnpmkaumm TpoMOOUNTONEHNI MO CTEMEHN TIXECTN

CreneHb TpOM60|.|MTO|'|eHVW| CreneHb TpOMGOuMToneHMM

MO OHKOMOrn4yeCKknMm Kputepmsam no remaronorn4yeCckKknm Kputepumsasm
I 150 000-75 000/mkn Nerkas 100 000-50 000/mkn
I 75 000-50 000/mkn Cpentss 50 000-20 000/mkn
1] 50 000-25 000/mkn Taxenas < 20 000/mkn
[\ < 25 000/mkn Kpaiite Tsxenas < 10 000/mkn

GOMbHbIE HYXXACIOTCS B CTPOTOM MOCTENbHOM PEXMME, CMeLManM3MpPOBAHHOM
06CNefoBaHMM C OBA3ATENbHBIM MPOBEAEHUEM CTEPHAMLHOM MYHKLMM.

B saBMcMMOCTHM OT cTenmeHM NpPOSBNEHMS reMOPPArMYecKoOro CMHRPOMA
OMpEREensIoTCs NOKA3AHMS K TPAHCAPY3MM TPOMBOLMTAPHON Maccsl. [Tpu Hanu-
YUM ACKE BBIPAXKEHHBIX METEXMAMbHBIX M CUHAYKOBBIX BLICHINAHMI HO HOrAX BO3-
MOXHQO BbIXMAATENbHAS TAKTMKA. Ecnu xe ects moBoe konuuectso, gaxe ean-
HWYHBIX, METEXMI HO BEPXHEMN MOTNOBUHE TYNOBUILA, KPOBOUSNUSHMS B CKNEPbI,
CNU3UCTYIO POTOBOM MONOCTM, AECHEBLIE, HOCOBbIE KPOBOTEYEHMs, Tpebyercs
HEMeRNeHHas TPAHCOy3aus TPOMBOLMTAPHOM MACCHl. AHONOMUYHAS MERMLMH-
CKOS MOMOLWb, AOXE MPU OTCYTCTBUM FEMOPPArMYECKOro CHMHAPOMA, HEOBXO-
[MMA MIPK KPAMHE TAXENOM CTeneHu TPOMBOLMTONEHWM, KOrAd KOMMYECTBO
Tpom6ouuTos B kpoen meree 10 000/mkn. Takas ne4eBHAs TOKTUKA CBI3AHA
C AOKO3CHHbIM BbICOKMM PUCKOM DATANbHBIX FEMOPPArMYECKUX OCNOXKHEHMIA:
npodpysHbix kposoteueHmit (8 XKKT, nerkux, MaccuBHAs reMatypus, MATOYHOE
KPOBOTEYEHWE) M KPOBOMBNMSHMIA (rONOBHOM MO3r). MuHMMANbHLIM aReKBaT-
HbIM KONMYECTBOM, HEOBXOAMMBIM ANsi MPOCPUNAKTUKM TEXENbIX KPOBOTEUEHHI,
FBnAOTCS 4 AO3bI TPOMBOUMTAPHON MACCH MM 1 QNNAPATHBIA TPOMBOKOHLEH-
Tpart. Mpuyem nocne TpaHcdpysum He ClneayeT OXMAATL MPUPOCTA KONMYECTBA
TPOMBOLMTOB, T.K. OHW CPA3y MOCne MOMARAHMS B COCYRMUCTOE PYCNO Peummu-
€HTa dPOPMMPYIOT MPUCTEHOUHBIM MYN, YTO MOMOrAeT ROCTUTATb KIMHUYECKOTO
yNy4leH!s FreMOPPArUYECKOro CUHAPOMO.

Tpom6bouuTonenus npu HAPyweHnu npPogyKLUM1 TPOMOOLMTOB FUATHO-
CTUPYETCs Npu OBHAPYXEHUM MATONOTMYECKOTO KOCTHOTO MO3rd, B KOTO-
POM CHMXeHO uncno merakapuoumtos. [ansHenwee o6CnefoBaHue B 3TOM
cny4ae crepyet NpOoBOAMTL MOA HABMIOREHWEM reMaTonora.

TpomboumToneHus BCEACTBAE MNIEPCIINEHM3MA  YCTOHABIMBAETCA MNpPH
HONMWUYMM YBENMYEHHOW CENE3eHKM B OTCYTCTBME MOPAXEHMS KOCTHOTO MO3rd,
coYeTaeTcs C GHEMMEM, HACTO FeMONMUTUYECKOrO XAPAKTepd, NenkoneHuewn
(Takoe coctosHWe HasbiBaetcs naHuutonexuen). NlevyeHne TpomGoLMTONEHMM
CMMNTOMOTMYECKOE, HO MANO3PdPeKTMBHO 63 YCTPAHEHUS MPUUMHBI TUMep-
CMNEHU3MA; MPM TAXENoM TpoMBoumnToneHnm Tpebyercs CNeHaKTOMMs (C ocTo-
POXHOCTBIO MPUMEHSIOT MNP 3060NEBAHMAX MEYEeHHU, MPUBORAWMX K MOPTOMb-
HO¥M TMnepTeH3mnu).
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[anteHoBas TPOMBOUMTONEHNS MOXET PA3BMBATLCS MPU MPUEME MHOTHX
NEKAPCTBEHHbIX CPEACTB, KAK MPABMIO, BAMTENLHO M B Gonbwmx goszax. [ns
YCTGHOBNEHMS OMATHO3A HEOBXOAMMO MCKMIOUMTL APYTHE MPHUUMHBI TPOMBOLM-
ToneHun. Jleyenne nogpasymesaeT yCTpaHeHWe NpuumHbl 3060nesaHus, Tpe-
ByeTcs NOXM3HEHHBIM OTKA3 OT MPENAPATOB, CBI3AHHLIX C PA3BUTUEM TPOMGO-
LMTOMEHUM (IMMMPHYECKH).

[enapuH-mHRyUMPOBAHHAS TPOMBOUMTONEHMS CBA3AHA C MPUMEHEHUEM
renapuHoB, Yawe HedpPAKLUMOHUPOBAHHLIX. Bhigensior gsa tMna tpombGoum-
TOMEHUU: HEMMMYHHQOs (nerkoi crenenu, He Tpebytowas OTMEHbI renapuHa,
passuBaeTcs Yepes 3-5 [HEN nocne HAYONA TEPANMM); MMMYHHQS (Tskenas
TpomboumTonenus, pasemeaercs vepes 7/—10 pHel nocne Hauana nedeHus,
XOPOKTEPU3YETCA BLIPAXKEHHOW rUnepKoarynaumei, Tpebyer oTMEHbl renapu-
HO 1 OBS3ATENLHOrO HA3HAYEHMsS MEHTACAXAPUAOB [aHaAnoros renapuHa 6es
MONMUCAXAPUAHOM LEMM] MNK renapUHOMAOB [CynopeKkcHa)).

CumnromaTtnyeckas (BTopmuyHas) TpomMbEoumToneHus SBNieTcs CnegcTBuem
cucTeMHbix BocnanutensHeix 3abonesanuit (CKB, pesmatomgHbii aptput w
ap.). OuarHoctMka ceg3aHa ¢ OBHAPYXEHMEM KITMHUYECKUX M NABOPATOPHBIX
MOpKepoB BONesHel COEAMHUTENLHON TKAHM, NEYEHne HAMPABNEHO HA YCTPa-
HEHWe NPUYMHBI TPOMBOLMTONEHWHM (MPOTUBOBOCTIANMTENLHAS Tepanms).

9.7. Tpomboumtos

3T0 COCTOsIHME, CBA3AHHOE CO CTOMKMM MOBbIWEHWUEM YMCIA TPOMGOLMTOB
(> 450 000/mkn). Octpbiit TPOMBOUMTO3 HACTO SBNSETCA MPU3HAKOM COCTOSIB-
werocs kposoteyeHus. CaMoit YaCTOM NPUYUHON CTOMKOTrO TPOMBOLMTO3A Cym-
Taetcs kenesofedomUMTHAS aHeMMs. [IpyrMMM BOXKHEHWMMM ero MpuYMHaMM
SABASIOTCA, KAK MPOABMNO, MUENONPONMADEPATHBHbIE 3060NEBAHMS KPOBH, OFHAKO
MHOTAA 3TO MPW3HOK BOCTIQMMTENbHBIX, OMYXONEBbIX 306ONEBAHMM, HEKOTOPbIX
GonesHei neyeHu, T.K. B HEM MPOMCXOAMT BLIPABOTKA 3HAUYMTENLHOTO KOMMYe-
CTBA TPOMBOMO3TMHA — OCHOBHOTO PETYMPYIOLEro NPOAYKLMIO TPOMGOLMTOB
ropMoHONofo6Horo Belectsa. HAfO NOMHMTL O YACTOM BTOPMYHOM XPOHMYEC-
KOM TPOMBOLMTO3e, KOTOPbIM HACTO PA3BMBAETCA MOCNE YAANEHMS CENe3eHKH
(noctcnnexaktomuueckmit TpomGoLmMTos). o cTeneHu TaxecTH BLIAENSIOT nerkyio
(450 000-600 000/mkn), cpeattoto (600 000-1 500 000/mkn) u Txenyto
crerienu (> 1 500 000/mkn; runeprpomGoumTos).

Tpomboumntos po 600 000/mkn siBnsercs, KAK NPABMIO, BTOPUYHBIM,
CBA3CHHbBIM C OKTMBALIMEN KPOBETBOPEHMS MPU MHADEKLIMM, OMyXONsX, KPOBO-
TeueHnn. TPoMBOLIMTO3 Nerkoi cTeneHun He TpebyeT neveHus, obA3aTenbHbI No-
MCK MPMUYMHBI U AMHAMMYECKOE HABNIOAEHME.

Konuuectso tpombouutos or 600 000-700 000 go 1 500 000/mkn

npepnonaraet, NOMUMO YKO3OHHOTO QNrOPUTMA AEMCTBUI, 0BA3ATENbHYIO KOH-
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CYTNLTALMIO FEMATONOrA AN UCKMIOYEHMS MMENOMNPONMAPEePATUBHOTO 3a60nesa-
HMS 1 CUMNTOMATUYECKOTO HO3HAYEHMS QHTUATPErAHTHOM TEPAMMM, T. K. YACTO
MOXET GbiTb MPUYMHON TPOMBO30B, B T.4. M B XKM3HEHHO BAXHBLIX OPraHAX.
Hanbonee adpcpektmsHo HasHauenune manbix gos acnuputa no 50-300 mr
HO HOYb HO BECb NEPMOA TpomGoumTosa. Ectb paborsl, fokassiBatowwme nyyiwyo
3P dPeKTUBHOCTb MANbIX AO3 ACMIMPHUHA, KOTOPbIE MPUMEHSIOTCS 2 PA3A B CYTKM.

Tsxenbiit TPOMBOLMTO3 (FUNEPTPOMBOLIMTOS) YACTO XAPAKTEPEH AN MUENo-
NPONMAPEPATHBHBIX 3060MEBAHMM, MPUBORMT K TAXENbIM HAPYWEHUAM MO3IOBO-
ro KpoBOOGPALUEHMS, MHAPAPKTAM OPraHOB, TPOMBO3OM COCYROB, NETQMbHLIM
TPOMBOIMBONMYECKMM OCTIOKHEHMSIM, OFHOKO 4YACTO MOXET COMPOBOXAATHCSA
M reMOPPArMYECKUM CMHIPOMOM B CBSI3W C HEMOMHOLEHHOCTHIO TPOMBOLMTOB.
MMnepTpoMBOLMTO3bI, MTOMMMO AHTMATPErQHTHOM Tepaniu, TPebyIoT UUTOPEeRyK-
TUBHOTO XMMMOTEPAMEBTUHECKOTO NEYeHMs (Mpu AOKA3AHHOM Muenonponudoe-
paTUBHOM 3060NEBAHMM), TPOMGOLMTACbEpPE3a (MpH BTOPUIHOM TPOMGOLMTO3E).

9.8. Jlumdbaperonarus

IumdbaTmyeckue ysnbl NPeRCTaBASIOT COBOM MHKAMNCYTMPOBAHHBIE OPra-
Hbol pasmepom 0,5-1,5 cm, cocrosiume B OCHOBHOM M3 NTMMAPOMAHOM TKAHM.
B Hux Bbipensior T-30Hy, pacnonoxeHHyio 6nuxe k Bopotam, u B-soHy B Bupe
MePBMYHbIX M BTOPUUHBIX COONNMKYNOB, HAXOASWYIOCA Ha nepudoepun Gnmxe
Kk kancyne. OyHkuMa NMMAPATHYECKMX Y3NOB COCTOMT B OOPA30BAHUM MMMYHM-
TeTa K GHTMreHaM, NOCTYNAIOWMM C TOKOM TMMADbI.

MMnepnnasus NMMAPATMYECKMX Y3NOB, MMM NMMCOOREHONATMS, YCTOHOB-
NUBAETCA NPMU yBENMYEHMM nx pasmepa Gonee 1 cm ans nepudbepuyeckmx
M BHYTPUIPYAHBIX M Gonee 2 CM — AN BHYTPUOPIOWHBIX M NMAXOBbIX NMMAPO-
TMyeckux ysnos. Beipenstor tpu crenenn numcpapeHonatmun. MNpu anamerpe
nMmdpaTyeckoro ysna 1-2 cM pedb MAET Yalle BCEro O PECKTUBHOM XAPAK-
Tepe UBMEHEHM, T. €. PU3MONOTUYECKON TMMNEPNNA3MM B OTBET HA MONAACHHWE
MHOPEKLMOHHOTO AreHTa MM KOK MPOSBNEHWM AYTOUMMYHHOTO 3a6ONEBAHMS.
Pexe Takue nameHeHMs HAOBNIORAIOTCA NPU METACTATUYECKOM MOPAXEHWUM NpH
POKEe M CAPKOMAX.

MNpu anametpe numdpbaTtyeckoro ysna 2—3 cM CUTyaLms AONXKHA PACCMA-
TPMBATLCA ABOSKO. ECnM ecTb NpU3HAKKM MHCPEKLMOHHOTO, AYTOMMMYHHOTO MK
OMyxoneBoro 3a60NeBaHus, TO HARO TPAKTOBATL STO KAK PEaKLUMIO MMMYHHOM
CHUCTEMbI M OTHOCMTb K KNMHMYECKOM KapTMHe Goneshu. Ecnu Takux npusHa-
KOB HeT, TO O6A3aTeNbHO OBCNEfOBATh BONMLHOrO HA MPEAMET HAMMYUS NKUM-
dootporHbix Bupycos (supyc DnwreiHo—bapp [B3B], BUY, LIMB, eupycHsie
renaTibl), TyGepkynesd, TOKCOMNA3MO3d, MOPKEPOB BOCMANEHMS 1 CHCTEMHBIX
BOCMAnMTenbHbIX 3a6onesanuni. Mpu oTCyTCTBUM KnMHMYeCKUX M naGopatop-
HbIX MPU3HAKOB MHCDEKLIMM, CUCTEMHOTO BOCMONEHUS M OMYXONM HEOGXOAMMO
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MPOBECTU SMMUPUUYECKYIO AHTMOAKTEPUANbHYIO TEPANMIO MPENAPATAMM WMPO-
KO CneKkTpa AeiCTBMS.

B cnyuasix, korna umeer mecto numdpaneHonatus Gonee 3 cm 6e3 npusHa-
KOB APYroro 3060neBaHMs, OTCYTCTBYeT 3cpdpeKT OT MPOBEAEHHOTO NeveHus,
MMeeT MECTO POCT NMMAPATUYECKOTO Y3, MOKA3AHA TOTANbHAS €ro GUomncHs.
Takoit xe nopxop HEOGXOAMM NPH NOSBNEHMM NNOTHOTO HEMOABMXHOTO, Gones-
HEHHOTO NpK NANbLNALUMM IMMAPATMYECKOTO Y3Nnd, T.K. 3TO XAPAKTEPHble Npu-
3HAKM BBICOKOQrPECCHBHbIX MMADOM, TaKMX Kak nmdpoma bepkutra, Xomk-
KuHa, AndpdpysHas B-kpynHoknetouHas nMMdboma; pexe CXOfiHble M3MEHEHMs
MOTYT HABNIOAATLCS MPM METACTA3AX 3NOKAYECTBEHHOM OMyXONM.

Buoncus (nposoautcs npu nogospernn Ha IMMAPOMY) MK MyHKUMS rUnep-
NNA3MPOBAHHOTO NMMAPATUYECKOTO Y3NA HESCHOM STMONOTMM MO3BONST YCTAHO-
BUTb TAKME 3060NEBAHMA, KAK CAPKOMAO3, TybepKynes, MeTactasbl OMmyXonw,
PEAKTMBHbIA NMMMCDAREHMT, 3MOKAYECTBEHHAsS TMMAPOMA M Ap., KOTAA ApYrue
IMATHOCTMYECKME BO3MOXHOCTM UCYEPMAHbI.

Bcem naunentam c HesicHol numdbapeHonateit Gonee 2 cM MOKA3AHSI
MHCTPYMEHTanNbHbIE MCCnefoBaHus (kommbiotepras Tomorpadoms [KT] opraHos
PYAHOM KneTku, ynsTpassykosoe uccneposanue [Y3W] opraHos 6piowHoit
nonocT, 3aGPIOWMHHOTO MPOCTPAHCTBA, MANOFO Ta3d, NepUddepPUYECcKmX
NMMAPATUYECKMX Y3NIOB) ANs BbisBneHWs gpyroi ee nokanusaumu. [locne go-
MONHUTENHOTO OGCNENOBAHNS MX HEOBXOAMMO HAMPABNATh HA KOHCYMLTALMIO
K remaronory.

9.9. CnneHomeranms

D70 yBENUUEHWe CENneseHku, KOTOpoe AMArHOCTUPYETCS MHCTPYMEHTANLHO
(no Y3M), korna MakcumansHbiii ee pasmep coctaenset 6onee 12 cm u/mnm
nnowaps 6onee 40 cm? (3aBMcHT OT pocTa NAuMeHTa) NGO ceneseHka nanb-
nUpyeTcs, YTO CBUAETENLCTBYET 06 yBENMYeHUM He MeHee Yem B 1,5-2 pasa.

MpuunHOM crneHomeranuu yaie Bcero GLIBAET MOPTANLHAS rMMNEPTEH3MS
C YBENMYEHWEM [ABNEHWS M 30CTOEM KPOBM B CHCTEME BOPOTHOM BEHbI, B pe-
3ynbTaTe YEro YBENMYUBAETCS AMAMETP CENE3EHOMHOM BEHbI, YBENMYMBAETCS Ce-
Ne3eHKa, PACWMPSIOTCS BEHbI MUIWEBOAA. TAKME MPOSBIEHMS MOryT BbiTb Criep-
CTBMEM TPOMBO3A BOPOTHOM BEHbI (TPOMBOCOUNNS, 3MOKAYECTBEHHbIE OMYXONH,
NAPOKCM3MANbHAS HOYHAS FEMOTNOBUHYPHS), CAOBNEHMS BEHbI M3BHE (OBBIMHO
3NIOKAYECTBEHHbIE OMYXONM), UMPPO3A MEYEHU, BUPYCHBIX EnaTMToB, APYrMX
daktopos. CnneHomeranus SBISETCS CHMMNTOMOM MHOPEKLMOHHOTO MOHOHY-
Kneosa, rematoreHHoro TyGepkynesa, cencuca. MHorpa ysenuuenue cenesex-
KM OTMEYAIOT MpM 30CTOMHOM CEPREYHON HEAOCTATOMHOCTH, GAKTEPUANbHOM
3HROKApAMTE.
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Bmecte co cnneHomeranueit 4acto OTMEYQETCA HECKOMbKO FeMATONoru-
YECKMX CMHAPOMOB. DTO renaTONMEHANbHbIM CMHAPOM (yBENMYEHUE MedeHu
M CeneseHKM) M rMnepcrneHnsm (CoYeTaHmne CrneHOMEranmm, MaHUMTONEHMM
W rMNepnnasMu KOCTHOro Mosra). MnepcnneHnsm AensT HA fiBe KATEropuu:
NepPBUYHbIA, KOFAA HAPYLWEHMS CPYHKLMIA ceneseHku OBYCNOoBNEHbl PA3BMBALO-
IWMMCS B HEM CAMOWM NATONOTMYECKMM MPOLIECCOM, M BTOPMYHBLIA, KOrAa cene-
3€HKA BOBNEKAETCS B GONE3HEHHbIM NPOLECC, BO3HMKWKIA B Apyroi obnactu
OpraHu3ma.

YBenuueHue ceneseHkM NpOTEKAET, KOK MPOBMNO, GECCMMNTOMHO M [n-
QrHOCTMPYETCS CNyYaiHO MM Npu 06CNenoBAHMM MO MOBOAY APYrMx 3abone-
BaHMM. bonbHble MOTyT McnbITbIBATL XXANOBLI NPK GOMbLIOM Pa3Mepe CeneseHKH
MM Npu BeiICTPOM ee pocTe; 0BbIYHO 3TO TAXECTs B NeBom noapebepse, Gonb
B BEPXHEM MONOBMHE XMBOTA NPU KAWNE, HAKIOHE, YBENMYEHUE XMBOTA B O6L-
eme. [1pu HanMuMK TaKKMX NPosiBNEHMi TpebyeTcs 0BA3aTENLHO NMPOBECTH MNAb-
NAUMIO ceneseHKM, OTNPABMTH MALIMEHTA HO MHCTPYMEHTANBHOE MCCNENOBAHME.
Hpyrue npossnenus crnneHomeranuu, KAk npaBuno, CBA3CHbI C KNMHUKOM OC-
HOBHOrO 3060NEBAHMS.

MNpu BbIsBNEHWMM CMNEHOMEranMM HESICHOM 3TUONOMMM NAUMeHTa cnepyet
0693aTeNbHO HAMPABUTL K FEMATONOTY, T.K. 3TO OfIMH M3 CAMBIX YACTbIX MPW-
3HOKOB MHOTWUX CMCTEMHbIX 3AGONEBAHMIA KPOBU (MMenonponudpepaTmeHbIX
3060NeBAHMI, MTMMAPOM C MOPAXEHMEM Cene3eHKM, M3ONMMPOBAHHOTO MOPa-
XeHus ceneseHku npu numcpome). [ng AMArHOCTUKM MOPAXEHMsS CeneseHkM
NPM MOAO3PEHMM HA remaronoruyeckoe 3abonesaHue NPAKTUYECKM BCeraa
Tpebyetca nNposefeHne TPENAaHOBMONCHUM C TUCTONOTMYECKUM MCCNEOBAHMEM
KOCTHOTO MO3ra (CTEPHANbHAS MyHKUMS B 3TMX ClydQsiX MPOKTUYECKM BCErpd
HeMHAPOPMATHBHA).

lNoKa3aHMAMM K CNEHIKTOMMM CYXAT PA3PbIB CENE3EHKM MMM €ro yrpo-
30, GonbluMe PasMepsbl CENE3eHKM C BLIPAXEHHOM NpOorpeccupyloliei umrone-
HWeM; MHOTRa NPMOEraloT K 3KCMNOPATUBHOM CMNEHIKTOMMM.

9.10. Tpomb0o3

Tpom603 — 3TO MONHOE WMIM YACTUYHOE MEpPEKPbITHE MPOCBETA COCYAA
TpomboTHnieckumn maccamu. [lpuunHoi Tpombo3a MoryT GbiTb NOKAmbHble
MPMYMHBI B BUAE HOPYLWEHMS LIEeNOCTM COCYAMCTON CTEHKM NpM TPABMeE, HAPY-
IWEHMS TOKQ KPOBM NMPM CACBNEHUM COCYAA M3BHE, PACIIMPEHMM COCYAA B BUAE
GHEBPM3MBI, MPM HANUYMM NPENATCTBMA TOKY KPOBM, MOBPEXASHUS KNANAHHOMO
annapaTa BEH NPM BAPUKOZHOM MX PACUIMPEHNUM, HANMYME aTepPOCKNepoTHIec-
koM GnslKM B NpOCBETe COCYAA M T. 4. [lpyrne npuumHbl — 3TO CUCTEMHbIE HO-
PYWeHMs reMoCTa3d, KOTOphIE MOMy4MnM HA3BAHWE TPOMBOCOUNMUM.
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TpoMBochmmmm — natonornyeckme CABMIM B CUCTEME FEMOCTA3d, MPMBO-
AsluMe K PO3SBMTMIO TPOMBO3OB, WILEMMM, MHOPAPKTOB opraHos. TpomGodounum
GLIBAIOT BPOXAEHHbBIE (FEHETUHECKU AETEPMMHMPOBAHHbBIE) M MPMOBPETEHHbIE.
Hanbonee yactbie HacnenctseHHbie TpPOMGOdoMNMM: pesncTeHTHOCTL dpakTopa Va
k npotenty C, pedomumt ATlll, nporenHa C, npotemHa S, HacnepcteeHHas runep-
FOMOLIMCTEUHEMMS, TPOMOOTEHHbIE AUCPMBPUHOrEHEMUM, MYTALIMS FEHA MPOTPOM-
6nHa G20210A, dbopMsl, casizaHHble HOpyleH1em doMBPMHONM3A, KOMBUHUPO-
BAHHblE TPOMBOPUNM.

TpomGodomnmM NOAPASAENSIOTC HA FEMATOTEHHbIE U HETEMATOrEHHbIE Te-
Mmopeonoruyeckue doopmbI.

[emaroreHHsie doopMbl: OBYCNOBNEHHbIE HOPYLWEHWUEM COCYRAUCTO-TPOMGO-
LMTAPHOroO remoctasd, doopmsl, 0BycnosneHHsie AedOULMTOM MM AHOMANKEH
PH13MONOrMUECKMX AHTUKOATYNSHTOB, CPOPMbI, CBS3AHHbIE C OTCYTCTBMEM, M-
NepnpoAyKUMeR MM QHOMANMEN MIA3MEHHbIX JOOKTOPOB CBEPTLIBAHMS KPOBM
(MpokoarynsHToB), doOpMbI, CBA3AHHbIE C HApYWweHUeM dOUBPUHONM3A, METa-
Gonnyeckme doopmbl.

HerematoreHHsie remopeonormyeckue oopmbi: AyTOUMMYHHbIE 1 MHODEK-
LIMOHHO-UMMYHHblE POPMbI, MAPAHEONIACTUYECKMHA TPOMBOIMBONMYECKHIt
CMHAPOM, STPOTEHHbIE (B T.4. MEAMKAMEHTO3HbIE) POPMbI.

K KnnHW4eckum nposeneHusm TpoM6o308 1 TpomOodounuit oTHOCAT apte-
pUanbHble M BEHO3HbIE TPOMBOS3b C MIEMMEN OPraHOB, MPUBLIYHOE HEBBIHA-
WMBAHME BEPEMEHHOCTH, KMETACTA3MPOBAHME» TPOMOOB, TPOMOO3bI MPU ANK-
TeNbHOM HEMOABUXHOCTH, TPOMBO3bI NPU NMPUEME KOHTPALIENTUBOB.

TpomM603bl MOBEPXHOCTHLIX BEH MPOSBASIOTCS MOBIWEHAEM TEMMNEPATYPbI,
6ONE3HEHHOCTbIO, YNIOTHEHNEM MOAKOXHOW KNETYATKM, NMOKPACHEHMEM KOXM,
06pA3OBAHMEM MNOTHOTO TAXA. TOKAS KAMHMKA XAPOKTEPHA AN OCTPOro
Tpombo3a. MNMpu nopoctpom TpPombBose 3TM cUMMTOMbI criaxeHbl. OTtaensHo
BBIANSIOTCS PELMAMBUPYIOLME TPOMOOSbI.

Toomb03bi ry6OKMX BEH CONPOBOXAAIOTCS GOMbIO, LIMAHO30M, OTEKOM KO-
HEYHOCTH, TPOPUUECKMMM PACCTPOMCTBAMM, CPierMOHaMM, TPOMGOIMBONHET
nerouHoit aprepum (T1A).

[ns aprepuansHeix TPOMG0308 XAPAKTEPHA BbIPAXKEHHAS GOMb, CUMMTOMBI
M MHTEHCMBHOCTb KOTOPO 30BMCAT OT TOKANM3aumu. [1pu aprepranbHOM TPOM-
603e KOHEYHOCTEl BLIAENAIOT CNEAylolWmMe CTeneHun uiwemnn: | crenetsb, Koto-
pas COMPOBOXAAETC OHEMEHMEM, MOXONOAAHMEM KOHEUHOCTH, NApecTesnet,
Gonbio; |l creneHs — HapylweHWe YyBCTBUTENbHOCTH, OKTMBHBIX ABMXKEHMIA B
cycrasax; Il creneHs — nossnenme cy6dpacLUManbHOro oteka, raHrpPeHbl.

[pn obcnepoBaHMM NAUMEHTA C TPOMGO3OM HEOBXORMMO MCKMIOYUTL BCE
BO3MOXHbIE NOKAbHbIE MPUYMHBI TPOMBO30B, MPOBECTU AMATHOCTUKY TPOM-
60dpmnum. Ons noncka Tpombodomnmum cnepyet cobpaTh QHAMHES (CeMeMHbI
OHOMHE3 MpPK HOCNEACTBEHHbIX TpomBodounusx, conytcrsyiowme 3abonesa-
HWUS — MPK NPUOBPETEHHBIX), BBIMOMHUTL PSR NABOPATOPHBIX MCCNEROBAHMIA
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(pa3BepHYTAs KOQArYNOrpAMMA C ONPERENeHMEM YPOBHS OAKTOPOB CBEPTLIBA-
HUS M CPMBMONOTUYECKMX CHTUKOArYNSHTOB, Qrperatorpamma, AMArHOCTUKA
NONMMOPCOM3MA reHOB TPOMBOTrEHHOCTU METOROM MONMMEPA3HON LIEMHOM pe-
akumu [MLP], kotopas He MoXeT MCMonb3oBATLCS B KAYECTBE E€AMHCTBEHHOTO
AMArHOCTUYECKOTO KpHUTEPHS).

[loBHO ROKO3GHA 3HAYMMOS CBA3b MAMOMATUYECKOTO TPOMGO3A M HAMM-
YMs Yy MALMEHTO 3NOKAYECTBEHHOTO HOBOOGpPA3OBAHMA. B rpynne nauweHtos
C MEpPBMYHBIM MAMONATUYECKMM TPOMBO3OM Npu obcneposarmm B 10 % cny-
4Ya€eB BbIABNAETCA 3NOKAYECTBEHHAA OMYyXOlb, NPUYEM 3TO YXeE, KAaK NpaBuno,
PACMPOCTPAHEHHAs CTAAMS GONesHM.

9.11. [emopparnyeckuit CMHAPOM

STO KNMHMKO-TEMATONOTMYECKMIM CHHAPOM, XOPAKTEPHU3YIOLWMIACS KPOBOTO-
YMBOCTBIO.

Mo aTMonoruu BLIGENSIOT HACNEACTBEHHbIE (CemeliHbie) doopMbl ¢ MHOTO-
neTHel, HAYMHAIOWENCS C AETCKOro BO3PACTA KPOBOTOYMBOCTHIO M MpHOGpe-
TeHHblE POPMbI, B GOMbLIMHCTBE CBOEM BTOPMYHBIE (YOCTO CMMMNTOMATUYECKHME).

[NatoreHes paseuTHs reMOPPArMYECKOrO CMHAPOMA CBA3AH C HAPYWEHMEM
COCYAMCTOrO remocTasa (Takue 3a60MeBaHMs HA3bIBAIOTCS BA3ONATHEN), KOMM-
YECTBEHHBIMM M KOYECTBEHHBIMM M3MEHEHMIMM TPOMBOLMTOB (TpomBoumTone-
HUM, TPOMBOLMTONATUM), HOPYLEHHUSIMU MIA3MEHHbIX GPOKTOPOB CBEPTbIBAHMS
(koarynonaTiu), HakoHeL, MOXeT BbiTh OBYCNIOBNEH HOPYWEHMAMM KAK KOary-
NAUMOHHOTO, TaK M TpombouutapHoro remocrasa (ABC-cuHppom, Tpombore-
mopparuyeckuit cuHapom, GonesHb BunneGparpa), npu napanporenHemmsx,
remobnactosax, ny4yeBoi GonesHu u ap.

B 3aBucHMMOCTH OT XapakTepa reMopparnieckoro CUHAPOMA BbIAENSIOT He-
CKOMbKO TUMOB KPOBOTOYMBOCTU, KOTOPbIE COOTBETCTBYIOT PA3NMUHBIM NATOrEHe-
TMYECKMM BAPUAHTAM HOPYLWEHUS CUCTEMbI CBEPTBIBAHMS M MO3BONAIOT C BbICO-
KOW fonei fOCTOBEPHOCTH OnpeaenuTh HeobXxoamMmblii obbem 0BCNENOBAHMS M
neyeHms. Turbl KPOBOTOUYMBOCTM: OHIMOMATO3HbIM, BACKYNMTHO-MYPIYPHbIMA THM,
NETEXUANbHO-NMATHUCTbIM, FEMATOMHBIM, CMELLAHHbIM.

AHMOoMaTO3HbI¥ THI (NOKANbHAS COCYAMCTAS NATONOTMS) KPOBOTOYMBOCTH XO-
POKTEPU3YETCs NIOKAMBHOM KPOBOTOYMBOCTBIO (HOCOBbIE, XEMYAOUHO-KMLIEUHIE,
neroyHsle KposoTeueHus). [Tpu 3TOM YACTO He BbISBASETCS CUCTEMHbIX HOPYLIEHM
TPOMOOUMTAPHOTO M MNA3MeHHoro remocrtasa. Haubonee uactele 3abonesa-
HMS, XAPAKTEPU3YIOWMECS AAHHBIM TUMIOM KPOBOTOYMBOCTM, — 3TO HACNEACTBEH-
Has remopparnyeckas TeneaHrnakrasms (6onesHs Panpio—Ocnepa); cuHapom
Snepca—/[laHnoca (reteporeHHas rpynna HACNEACTBEHHbIX 306ONEBAHMIA CO-
€MMHUTENbHOM TKAHM, B OCHOBE KOTOPbIX NEXWT HENOCTATOYHOE PA3BMTME KOM-
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PUC. 9.5. KoxHble nposene-
HWS  TEMOPPArMYEcKoro  Bac-
Kynuta

NAreHOBLIX CTPYKTYP B PA3NMYHBIX CUCTEMAX OPraHW3MA, XAPAKTEPU3YIOLEEecs
POCTIXMMOCTBIO KOXM, PA3GONTAHHOCTbIO CYCTABOB, MIOXMM 3CXKMBIIEHMEM PaH,
PO3PBIBAOMM CIIUBUCTBIX M KOXM (4OCTbIE PAHBI), TEMOPPATMYECKUM AMATEIOM),
cnHppom Kasabaxa—Mepputr (conutapHas reMaHrMoma ¢ TPOMGOLUTONEHM-
e/l M HapYWeHWEM KOQrynsLMOHHOrO reMOCTA3a), APTEPUOBEHO3HBIE LYHTI.

BackynurHo-nyprypHsisi Tvn (MATONOMMs MUKPOCOCYAMCTOTO PYCna) Xapak-
TEPU3YETCS METEXMANLHOM ChIMbIO C SKCCYAATUBHO-BOCMANMTENbHBIMA SBIEHMS-
MM, O4OraMM HEKPO3d, rematypuen, apTpanrue, KPOBOTOMMBOCTBIO CM3M-
ctbix (puc. 9.5). Berpeuaetcs npu Backynutax (MHADEKLMOHHBIE, UMMYHHbIE,
cuctemusle, GonesHs LLlenneitna—Tenoxa).

[letexmansHO-NATHACTbIN, UNM MUKPOLMPKYISTOPHBIA, THI KPOBOTOYMBOCTM
CBA3OH C HApPYLWEHWeM TPOMBOLMTAPHOrO 3BEHA FEeMOCTA3d, BHEWHEro Myt
CBEPTHIBAHMA KOATYNALMOHHOTO remoctasa, dombpurorena. [Mpu paHHon na-
TONOTMM XAPAKTEPHbI CHUXEHME PE3UCTEHTHOCTM COCYRWUCTOM CTEHKM K BHELU-
HAM BO3AEWCTBMSIM, CHMXEHME OKTMBHOCTM MEPBMYHOrO (TpomMBouMTapHOro)
remoctasa u nym TP, koTopble HEOGXOAMMbI ANS OCTAHOBKW KPOBOTEYEHMS
NPy TPABME, YTO MPMBOAWT K KPOBOTOMMBOCTU KOXM (puc. 9.6) u cnmsmctbix

PUC. 9.6. Taxenas dpopma
MMMYHHOM TPOMGOLUTONEHMM
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PUC. 9.7. MexmsiweyHas rema-
TOMO NPU TAKENOH hOpMe remo-

ounmm

obonoyek (MATOUYHbIE, XENyOYHO-KMIIEYHbIE KPOBOTEYEHMS, KPOBOXAPKAHbE,
reMOPPArMYECcKMit LIUCTHT).

MNpu remaromHom Tmne (NATONOTMs BHYTPEHHETO MyTH CBEPTHIBAHMS KOArY-
NALUMOHHOTO reMoCTasa) OTMEYAETCS MOSBNEHME CMIOHTAHHBIX MATKOTKAHHBIX re-
MOTOM (MeXMbiwedHble, 3abpiowntHbie; puc. 9.7), remaprposos (puc. 9.8),
peXe — 3KXMMO30B, HOCOBbIX, AECHEBbIX, XENYAOYHO-KMILIEUHbIX KPOBOTEYE-
HWIA. XapaKTEPEH OTCPOUYEHHBIN TUM KPOBOTOUMBOCTH MOCNTE MHBO3MBHbIX MOHM-
nynaumit. OCHOBHAS rpynna 3060NEBAHMHA C XAPAKTEPHBIMU MPOSBAEHUIMU —
a1o remocpunmm A, B u C.

CMeLaHHbIF, UMW CUHSYKOBO-TEMATOMHBIF, T (COYETOHHOE HOpYWeEHHWE
TPOMGOLMTAPHOTO M KOArYNSLMOHHOTO 3BEHLEB FEMOCTA3d) — KAK MPABMNO,
COMBIV TAXENbIA reMopPPArMiecknin CUHAPOM, KOTOPbIM NPOABASETCA NETEXMANb-
HOM CbiMbO, DKXUMO3CAMM, KPOBOTEYEHMSIMM M3 CIIM3UCTBIX (HOCOBbIE, AECHE-

PUC. 9.8. TemapTpo3 npaBoro KoneHHoro
CycTaBa npu Txenon doopme remodonnmm
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BbIE), MOCNEONEPALMOHHBIMU, NOCTEPOROBBIMM KPOBOTEHEHUAMM, KPOBOM3MMS-
HUAMM B KM3HEHHO BaKHble OpPraHbl. C MOFOGHbIMM MPOSBIEHMUSIMU MPOTEKAIOT
[ABC-cuHppom u Taxensie coopmsl GonesHn Bunnebpanpa (puc. 9.9).
O6cnepoBaHme NALMEHTOB C FreMOPPArMYECKMM CUHRPOMOM HEOBXORAMMO
HOAYMHATD UMEHHO C OLIEHKM KNMHWUYECKOW CHUTYALMM, BHISBIEHWS MPUUMHBI €€

PUC. 9.9. (A, B) CMmewaHHbIM (CHHAYKOBO-TEMATOMHBIM) THM KPOBOTOUUBOCTH
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PA3BMTUS, CEMEMCTBEHHOCTM GHOMHE3d; Adnee — MPOBOAUTh AETANLHOE MC-
CNEfOBAHME CUCTEMbI FEMOCTO3A: OLEHWBATL CPYHKLMOHANbHbIE TECTI (BPEMS
KPOBOTEYEHMS, BPEMS CBEPTHIBAHMS), KONMUYECTBEHHbIE M, MHOTAA, KOYECTBEH-
Hble XapaKTePUCTMKM TPOMBOLMTOB, MccneosaTh koarynorpammy. [Npu nopo-
3pEHMM Ha remaTonornyeckoe saboneBaHne NALMEHTA CNEfyeT CBOEBPEMEHHO
HANPABNSTL HO 06CNEefoBaHME K CMELMAnuUCTy.
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10.
11.
12.
13.

OBLLAfA TEMATONOINA

Anemmu 105
MNopdounpum 195
[emopparuyeckue auaress 201
Tpombodounum 219




10. AHEMUM

10.1. Knaccudomkaums aHemui

KJ'ICICCMC#)MKOLIM;I OHEMMUM MO CTEMEHMU TAXKECTMH

Brigensior cnepytowme creneHu Taxectu:
nerkas — yposeHb remorno6uxa ssiwe 90 r/n;

v’ cpepnss — yposeHs remorno6una e npegenax 90-70 r/n;

Tkenas — yposeHs remornobura meree 70 r/n.
B 3aBucrmocT OT NpomncxoxaeHus cMMNTOMbI, obLmMe ans BCex TUMOB aHe-
MM, MOXHO PA3AENMTh HO [iBE TPYMMb:

1) obycnosneHHble dPYHKLMOHMPOBAHMEM KOMMEHCATOPHBIX MEXTHM3-
MOB, HAMPABEHHbIX HA MPENOTBPALIEHME UM YMEHbIIEHWE TKOHEBOW
TUMOKCHK;

2) HEMOCPENCTBEHHO CBA3CAHHbLIE C TMMOKCUEN TKAHEW.

K cumntomam 1-4 rpynnel, Kotopble NpeobnapaloT B KNMHUMYECKOM KApTH-

He aHEeMMM, OTHOCSTCS BNENHOCTb KOXHbIX MOKPOBOB, TOXMKAPAMS, MOsBNEHNE
reMOMHOMMYECKMX WYMOB, YyBCTBO HEXBATKM BO3AYXA, OfLILKA W APYTMe Npu-
3HOKM CEPAEYHO-COCYAMCTON HEOCTATOUHOCTM.

BrepHocTb kOXHbIX MOKPOBOB, KOTOPAS MOSBNSETCS MPU CHUKEHMM YPOBHS
remorno6uHa po 70 r/n, HePEeRKo SBNAETCS MEPBbIM CUMITOMOM, 30CTABMBLUIMM
6onbHOTO € aHemuel obpaTnTbes K Bpady. bnegHocTb koXHbIX NOKpPOBOB Pa3BM-
BAETCS B PE3YNbTATE KAMMANAPOCNO3MA, BXORSIIETO B NepepacnpefenmTenbHbii
OAQMTALMOHHBIA MEXAHM3M, HAMPOBNEHHbIA HA YNy4lleHMe KPOBOCHAGXEHMs
XM3HEHHO BOXKHbIX OpraHos. CnefyeT MOMHMTL, YTO XENTyXd, LMAHO3 M MUr-
MEHTALIMS KOXM MOTYT MACKMPOBATb BNEHOCTb KOXHbIX MOKPOBOB MPK AHEMMM,
nostoMy 6Gornee nokasatensHa GnefHOCTb CM3MCTON MONOCTM PTd, BEPXHEro
HEOA, KOHBIOHKTMB, Ny6 M HOFTEBOTO NOXA.

Ceppaue npu aHemun pearupyer Ha YMEHbLIEHME CMOCOBHOCTU KPOBM
CBA3bIBAT M MEPEHOCUTb KMCTIOPOf YBENMYEHMEM CEPAEYHOro BbIBpPOCA, YTO
KNMHUYECKM NPOSBNSAETCA TAXMKAPAMEH, MOBbIEHAEM APTEPUANLHON M Kanun-
NSPHOM MyNbCALMM M MOSBIEHUEM FEMOAMHAMMYECKMX LIYMOB: CUCTONMYECKO-
ro, KOTOPbIM Nyulle BbICTYWMBAETCS HA BEPXYLIKE CEPALIA M NETOYHOW apTepuy,
n (pexe) amacronnyeckoro. HopmanbHbIA MMOKAPH CMOCOBEH ANUTENLHO Me-
PEHOCHTb MOBbILIEHHbIE HATPY3KM, OBycnoeneHHsle aHemueir. OpHako rny6o-
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KOe ManokpoBue, NP1 KOTOPOM MOTPEBHOCTM CEPAEUHOM MbILLILbl B KUCTOPOAE
MONMHOCTbIO HE YAOBNETBOPAIOTCA, MOXET COMPOBOXAATLCA MOsBIEHMeM 6Gonu
B 06NacT1 ceppLa, KAPAMOMEran1ei, OfibiKOM, NPU3HAKAMM 30CTOA B NETKMX
n otekamu. Cnepyer OTMETUTb, YTO yyalleHME AbIXAHMS M OfbILKA MOSBNAIOTCS
30AONTO IO PA3BUTMS CEPAEYHON HEAOCTATOYHOCTM M SIBMSIOTCS CNIEACTBUEM KOM-
MEHCATOPHOTO MOBbIWEHMS APYHKLMM NIErKMX B OTBET HA TMMOKCHIO M r1nepKarn-
HUIO [IXQTENLHOTO LEHTPA.

Hecmotps Ha MOBGMIM3ALMIO KOMMEHCATOPHBIX MEXAHM3MOB, MPW BbIPQ-
XEHHOWM OHEMMM BCE XE PU3BMBAETCS TKOHEBAS TMMOKCHS, K KOTOPOW ocoBeH-
HO YyBCTBMTENEH roNOBHOM Mo3r. HepoctatouHoe cHabXeHKe ronoBHOTrO Mo3rd
KMCNIOPOMIOM MPOSBASETCS CNABOCTBIO, MOBbILEHHON YTOMNSEMOCTBIO, FONOBHOM
6OMbIo, MbILEYHBIMUA CYOPOTaMM, TOMOBOKPYXEHMEM M MOSBIEHMEM «MYLIEK»
nepen rMasam.

[ns XapoKTepmucTMKM QHEMMM MCMOMb3YIOTCS MOPCPONOrMYECKUe MPU3HAKM
3PUTPOLIMTOB M KONMYECTBO PETMKYNIOLIMTOB, COYETAHME KOTOPBIX MO3BONSET C 6OMb-
WOM foneW BEPOSTHOCTH MPEANONOXUTb MPUYMHY PASBUTMS OHEMMM, MPEANPUHSTH
neicTBus Ans AansHeiwero obcnefoBaHus 1 Hanbonee scocPeKTUBHOM TepamnMM.

Mopdonorunyeckas knaccudpukaums aHemmi

Kaaccnepmuxauns anemmri no o6bemy 3puTpOLMTOB

I.  Makpouutapras  anemmns (MCV>100 cbn, puametp spuTpoum-
T0B > 8 MKM] — pedouumt BUTAMMHA B,, 1 dbonuesoit kucnotel, GonesHu
nevexn, muenopucnnactuyeckuin cuuapom (MAC).

Il. Mukpountapras anemms (MCV<80 don, puametp  spuTpoum-
T0B < 6 MKM) — pedonumT Xenesa, HapYLWeHUs CUHTE3A rMOBMHA, HapPY-
WeHWe CUHTE3d NOPCPMPHHA U rema.

lll. HopmountapHas amvemus (MCV 80-100 cbn, pmametp sputpoumtos
6-8 MKM) — OCTpas KpOBOMOTEPS, FEMONU3 HEMBMEHEHHBIX PUTPOLIM-
TOB, QAMMACTUYECKAS QHEMMS, CHUXEHME MPORYKUWM SPUTPOLIMTOB MpM
HEeoCTaTOMHOCTM KocTHOro Mosra (DMO-3asucumble aHemuu), aHemus
XpoHuueckoi GonesHu (AXB) M xpoHuueckas noyeyHas HEROCTATOYHOCTb
(XMH). AXB scrpeuatotcst yawe Bcero npu MHAPEKUMOHHBIX 3060neBaHM-
SIX, CMCTEMHbIX BONE3HSIX COEAMHMTENLHOM TKAHM, 3MOKAYECTBEHHBIX OMy-
xonsx (aHemus 3nokavecteeHHoro sabonesanus — A3H).

Kraccughmkauns aHemmsi o coAepikaHmio reMoraoomHa B aputpoumte (ro-

Kasareato MCH, uBeToBOMy 11oKka3arearo)

I.  Tunoxpomnas aHemms (usetooit nokasatens < 0,8) — xenesonedomumt-
Has aHemus (XKOA), cupepoaxpectuyeckas aHemus, TANACCEMUH.

Il. HopmoxpomHas amemms (usetosoit nokasarens 0,8-1,05) — aHemms
npu XIMH, annactnyeckas aHemus, aHeMus NPK 306ONEBAHMIX MeYeHH,
OCTPas NOCTFEMOPPArNYECKAS AHEMMS.
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11l. MMnepxpomHas aHemus (upetosoit nokasarens > 1,05) — B, ,-nedomumr-
HOS aHeMMs, dPonMeBoaedPULIMTHAS aHEMMS.

Kaaceudpmkauns aHemmri B 3aBMCMMOCTH OT CIIOCOOHOCTH KOCTHOTO MO3ra

K pereHepaummu

I.  PerenepatopHas cbopma aHemmMu (c ROCTATOUHON KOMNEHCATOPHOM ak-
TMBAUMEH CPYHKUMM KOCTHOTO Mosra) — petukynoumtsl 6onee 12 %o
(remonuTyeckMe aHeMMM, OCTPAs MOCTTEMOPPArMYECKAs OHEMMS, pere-
HepatopHas craauns XOA, petukynounTapHbIi KpU3 Npu NEYEHUM NEPHU-
LIMO3HOW QHEMMM BUTAMMHOM B, ).

Il. TunoperenepatopHas chopma aHemmm (c MOHWXEHHOM pereHepaTopHOV
doyHKuMeEl KOCTHOTrO Mosra) — petukynountsl 2—12 %o (IMNO-sasmcu-
mbie aHemmn — AXB, A3H, runoperenepatopHas cragms XAA).

lll. Tunonnactuueckas unm annactueckas hopma aHemum (c peskum yrHe-
TEHMEM MPOLIECCOB 3PUTPONO33A) — PETUKYNounTsl MeHee 2 Yoo (BUTO-
muH B, -, dponnesopecbmumtHas anemms, MNO-3aucumble aHemmn —
anemus XIMH).

MpaeunsHoe ncrnonszosanme MCH unu usetosoro nokasarens u MCV no-
Mmoraet Hanbonee NMPOCTO M BLICTPO YCTAOHOBUTL MPUUYMHY CHUKEHMS FEMOITO-
6uHa. B 85-90% cnyuaes runoxpomHas aHemus caupetenscteyetr o XIA.
AHEMWUM C HOPMOMbHLIM OBLEMOM 3PUTPOLIMTOB U HOPMANbHBIM COREPXKAHUEM
reMOrno6mHa B SPUTPOLMTAX MO3BOMSIOT MCKIIOUMTh MPAKTMYECKU BCE HACTER-
CTBEHHbIE FEMOMMOBHMHONATUM U MEMBPAHONATUM. [MNEPXPOMHbIE M MAKPOLIM-
TOpHble QHEMMM HauBonee YACTO BCTPeHaloTcs Npu fedomumte BuTaMMHA B,
n doonuesoit kucnotsl, MHoraa Tpebdytot uckntouerns MIAC. BoipaxeHHsiit petu-
kynountos (> 100 %o) B OCHOBHOM CBS3GH C GKTUBHBIM FEMONM3OM; PETUKYNO-
umtos 20-100 %o, kak npasuno, oBycnosneH PenapaLMOHHOM OKTMBHOCTBIO
KOCTHOTO MO3rd Mocne KPOBOMOTEPH (3BEHHAS BONEsHb XeNyAka, ABEHAALATH-
MepCTHOM KuWKM, MeHomeTpopparms). Petukynountos 6onee 100 %o B coueta-
HUM C TMNOXPOMMENR M MUKPOLIMTO3OM MPOKTMYECKM ORHO3HAYHO YKO3bIBAET HA
HOCNEACTBEHHbIE FEMONUTUYECKME GHEMMM (MPK COYETAHMM C XKENTYXOM, MOBbIWE-
HMEM Henpsmoro Gunupy6uHa u cineHomeranueit). HaoGopor, npu Heapekear-
HO¥ OKTMBHOCTM 3PUTPOMO33a (TMMO- M apereHepaTopHON aHeMmuu) Hanbonee
BeposTHo Hannuue AXB, A3H, XIH.

Hanbonee TouHO cymantb O XapaKTepe GHEMMM MOXHO MPM M3BECTHBIX
NpUYMHE U MEXAHM3ME ee pa3euThs. [ToHMMaHKMe TaKKMx NpoLeccos nossonser
NPEROTBPATUTL PA3BMTUE QHEMWM, OCTAHOBMTb MPOrPECCHPOBAHWE 3aGorne-
BAHMS M MPOBOAMTL AAEKBATHble neyeGHbie meponpusatus. [ns ontmusaumm
AMATHOCTMYECKOTO M TEPAMNEBTUYECKOTO MOAXOAOB PA3PABOTAHA NATOreHeTH-
yeckas (aTMonATOreHeTMYecKas) KNaccUdonKaLms aGHEMMH.
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MatoreHetnyeckas (aTmonaTtoreHeTnyeckas)
Knaccudpmukaums aHemMui

l.  Anemuu BCnencteme npenMyIeCTBEHHOTO HAPYLWEHMS NPORYKLMM
3PUTPOLIMTOB.
A. Anemnn, oBycnoBneHHble HOPYLEHUEM SPUTPONO33a HA YPOBHE PAH-
HWMX MPERAWECTBEHHUKOB SPUTPOMNO33A M CTBONOBBIX KNETOK.

1.
2.
3.

Annactnyeckas aHemms.
Muenopmcnnactnieckuii cUHAPOM.
NapunanbHas KpACHOKNETOUHAS ANnasms.

B. AHemun, 0BycnosneHHble HOPYLWEHAEM SPUTPONOA3A HA YPOBHE MOP-
PONOrMYECKM PASNUUUMBIX SPUTPONOITUHECKMX KNETOK-MPERECTBEH-
HML.

1. Anemun, BbiseaHHbie Hapywernem cuutesa [IHK (meranoGnactHsie).

B,,-nedomumtHas aHemms, oonMeBofecdOULMTHAS aHEMMS:

— BCNEACTBME CHUXEHHOTO MOCTYMNEHMS C MUIEN;

— BCNEACTBME HApPyLWeHMs aGcopbumu;

— BCNEAICTBME HAPYLWEHHOTO TPAHCMOPTA M METABONM3MA;

— BCNEQICTBME MOBBILEHHOTO NOTPEGNEHNS.

Merano6nactHas aHemms, He CBS3AHHAsS C AECPULIUTOM BUTAMUHA
B,, nnm dponaros.

AHeMMM, BbI3BOHHbIE HOPYLEHUEM CMHTE3Q FeMa.
KenesopedonumntHas aHemms.

AHemus npu HapYLWEHMM OBMEHA NOPAPMPHUHOB — CHMAEPOAXpec-
TU4eckas (HOCNEACTBEHHAS U NPUOBPETEHHAS).
SPUTPONOSTUH-3ABUCHMbIE AHEMMM.

AHeMMs NPU XPOHUYECKOM MOYEUHON HEROCTATOYHOCTH.

AHeMMM, BbI3BAHHbIE MHOXECTBEHHbIMU M/MHM HEU3BECTHbIMM NpPU-
YUHAMM.

AHeMMs XPOHMYECKOM GOonesHu.

AHeMMs 3N1OKAYECTBEHHOrO 3060NEBAHMS.

AHemus GepeMeHHOCTH.

AHemus Npu 3060NEBAHMAX WMTOBUHOM XENE3bl, rMNodomnsa, Hap-
NOYe4YHUKOB.

AHemus npu 6enkoBoi HEAOCTATOUHOCTH (KBALWMOPKOP).

AHeMMs NP1 MHAPUALTPALMM KOCTHOFO MO3d (NeiKO3bl, METACTA3bI
onyxonem, TMMdPOMbl).

Il. Anemuu BcnepcTsme noebIWEHHOM RECTPYKLUMM DPUTPOLMTOB.
A. Anemun, obycnosneHHble [edPEKTHOCTBIO COMMX 3PUTPOLIMTOB (Yale
HOCNE[CTBEHHbIE).

1.

leMonuTMYecKME QHEMMM, CBS3AHHBIE C HAPYLWEHMEM MEMBPAHI
apUTPOLMTOB (MeMBpaHonaTmu).
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HacnencrsenHsiit cdpepoumtos (6onesHs Munkosckoro—LLodpdpa-
pay).

HacnencrseHrHbiit anamntoumTos.

HacnencrserHbii cromatoumTos.

HacnencrserHsi akaHTOuMTOS.

MapokcusmansHas HouHas remornobuHypus (GonesHs Mapkua-
doass—Mukenu).

[eMOnUTUYECKME OHEMMM, CBA3CHHbIE C HOPYLWEHWEM OKTMBHOCTM
dbepmeHTOB 3pUTPOLMTOB (PepmeHTONATHM).

leMonuTyeckme aHeMMM Npu fedonLMTE AKTMBHOCTM CPEPMEHTOB
FMMKONM3A (MUPYBATKMHASbI), UMKAQ FIYTATMOHA M Y4OCTBYIOWMX
B Mcnonb3osaHum ATD.

eMonuTyeckme aHeMMM Npu fedonLUTE AKTMBHOCTM COepPMEHTOB
neHTozodpbocdparHoro umkna (M-6-PAr).

[eMonuTUYECKME THEMMM, CBA3OHHBIE C HAMMYMEM B SPUTPOLMTAX
OHOMONBHOTO FEMOMMOBUHA — KAYECTBEHHbIE TEeMOrnoBGuHOMNa-
™.

CepnoBuaHOKNETOUHAS AHEMMS.

AHEMMM NPM APYTUX CTAGMMbHBIX CHOMGbHBIX TEMOTMOGHUHAX
(c, d, enpp.).

AHemin, oBycrnoBneHHble HOCUTENbCTBOM HECTABMNbHBIX reMOrno-
6MHOB.

Femorno6uronatu-M, o6ycnosneHHsle AMUHOKUCTIOTHBIM 3aMelle-
HMEM B OBNACTM FEMMHOBOTO KAPMAHQ, YTO OBYCNOBIMBAET MOBbI-
WEeHHOE CPOACTBO K KMCTOPORY M KNUHUYECKM MPOSBASETCA LIMAHO-
30M M 3PUTPOLIMTOZOM.

AHeMuu, oBycrosneHHble HAPYLWEHMEM CMHTE3Q HOPMAMbHbIX re-
MOrNo6MHOB BCReacTBMe AedpeKTd CHHTE3d O- M P-Leneit rmobuHa
(romosuroTHbie o- 1 B-TaNACCEMMM) — KOMMYECTBEHHbIE FEMOINO-
6uHonaTum.

B. Anemun, passuBaiowmecs B PE3ynTATE HEIPUTPOLIMTAPHBIX BO3REH-
cTBMiA (Yawe — npuoBpeTeHHble).

1.

[eMonuTHUYECKME OHEMMUH, CBS3OHHbIE C BO3REHMCTBUEM QHTUTEN.
M30MMMYHHblE QHEMMM — FEMONUTHYECKAs BOnesHb HOBOPOXAEH-
HbIX, NOCTTPAHCIPY3MOHHAS FEMONUTUYECKAS AHEMMS.
AyTOMMMYHHQS FEMONUTUYECKAS AHEMMS.

[eMonuTMYECKME AHEMMM, CBA3AHHBIE C MEXOHUYECKMM MOBPEXAEe-
HMEM 3PUTPOLIMTOB.

Mapuwesas remorno6uHypms.

[emonuTUUECKas GHEMMS MPM MATONOMMM COCYROB CPEAHEro W
6onblWoro aMameTpa.
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* MukpoaHrionaTuyeckie reMonmTMieckme aHemum (TpomboTHyec-
KQasi TPOMBOLMTONEHMYECKAs MyPrypa, FeMONUTUKO-YPEMMYECKUI
CUHEPOM, QTUMUYHBIA TEMONUTUKO-YPEMMUYECKMI CUHAPOM).

3. [lemonutnueckMe aHemWM, BbI3BOHHbIE BO3AEHMCTBUEM XMMMUYECKMX

QreHToB M NAPA3UTOB (Manspus).

AHemus NpK OTPABNEHWUM FEMONUTUYECKUMM SAAMH.

lemonuTMyeckMe QHEMUM, OBYCNOBNEHHbIE MOBLILEHHOM CeKBe-

cTpaumen KneTkamu ccTembl doAroLMTUPYIOWMX MOHOHYKNEAPOB.
*  AHeMMs NPM OCTPbIX UHADEKLIMSIX.
* AHeMMs NpM runepcnneHnsme.
lll. Anemun npu kposonotepe (moctremopparnyeckas aHemus).
A. Octpas noctreMopparkyeckas aHemms.
B. XpoHuueckas nocrreMopparmyeckas aHemms.

o s

10.2. Annactmyeckas aHemus

Annacrmyeckas aHemms (AA) — saBonesaHue BCNEACTBUE MCYEHOBEHMS
MU PE3KOTo YMEHbLEHUS B KOCTHOM MO3re NONMUMOTEHTHbIX CTBONOBLIX KNETOK,
KOMMYECTBO KOTOPbIX CHUXAETCsS A0 1 % M MeHee, YTO MPMBORAMT K OMYCTOWEHUIO
WIM ANNAsKUK KOCTHOrO Moara. Mopdbonoruyecku ato NposSBRSETCs NaHUMTOMNE-
HUEM B AHANM3AX NeprucbepuIeckon KPOBM, OTCYTCTBUEM KPOBETBOPHBIX KNETOK
B MYHKTATE KOCTHOrO Mo3ra. B KpoBu naHuMTOneHus xapaktepusyercs neiko-
MEHMEN 30 CHET HEMTPOMEHMM C OTHOCHTENbHBIM MTMMAPOLIMTO30M, OTCYTCTBUEM
petnkynoumtos. [pu 0BHAPYXeHUM TAKUX UBMEHEHWI HEOBXOAMMO UCKIIOYMTL
BCE BOBMOXHbIE MPMUMHBI QNNASUM (BUPYCHbIE MHCPEKLMM, 3NOKAYECTBEHHbIE
3a60neBaHMs, 3060NEBAHMS KPOBH, B T. 4. IMMAPONPONMAPEPATHBHbIE, CUCTEM-
Hble BONe3HW COEAMHWUTENbHOM TKAHM, KOHTOKT C XMMMYECKUMM BEWECTBAMM,
PARMALMS), Y B3POCTBIX — MPOBECTU TPEMNAHOBHMONCHIO Asi TUCTONOMMYECKOTO
MCCNENOBAHMS KOCTHOTO MO3ra.

Snupemmnonorms

AA Bnepebie 6bina onucana 1. Spnuxom 8 1888 r. Yacrora AA co-
craenser 2-4 cny4as Ha 1 mnH Hacenenns B CLUA u Espone, torpa kak
B HEKOTOpbIX CTpaHaX BoctouHoit Asmm AA BCTpedaercs 3HAYMTENBHO Yale.
Tak, B TaunaHge u AnoHun saGonesaemocts AA cocraenser 11-14 cnyuaes
Ha 1 MIH HOceneHus.

AA Hanbornee 4acTo BbisBnseTcs B AByX BO3PACTHbIX rpynnax: 20-25 ner
u ctapwe 60 net. CratMcTMyecku 3HAUMMAs PASHULA B YOCTOTE 3a60neBaemo-
CTU MEXAY MYXXYMHOMM M XKEHIMHOMK OTCYTCTBYET.
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DTMonorus n natoreHes

AA MoryT GbiTb BPOXAEHHBIMM, HO YaLE HOCAT MPUOBPETEHHbIM XAPAK-
Tep. BpoxpeHHsie, reHetnueckn obycnosnerHbie AA Briepsbie Gbin OMMCaHbI
. ®atkouu 8 1927 .

BpoxpeHHbie AA KIMHMYECKM NPOSBASIOTCA HEROCTATOMHOCTbIO KOCTHOMO
MO3ral B NepBble rofibl kiM3HM PeBeHKa M HEPEAKO COYETAIOTCS C TAKMMM BPOXAEH-
HbIMM [MCTINA3MAMM, KOK AEMUIMEHTOLMS KOXM, TMMOMAAsms MoveKk M CeneseH-
KM, OTCYTCTBUE MIM TMMOMNA3MS My4EeBOM KOCTM, MMKpOLeddanms, BPOXAEHHbIE
MOPOKM CEPALA M YMCTBEHHOE MM Monosoe Hepgopassutue. Kapuonornyeckue
MCCNEoBAHMS MPU 3TOM BAPMAHTE AA 4ACTO BISBISIOT PASMYHBIE XPOMOCOM-
Hble HapyweHus. Cpean Aeteit ¢ aHemmeit DAHKOHKM OTMEYAETCS TAKKE BbICOKAS
4OCTOTA 3060MEBAEMOCTH OCTPLIM NEMKO30OM M APYTMMU HEOTIAMSMM.

[Mpw BTOPMUHBIX AA KOCTHOMO3rOBAS HEROCTATOYHOCTL OBYCNOBNEHA NMMBO
MPSIMbIM TOKCUYECKMM BO3REMCTBUEM PARMALIMM MU XMMHUUYECKMX COEAMHEHMIA
HO CTBOMNOBbIE KNETKM, NMMEO AGEPPAHTHBIM OTBETOM, BbI3BAHHbBIM BUPYCHBIMM
nHdpekumamm (remocpbaroumtapHsii cuHapom). Hanbonee uactbimmu sabone-
BAHMSIMM, MPOBOLMPYIOWMMK passuTe AA, SBISIOTCS 3MOKAYECTBEHHbIE 30-
GonesaHus, 3abonesaHus Kpoeu (nMmdponponudpepatieHbie 3abonesaHms),
CUCTEMHble BONE3HM COEAMHMUTENBHOW TKAHU. YBENMYeHue nepudpepryeckmx
NUMAPATMYECKMX Y3NIOB, neveHn u ceneserkn Ans AA HexapaktepHo. bonee
TOro, OGHAPYXEHME YBENMYEHHOM CENE3EHKM HO PAHHEN CTaAMK 3060NeBaHMs
CTOBMT MOA COMHEHMe anarHos AA, CBMRETENLCTBYET B MOMb3y renaTUT-ACCOLM-
nposaHHoW annasuu. OpHOKO AnuTensHoe TeuyeHue 3a6ONEeBAHWS MOXET
COMPOBOXAATLCA YBENMYEHMEM MEYEHM M CENe3eHKM BCNEACTBME MOCTTPAHC-
doysmoHHoro remocuaeposa. B cnydasx c sbiseneHHon npuumHoir AA Takoe
COCTOSHME CEAYET PACCMATPMBATL KOK BTOPUYHYIO QMIA3MIO KPOBETBOPEHMS.

MctmnHoi  (anonatmuecko npuobpeteHHoi) AA  ssnsetca cocrosiHue,
CBSI3AHHOE C rMOENbio HEU3MEHEHHbIX CTBOMOBLIX KneTok. [Mpu Mpnonamyeckmx
dopMaX, NP KOTOPLIX MPUYMHA, OBYCIOBUBLLAS AMNA3MIO KOCTHOMO MO3rd, He-
SICHQ, MPEANonaraetcs T-KNeToYHO-ONOCPEAOBAHHAS AECTPYKLMS MONMMOTEHTHbIX
CTBONOBbIX FEMOMO3TUYECKMX KNETOK KOCTHOrO MO3rd. Y GOnbHbIX C MAMONATUYEC-
kot doopmoit AA B KpOBKM OBHAPYXMBAETCS MOBILEHHOE YMCIIO OKTUBUPOBAH-
HbIX LIMTOTOKCUYECKMX T-TMMJPOLIMTOB, MOBLILWEHHAS BbIPABOTKA MHTEPdOEPOHA-Y
M paKTOPA HEKPO3Q OMyXONeM, KOTOpbIE Bbi3bIBAIOT rMGeNns COBCTBEHHbIX CTBONO-
BbIX KNETOK KOCTHOTO Moard. lNpuyem npuunHa aytoceHcbunmaalmm T-immdpo-
LMTOB MPOTMB COBCTBEHHBIX CTBOMOBLIX KNETOK OCTAETCS HESCHOM.

Knaccudoukaums

1. MpnonaTtmyeckne annactmyeckme aHeMmm:
* BpoxpeHHas (aHemus DaHkoHw);
* npuobpeTeHHas.
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BropuuHbie annactuyeckMe aHeMWUM, BbIBBAHHbIE:

®  NeKApCTBEHHbIMM cpeAcTBamm (xnopamdpermkon, HIMBC, npotueo-
CYROPOXHbIE, LIUTOTOKCMYECKME MPENApPAThI);

®  BO3[ENMCTBMEM MOHM3MPYIOWEN PAAKALNK;

®  XMMMYECKMMM BOBREMCTBUAMM (GEH30M M €ro NPOM3BOAHbIE, NECTH-
LUMAbl, TOKOKPOCOYHbIE MATEPHANbI);

® BUPYCHbIMM MHdpeKkumsmm (BDB, renatutsl, napeosupyc, LIMB,
BIY);

*  ayTouMmyHHbIMK 3a6onesarmamm (CKB, aoanmHodpmnbHbIM dbacum-
WT, TMNEPUMMYHOrMOBYNHEMMS);

®  [PYTMMM NPUUMHOMM (6EPEMEHHOCTb, TUMOMA).

Knunuka

Bce knunuueckme nposenenmns AA sensiotcs cnefcTBuem KOCTHOMO3rOBOM
HE[OCTATOYHOCTH, MHTEHCMBHOCTb MX 30BMCUT OT BbLIPAKEHHOCTM M CKOPOCTM
NPOrPeccMpOBaHMs NaHUMTONEHMM. TeueHne AA MOXeT GbiTb OCTPLIM, NMOAOCT-
PbIM U XPOHUYECKMM.

Y GonbHbix AA 0BbIMHO UMEETCS QHEMMYECKMI CMHAPOM B COYETAHUM C re-
MOPPArMsSMM HQ KOXE, CIIM3UCTbIX OBONOUKAX M C MHADEKLIMOHHBIMM OCTIOXHE-
Huamu. [lommHnpytowme cumntomsl AA oTiMuQIoTCs B 3ABMCUMOCTM OT CPOKA
pa3eUTMS 3060NeBaHMS.

Mpn octpom Teuennn AA umeloT mecto BGypHO MpOrpeccUpylowmin re-
MOPPArMYecKmii  CMHAPOM, OOYCnoBNeHHbIM rmy6okoi TpombouuToneHued,
M TAXENble MHADEKLMOHHbIE OCNOXHEHMS BCNEACTBME MOYTM MONHOTO OTCYTCTBMS
rpanynoumtos. bonbHbie ¢ NOgoGHbIM TeueHnem AA TpeBytoT SKCTPEHHOM rocmu-
TANM3ALMM B FEMATONOTMYECKOE OTAENEHUE M NPOBEAEHMs AHTUOAKTEPHANLHOM,
30MECTMTENLHOM, YACTO MHTEHCMBHOM TEPANMM, CNELIMANM3UMPOBAHHOTO NEYEHMS.
Bes apekBaTHOM NomowM TaKMe NALMEHTb, KAK MPOBUNO, YMUMPAIOT B TeueHue
HECKONbKMX IHEM UNM Hefienb OT MOSIBNEHMS NepPBbIX NPU3HAKOB 3a60NeBaHMS.

Mpn cpegHeraxenom (nogoctpom) teueHnn AA cnaboctb M MoBbiEHHAS
YTOMNSEMOCTb ANUTENLHO OCTAIOTCA OCHOBHBIMM XANo6amMM GOMBHOTO, 3aTeM W3-
30 TPOMOOLIMTONEHUM MOTYT MOSBUTLCA CUMIMTOMBI TEMOPPArMYECcKOro AMaTesa.

[ns BTopuuHbix AA, KOTOpbIE KTMHUYECKM MOTYT NPOSBNATL CE6s CMYCTs HEAen!
M IOXe MeCsLibl MOCNe KOHTAKTA C STMONOTMYECKMM CPAKTOPOM, Gonee CBOWCTBEH-
HO XpoHuyeckoe TeueHue. [Npu BropuyHoi AA vaue, Yem NP MAMONATUYECKO
dbopme, pasBMBaETCS PEMMCCHs 3ABONEBAHMS M MOXET HACTYMMTL MONHOE BbI3AO-
pOBNEHMe Nocne NPEKPAlieHMs AEHCTBUS STMONOTMYECKOTO dOaKTOpPd.

[labopatopHbie paHHbIe

Kaptra kposu y 90 % GonbHbix AA xapaktepusyetcs NaHUMTONEHUENH:
aHEeMMeMn, NerKo- U TPOMOOLIMTONEHMEN.
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AHEMIS HOCUT HOPMOXPOMHBIM XapakTep. YUCNIO PETUKYNOLIMTOB CHUKEHO
no 0-0,3 %.

Neikonenns oBycnoBneHA rpPaHyNOUMTONEHMEN, MPUYEM COpepPXaHMe
NUMAPOLIMTOB OBLIYHO HE UBMEHEHO, YTO CO3AAET BrieyaTneHne TMMdPOLMTOSA,
kotopsiit Mpu AA HOCUT OTHOCHTENbHBLIM XapaKTep. BsipaxeHHocTs neikone-
HMM BO MHOTOM OMpefienser THKECTb TeueHUs 3a6ONEeBaHMsS: YMCNO NerKoLu-
108 < 0,5x10°/n Habniopaetcs y GonbHbix ¢ Taxenoit AA, unucno neikoum-
108 < 0,2x10°/n — npwu ceepxtaxenoi AA.

TpombGouuToneHns 0BHAPYKMBAETCS yXe HO PAHHMX 3TANAX 3A60NEBAHMS
W SBNSETCA HaMBONEee CTOMKUM FEMATONOTMYECKMM CUMITOMOM.

[yHKTOT KOCTHOTO MO3ra B MOACBASIOWEM YMCTE CNyYaeB O4yeHb OefeH,
T.€. COfePXMT HeBOMbLIOE KONMMYECTBO FEMOMNOITUYECKMX KNETOK, BONMbLIMHCTBO
13 KoTopbix — nmdpountel. OAHAKO MOCKOMbLKY MPOLIECC AMNa3MM KOCTHOrO
MO3ra NMPOMCXOANT HEPUBHOMEPHO M OTAENbHbIE OYATM HOPMAMLHOTO KPOBET-
BOPEHMsS COXPOHSIOTCS, MOXHO MOMY4MTb AESTENbHbIA KOCTHbIA MO3r C MOYTH
HOPMQNbHbIM KNIETOYHLIM COCTOBOM (MPM MAHLMTONEHMM B aHanuse nepudoe-
puyeckoit kposu!). Bce ato nossonser cpenatb 3aknioueHMe o TOM, YTO Mue-
norpamma npu AA He MMeeT onpefensiowero AUArHOCTUYECKOrO 3HAYEHMS.

Kniouesbim metopom ans auarHoctuku AA 'y B3poCTbIX SBNSETCS MCTONO-
rMyeckoe UCCNeoBaHME KOCTHOrO mosra. [lns aToro uccneposaHus nposoast
TPenaHoGHoNcHio, pesynsTarsl KoTopoi npu AA roBopsT O TOTANbHOM MPeot-
NARAHUM XKMPOBOW TKAHM HOR AESTENbHbIM KOCTHBIM MO3MOM.

Mpu BUOXMMUYECKOM UCCNEROBAHMM KPOBM Y BOMbWKMHCTBA GOmMbHbIX AA
BbISIBMIAIOTCS BLICOKMIA YPOBEHb CbIBOPOTOYHOTO Xenesd, MOBbIEHWE YPOBHS
NAr n amuHoTparcdepas, noseiweHHoe cofgepxatue I10O.

Kputepun puarnosa

[1arHoCTMka OCHOBLIBAETCS HO COYETAHWM MAHLMTONEHUM nepudpepuyec-
KOM KPOBM, CHUXEHWU KneTouHocTM koctHoro mosra (puc. 10.1) npwu crep-
HOMbHOM MYHKLUMM M OBHAPYXEHWUU XMPOBOrO KOCTHOTO MO3ra Npu ero rmcro-
NOrMYECKOM UCCNEOBAHMM, NPU STOM MCKIOYAIOTCS APYTME NPUUMHBI PA3BUTMS
Qnnasum KPOBETBOPEHMS.

Kputepum  naHumutonenmm:  remornobun < 110r/n,  rpaHynoumts
<2x10%/n, rpomGouutel < 100x 10°/n.

Knaccudpukaums AA no crenenn taxectn ykasada s tabn. 10.1.

OudodpepeHUnanbHbIA AUATHO3

AA uHorpa npuxoputcs audpdbepeHUMpoBaTh C 3060NEBAHMAMM, KOTOpPbIE
MOTYT COMPOBOXAATLCA NAHUMTONEHMeH. K Hum oTHocaTCs:
OCTpbIE NENKO3bI;
V' MeranobnactHas aHemms;
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PUC. 10.1. TpenaHo6uonTaT KOCTHOrO MO3ra MPM AMNACTMYECKOM QHEMMM (peskoe mpeobnapatue
XMPOBOrO KOCTHOrO Mosra Hap fesTensHbim) (umT. no: Color Atlas of Clinical Hematology, 2000)

V' upMonaTMyeckuit Menodoubpos;
v’ runepcrnenmam;
MMENOANCTINIACTUYECKMHA CUHAPOM.

B omunume or AA npu ocTpbix NeMKosax C runonnasmein KPoBETBOPEHMs
B KOCTHOM MO3re OBHAPYXMBAIOTCS HO CPOHE KOCTHOMOSIOBOM TMMOMC3MM
CKOMNEHUs BNACTHbIX KNETOK, O MPM MEranobnacTHbiX AHEMMSX — Merano-
6nacTMyeckoe KPOBETBOPEHME.

Y GOnbHbIX C MAMOMATUYECKMM MMENOCOMBPO3OM M TMMEPCTNIEHU3MOM
YOCTO MPUCYTCTBYET BbIPAXEHHAS CMNEHOMETANMS, KOTOPAs BCETAA OTCYTCTBYET
npu AA. Kpome Toro, npu TpenaHo61OoNCHmM B MEPBOM CyHaE BbISBNSETCS Mite-
nocpn6po3, a BO BTOPOM — KOCTHOMO3rOBAs MMMNepniasms.

CoueTaHWe NAHUMUTOMEHMM M KOCTHOMOSTOBOM MMMOMNA3UM MOXET HAGNIo-
patses y 10% GonbHeix MAC. Ogxako npy MAC Hapspy ¢ runonnasveit Kpo-
BETBOPEHMS MPMUCYTCTBYIOT €ro AMCMNACTUYECKUE MPU3HAKM B BMAE Meranobnac-
TOMRHOCTM, HOMMYMS ABYXbSAEPHbIX 3puTpoGnactos, teney Xaysnna—Xonnu,
CHAEPOBNACTOB (3PUTPOLIMTOB, COREPXKALLMX FPAHYNbI KENesa), MHOTAA — YyBe-
NUYEHHOE CORePXaHME BNACTHBIX KNETOK, O TAKXKE MPUCYTCTBUE MENbrepOBCKOM

TAB/MNLA 10.1. Knaccrnoumkaums annactmyeckom AHEMKNM MO CTENEHUN TIXECTU

®opma 3a6oneBaHus | Kpurepum

Hetsxenas AA ® He otBeuaeT KpUTEPHAM THXKENOM M CBEPXTAXKENONH POPM
* Tpanynouutst > 0,5x10%/n

Taxenas AA * Tpanynouuts < 0,5x10%/n
* TpomGouutsl < 20x 10%/n

Ceepxrsxenas AA ° Ipanynountsl < 0,2x 10%/n
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QHOMQNWM FPAHYNOLMTOB (HOPYLEHWE CErMEHTALMM SAPA) M MMKPOCPOPM Mera-
kapuoumtos. Kpome toro, npu MIC, kak npasuno, o6HAPYXMBAKOTCS XPOMO-
COMHblE HAPYLEHMs, KOTOpble OTCYTCTBYIOT Npu AA.

Teyenune

Yawe scero nedyenne HaumHaiot ¢ antunumdpoumtaproro (AJN) unn au-
TMTMMoumTapHOro rnobynuna (ATT). Mpenapartsl BOASTCA B/B MEANEHHO B Te-
yeHue 12 4, nocne npobbl HQ YyBCTBUTENbHOCTb, FO3A MPENAPATA COCTABNSET
20 mr/kr B cyTku. Beero 4 eeepenus Ha kypc. [ns npodomnakTmky cbisBopo-
TOYHOM GONE3HW MCMONb3YeTCs NPEHNU3ONOH B fo3e 1 Mr/Kr MM METUINPeRHH-
sonoH 125-250 mr/cyt (go u nocne ATT) B coueTaHMM C QHTUMUCTAOMMHHBIMM
npenapatamu (po u nocne ATT). C 14-ro pHs kypca (1- peHb kypca orcum-
TbiBaercst ¢ 1-ro aHs seepenus ATT) HeobxopMmo otMeHsTs npegHuaonoH. Ot-
MEHSIOT ero 30 HEflento, NOCTENEHHO yMeHbWas 03y (exefHesHo Ha '/,~1/.).
Sdpcpekr ot nevenmns Al Habniopaetcs y 50-60 % GonbHbix, npuuem 8 15%
CNy40eB JOCTUIaIOTCS MOMHbIE PEMUCCHM.

BropsiM MMMyHORENPECCAHTOM, KOTOPbIM WHMPOKO MCTONL3YETCs B NEYEHUM
AA, snsetcs umMKnocnopuH A, KOTopbI GNOKMPYET NPOAYKLMIO MHTEPREHKMHO-2
(M1-2), oteetctBEHHOrO 30 MPONMCPEPALMIO LIMTOTOKCMYECKMX T-TUMJOOLIMTOB.
Linknocnoput npumensercs 8 gose 5—10 Mr/Kr B CyTku Npu AKTENBHOCTU Kyp-
ca He MeHee 12 mec. Bo Bpems npueMa LMKNOCMOPUHA ROMXKHbI HOSHAYATLCS
MNpPenapaTbi MArHus, 0GA3aTENLHO MOHUTOPMPOBATLCS NEYEHOUHbIE (BUNMPYEHH,
QNAHWH- M ACNAPTATAMMHOTPAHCHPEPA3b) M MOYeUHble NOKA3ATENM (KPEATUHMH).
Kak v npu ncnonssosanmmn AJT, adbdpektmsrocts ero cocraenser 50-60 %, op-
HOKO, MO-BUAMMOMY, 3TOT MPENAPAT He OBECMeYUBAET JOCTATOHHYIO MMMYHOCY-
MPECCHIO M ero OTMEHA MPUBOAMT K PELIMAMBY 3060NEBAHMS.

B Hacroswee Bpems Haubonee 4aCTO MCMOMb3yeTcs KOMBUHUMPOBAHHAS
cxema nedenms, sknouatowas seeneHne AJll B Teuenne 4 pHeit, a ¢ 14-ro
[HA — MPUMEHeHUe LMKNOCTopUHA B TeveHne 12 mec. Yacrota oreeta Ha
koMBuHMpoBsaHHyto Tepanuio coctasnser 60-80 % npu taxenoit AA ¢ S5-ner-
Het BbixuBaemocTbio 75 %. MNpu HeadbdpekTMBHOCTM COHETAHHOTO MCMONL3OBA-
Hus ATT + LMKNOCnopuH BO3MOXHbI BTopoe (vepes 3—6 Mmec.) u TpeTbe (yepes
6-12 mec.) seepenmns AJTT unm sameHa opHoro kypca ATl cnneHskTomuelt
(pnc. 10.2).

B nocneanue ropbi y GonbHbix, otsetvBwmx Ha Tepanmio AT + umkno-
CMOPWH, MPOBORMTCS CMEHIKTOMMS, KOTOPAs MPOREMOHCTPUPOBANG CBOE MO-
NOXMTENbHOE NENCTBUE ele A0 BHEAPEHMS B MPAKTUKY MMMYHOCYMPECCHBHBIX
CpencTs.

EnuncreenHsiM meTopom nevenns GonbHbix AA, o6ecneynBaowmm BbiCco-
kyto BbxusaemocTs (78-90 %) v naxe nonHoe BbisgoposneHne GonbHbIX, ABNS-
€TC AnNOreHHas TPAHCINAHTALMS KOCTHOTrO Moara (annoTKM).
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PUC. 10.2. Cxema neyeHms annactuyeckon aHemum.
* Bmecro antutumoumtapHoro rmoGynuHa (ATT) BOSMOXHO NpoBeaeHue CrneHaKToMUm

TpaHcdpysmonHas Tepanus. MNopaepxusatowas (samectutensHas) Tepa-
nus, obecneynBarowas YAOBIETBOPUTENLHOE KAYECTBO XM3HKU BOMbHBIX, MMEET
Gonbwoe sHaveHue B Tepanuu AA. [pu aTom yuuTbIBaIOT Crieayiowee:

1) spuTpOUMTAPHYIO MACCY CRepyeT Nepen1BaTh NPU CHUKEHUM FEMOTNO-

6uHa no 80 r/n, korpa y 6onbHbIX OBBIMHO MOSBASIOTCS CUMMTOMbI TKO-
HEBOM T'MMOKCUMU;

2) nokasaHMeMm K Nepen1BaHMIO TPOMGOLMUTAPHOM MACCHI SBASETCS CHUXE-
HWe uncna Tpombountos po meree 20x 107/n unu remopparuyeckui
CMHAPOM B BUAE KPOBOTOUYMBOCTU CIIUBMCTBIX M/UNU B COYETAHMM C Bbi-
CHINOHMAMM HO KOXE BEPXHEM MOMOBMHBI TYNOBMUIA (HO POOHE NeyeHus
ATl TpaHcdpysmnn HEOBXORMMO MPOBOAMTL MPU YPOBHE TPOMBOLMTOB
40-60x10%/n).

TpaHcdpyanit KOMNOHEHTOB KPOBM CriepyeT naberats B TEX Cly4asXx, KOrAd

y 6onbHoro umetotcs HLA-coBMecTMble pORCTBEHHWKM 1 NpeanonaraeTcs npo-
sefetune TKM. Brnaropaps stoMy npenoTspawmaercs cCeHCMBUIM3aLms GombHbIX
M YMEHbLIAETCA PUCK OTTOPXEHMS TPAHCMAAHTATA. [nutensHas remotpaHcdoy-
3MOHHAS TePAnMs NPMBOAMT K PA3BMTUIO TEMOCMAEPO3A, MOCKOMbKY B MAKETe
aputpoumntapHoi maccsl copepxutcs 200-250 mr xenesa.

[ns Gopbbbl C MOCTTPAHCAPY3MOHHBIM FEMOXPOMATO30M, YCYryOnstowwmm
KOCTHOMOSIOBYIO HEOCTATOYHOCTb M CMOCOBCTBYIOWMM PA3BUTUIO LMPPO3A Me-
YeHM M NOMKENYAOUHOM XKeNesbl, MCMONb3YETCs XeNaTopHas Tepanus. Ee HaumHa-
foT Npy yBenuueHnn doepputHa ceisopotku po 6onee 1000 mkr/n. OcHoBHbI-
MM NPENAPATAMM, OBPAYIOLWMMM KOMIIEKC C XKENE3OM B KPOBM U BbIBOASLIMMM
€r0 C MOYOM, YTO MPENSTCTBYET PA3BUTMIO FEMOCMAEPO3A, SBISIOTCS AeddepOK-
cammnt 500 mr B cyTku B/B (0BbIHO UCTONb3yeTCA HO POHE reMOTPAHCAY3HIA
unn 1 pas B HEReno), a TAKXe HOBbIM, BLIBOAAWMIA M3BLITOK Xenesa npenapar
necdbepasmMpoke, KoTopbid yaobeH cnocobom npuema — BHytps 20 mr/kr
B CYTKM.

AHTUMUKpOGHOS Tepanus. BonbHbIM € TXenoit rpaHynouutoneHuen
(< 0,5x10?/n) HasHauaercs [-KKCD, crumynupylowmin rpaHynoumtonoss, Ho
He BMAIOWMIM HQ APYrME POCTKM KPOBETBOPEHHS.
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BonbHbim AA ¢ rnyGokoit HelTponeHuen M NMXOPAaKOH NOKA3AHA Tepa-
MWS AHTUBMOTUKOMM LWMPOKOTO CMEKTPA AEMCTBMS MOA KOHTPONeM GakTepuo-
NOTUYECKOTO WUCCNEAOBAHMS KPOBM M MOYM, OBA3ATENLHA M3ONSALMS GOMbHbIX
B CTepunbHble nanatbl. AHTUGMOTMKM HEOBXORMMO HA3HAYATH MPU CHKEHMM
Heltpocpunos po meree 0,5x 10°/n Bcem GoOnbHLIM, MPUYEM MPU HOPMAmb-
HOW Temreparype Tend UCronb3oBATh MPOCPMNCKTUYECKME AO3bI, MPU NOAbEME
sbiwe 37,5 °C — ucnonssosats yedpanocnoputsl 3-ro U 4-ro NOKONEHH, ToMb-
KO MOKCHUMANbHblE eYeGHbIE AO3bI.

B cnydae orcytcreus adodpekta o1 aHTMOAKTEPUANLHOM TEPANUU Y NKUXO-
PAAWMX GONbHbLIX 0BS3ATENLHO MPOBOAMTCS OBCIEAOBAHME HA ACMeprunnes
(ranaKkTOMaHHGH B CbIBOPOTKE), MHEBMOLMCTHYIO MHAPeKLmio (GpoHxocKomnms
¢ 6poHXOanbBEONIPHLIM NaBaXeM), repnetnyeckyto uHdpekumio (MLP 8 cbio-
potke). Haxe npu OTPULATENbHBIX PE3YNLTATAX KYMbTYPANbHbIX MCCNEROBAHMIA
MPUMEHSIOTCS  MPOTUBOrPUOKOBLIE MPENAPATh: KETOKOHA30M, donykoHason,
UTPAKOHA3ON.

lNon BAMAHMEM COBPEMEHHOM TEPANMM NEPHUOA PASBEPHYTHIX KINMHUYECKMX
MPOSBNEHNUH MOXET CMEHMTCS COCTOSHMEM KIMHUKO-TEMATONOrMYECKON KOM-
MEeHCAUMM M AaXKe MONHOM PEMMCCUM, MPU KOTOPOM MCHE3AIOT BCE MPU3HAKM
Gonesnn. B panbHeliwem cocTosHMe KMMHMKO-TEMATONOMMYECKOM PEMMCCHM
MOXET CMEHMTLCS peunanBom sabonesatus. [NonHoe BbisgoposneHne Habmio-
paetcs y 15-50% 6GonbHbix AA nocne annoTKM.

Ouetka adpdpekTMBHOCTM NeveHus nposoantes yepes 3, 6, 9, 12, 18
M 24 Mec. OT HOYANA TEPANMKM U UMEET CNIEAYIOWME KPUTEPUM:

v’ pemuccns (MOMHQS, 4QCTMYHAA) — MONHQS/YOCTUYHAS HOPMANK-
3aums nokasateneit kpoeu (remornobun > 100 r/n, rpaHynouu-
i > 1,5x10%/n, tpom6oumtei > 100x 10°/n) u orcyrcremne sasmcu-
MOCTH OT reMOTPaHCARY3UH;

v’ KNMHUKO-TEMATONOTMYECKOE YNydllieHMEe — YNydllleHMe NoKa3aTene
kposu (remornobun > 80 r/n, rpavynoumtsl > 1x10°/n, Tpombo-
umtel > 20x 10%/n) u otcyTcTBMe MM yMEHbWEHME 30BUCUMOCTM OT
reMOTPaHCADY3HiA.

Teyenue u MNPOrHos

Oo ucnonssosarms TKM u nmmyHocynpeccueHoit Tepanmu 25 % Gonb-
Hbix AA ymmpanu B TeueHne 4 Mec. OT MOMEHTA AMATHOCTMKM 3a60NEBaHMS,
a MeHee NonoBuHbl Xunu Gonblue roga. TKM npusoauT K sHauMTEnsHOMY ynyu-
weHuo nporHosa npu AA u usnevernio 75-80% GonbHbIX, HE MOMYYOBLIMX
TPAHCPY3MM komnoHeHToB kposk, U 55-60 % GonbHbIX, KOTOPLIM TPAHCHY3UM
npoBoAMnmCh. VIMMyHOCYNpPeCcCHBHAS TEPANMS BbI3bIBAET MOMHYIO MMM HACTUY-
Hylo pemuccuio y 50% GonbHbix, ogHako y 15% n3 Hux passusaetcs peuu-
nvB 3abonesanus. bonee toro, Ha dooHe noutn 10-netHelt nonHoM pemuccum
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sa6onesanus y 40 % GonbHbIX MMEIOWMIACS RECDEKT CTBONTOBOM KNETKM MOXET
NPOSIBMTLCS PA3BMTUEM NAPOKCM3MANbHOM HOUHOM remornobunypumn, MAC unu
OCTPOro MMENOGNACTHOTO NENKO3a.

Mpu pMarHocTuke 306ONEBAHMS NMPOrHO3 BO MHOTOM 3ABMCMT OT abcontoT-
HOTO 4MCNA HEHUTPOCOMNOB M TPOMGOLIMTOB. MCKMIOUMTENLHO MNOXOM MPOTHO3
y GOnbHbIX C MOCTTENATUTHON AMNA3UEN.

10.3. lNapumanbHas KPACHOKNETOYHAS ANNA3us

MapumnansHas kpacHoknetouHas annasus koctHoro mosra (MKKA) — sa-
6oneBaHMe UM CMHAPOM, KOTOPbIA KNMHAYECKM M NABOPATOPHO MPEACTABNEH
ry6oKoi aHemMMi M M3BMpaTensHol (uMcToM) annasuei TOMbKO KPACHOTO
POCTKA KPOBETBOPEHMS, T.€. TAXENON HOPMOXPOMHOM OHEMMEN C HMSKMM
YPOBHEM PETUKYNOLIMTOB, OTCYTCTBUEM MM PE3KMM CHMUXEHWMEM YMCNa SpH-
TPOKAPMOLIMTOB B KOCTHOM Mo3re 6e3 ero obueit rMnonnasmm, COXPaHHOCTbIO
nenko- U TPOMBOLMTONO33d, BLICOKUM COAEPXAHMEM Kenesd B ChIBOPOTKE,
OTNOXEHMEM ero B OPraHax 1 Koxe, MOTPeBHOCTbIO B TPAHCDY3MAX SPUTPOLIM-
oB. [TKKA B namonatmueckon dpopme BbICTYNAET KOK COMOCTOATENbHOE 3a60-
neBaHMe, B CUMMTOMATMYECKON dPOPME — KOK CMHIPOM M COYETAETCA C ApYyrit-
mu sabonesanmammn (A.B. Mushuk, 2005). Mpu MKKA onpepensertcs txenas
HOPMOXPOMHQS TMMOPEreHePATOPHAS GHEMWs C HOPMAMbHLIMK (MpK OTCYyT-
CTBUM ANUTENBHOrO AHOMHE3a 3AGONEBAHMS) PASMEPAMMU NMEYEHN U CENE3EHKM.
Taknm GonbHbLIM MPOBOAWTCS MCCNIENOBAHME KOCTHOMO MO3TA: B MMENOrpamMme
HaGMopaeTcs OTCYTCTBME KNETOK KPACHOTO Psiad, B TpenaHo6uontate — co-
XPAHHOE COOTHOWEHME ARPOCOAEPXALMX KNETOK M KMPOBOrO KOCTHOFO MOS3-
rd, OTCyTCTBUE SPUTPOKAPUOLIMTOB.

Mexanuam paseuts NKKA csssaH ¢ 06pasoBaHMeM aHTMTEN NPOTUB
3PUTPOKAPMOLIMTOB — MPEALIECTBEHHMKOB 3puTpoLMToB. Hanbonee uacro
naTtonormMyeckue AyTOQHTUTENA BbIPABATLIBAIOTCS MPU CUCTEMHBIX GONE3HSX
coefinHuTensHoi TkaHu (pesmatomprbiii aptput, CKB), xponuueckux renatu-
TOX, U3ONMPOBAHHOM NErOYHOM FrEMOCHAEPO3€e, FEMOPPArMYECKOM BACKYNUTE.
O6HapyxeH cneundpunueckuin Bupyc (napsoeupyc B19), nopaxatowmi nabu-
PATENbHO SPUTPOKAPHUOLMTbI KOCTHOTO MO3ra u Bbidbiatowmit [TKKA, kotopbiit
otHocutes Kk PHK-copepxxawmm upycam. Mapeosnpyc B19 nepepaertcs sos-
[YWHO-KAMENbHLIM MyTEM MW TPAHCOY3MOHHO, MHAPULIMPOBAHME MPOSBASET-
cs npusHakamu OPBM, B naGopatopHbix Tectax onpepensetcs nerkas Hop-
MOXPOMHQS TUMO- UK APETeHePATOPHAS GHEMMS.

@opmbi TKKA:
MaMoNaATUYECKas;
v’ BpoxpeHHas (Hacnencraennas) [Naitmonna—bBnekdpara;
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v ayToumMyHHas remonutuueckas aHemus (AMTA), npotekatowas Kak
MKKA,;

v" TIKKA 8 codetanmm c M-rpapnentom;

v/ BTopMuHas (cMMNTOMATUueCKas).

Mouonatnueckas NMNKKA

3abonesaHne fEGIOTUPYET C MOCTENEHHOTO MOSBIEHMS M NPOrPECCHUPOBa-
HMs cMMNTOMOB aHeMMM. OCHOBHbIE XANOGbI OBYCNOBNEHb HM3KOM KOHLEHTPA-
LMell remornobuHa: ronoBoKpyxXeHue, cnabocTh, «MYLKM» Neped Masamu,
cepauebuerme, ofbiwKka npu donsmueckoit Harpyske, xopsbe. Kak npasuno,
npu oBpaLleHMM K remMaTonory yxe Ornpefensercs TAKXenas HOPMOXPOMHAS
rMNOPereHepaToOPHAs GHEMUs C HOPMAMbHBLIMK (MPU OTCYTCTBUM ANMTENLHOTO
QHOMHEe3a 3060MeBaHMs) PA3MEPAMM MEYEHN M CeneseHKM. TsKeCcTb aHeMMu
06YyCNoBNMBAET TAXKENOE COCTOSHME BOMbHBIX, HAMMYME Y HUX OfbILKM B MOKOE,
MPU3HOKOB CePAEYHO-COCYAMCTON HEAOCTATOUHOCTH.

[ns ycTaHoBneHus g1MarHo3a HeobXoaMMO NPOBECTM MCCNEROBAHME KPOBH
HQ PETUKYNOLMTI, CTEPHANbLHYIO MYHKLMIO M TPENAHOBMOMNCHIO, MCKNIOUMTL re-
MONUTUYECKMIA XAPAKTEP AHEMMM, OBCNEROBATb HO HAMUYME OHKONOTMUYECKOTO
M CMCTEMHOTO BOCMANMUTENLHOTO 3A60NEBAHMS, TUMOMSI.

OcHosHbiM MeTopOM s1eyeHms GonbHbix Mpnonatnyeckoi [MKKA ssnsetcs
30MECTUTENbHAS TEMOKOMIOHEHTHAS Tepanus. YuMTbiBas MOCTOSHHYIO 3QBM-
CUMOCTb GOMbHBLIX OT IOHOPCKMX 3PUTPOLIMTOB, TOKOE NEYEHME MPOBORMTCS
[NUTENBHO, YTO POHO MMM MO3MHO MPMBOAMT K MMMYHM3ALWMM, T.e. nosene-
HUIO QHTUIPUTPOLIMTAPHBIX CGHTMTEN M HENEPEHOCUMOCTM TeMOTPAHCDY3MA.
CeHcnbunmsaums M3OOHTUTENOMM BbI3LIBAET THXENbIE MOCTTPAHCHY3UOHHbIE
OCNOXHEHWs (rMnepepruyeckas NMXOpPaaKa, 03HOB, KpanusHMLA), TPaHCdy-
3MM CTOHOBSATCA HE3PCPEKTMBHLIMM — OTCYTCTBYET MPMPOCT KOHLEHTPALMM
remMorno6uHa. EaMHCTBEHHBIM METOROM MPOCOUNAKTUKM M3OCEHCMOMIM3ALIMM
SIBAETCS M3HAUYALHOE BLIMONHEHME TPAHCHPY3UOHHOM TEPAMNMM TOMLKO OTMBbIThI-
MM SPUTPOLIUTAMM (OUMLLEHHBIMU COU3MONOTMYECKUM PACTBOPOM OT MPUMECei
nnasmbl M paspyleHHsix knetok). [pu passutum ceHcGunmsaumm K FOHOp-
CKMM 3PMTPOLIMTOM HEOGXOAMMO MPOBOAMTL TPAHCAPY3UM TOMLKO SPMTPOLIM-
TApHOM Maccoit no nopbopy (c NpeaBapMTENsHOM NPOBEPKON COBMECTUMOCTH
SPUTPOLIUTOB JOHOPA W MNA3MbI PELMMUEHTA), YMEHbWNTL KONMYECTBO M3OAH-
TUTEN MOXHO C nomolbio nnasmadpepesa. [pu passuTUKM pesnCTEHTHOCTM
K reMOTPaHCPysmMsIM (paspylieHne nepenmTbix SPUTPOLMTOB U3OAHTUTENTMM,
OTCYTCTBME MPUPOCTA FEMOINOGUHA) BO3MOXHO MPOBEAEHME CMEHIKTOMMM.

[pyr1mi oTAANEHHbIMK NOCTTPAHCAOY3MOHHBIMM OCNOXHEHMSIMM, KOTOPbIE
HensBeXHbl M B PSAE CNYYaEB BbI3bIBAIOT CMEPTh MALMEHTOB, SBASIOTCS TPAHC-
MMCCHUBHbIE MHADEKLMM (BUPYCHbIE FENATUTLI) M BTOPUUHBIA MOCTTPAHCAPY3MOH-
HbIl remocupepos. [latoreHes remocuaeposa CBI3AH C HAKOMNEHUEM Xenesd
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B OPraHax petukynosHpoten1ansHoi cuctemsl (PIC: neueHs, ceneserka, koct-
HbII MO3r), KOXe, HOAMOYEYHUKAX, NEerkux, cepaue. [Ans BTOpUMYHOro remocu-
[epO3Qa XAPAKTEPHbI CEPO-3EMIMCTbIA OTTEHOK KOXM, YBEMYEHME NEYEHN U Ce-
Ne3eHKM, HaNMuMe CUMMTOMOB MOPAXEHMS APYTUX OPraHOB (HORMOYEUHNKOBAS
HElOCTATOYHOCTb, MHEBMOCKNEPO3, KAPAMOMETANMs, CepAeYHO-COCYANCTAs
HegoctaToyHocTs). Ans NpodomnaKTUKM M NEYEHUs TEMOCMAEPO3A HEOBXORNM
MOHMUTOPMHT CbIBOPOTOYHOTO CPEPPUTHHA, U MPHU YBENUYEHUN ErO COREPXKAHMS
6onee 1000 mKkr/n NOKA3aHO HO3HAYEHWUE XENATOPHOM Tepanuu (pedpepok-
CaMuH, pedbepasmnpokc).

MporHos npu upnonatnyeckon NKKA neGnaronpusthbiit. [Mpaktyecku
BCe GOMbHbLIE YMMPAIOT M3-30 MPOrpPeccUpyloleid aHEMMM, MOCTTPAHCADY3H-
OHHbIX OCTIOXHEHUH, ocTporo neitkosa. Bo muormx cnyuasx MKKA ssnsetcs
nepBbiM CUMNTOMOM FeMOGNACTO3d, KOTOPbIA PA3BMBAETCS MHOTAA Yepes He-
ckonbko net ot Havana MKKA.

BpoxneHHas (Hacnepctsennas) MKKA
Nalimonpa—bnekdaHa

Brepebie onmcana 8 1938 r. Momumo npusHakos MNKKA, natonorum, ces-
30HHOM C FTEMOCMAEPO3OM Y 3ABUCHMbIX OT TPAHCADY3UI FOHOPCKMX SPUTPOLIM-
TOB GONbHbIX, BbIABISIOTCS COMATUHECKME AHOMANMM, CBA3AHHBIE C BPOXAEHHbIMM
XPOMOCOMHbIMM fedpbekTamu. Hanbonee 4acTbiMm KNMHUYECKUMM MPUSHAKAMM
anemmnn Haitmonpa—bnekdpbaHa asnsiioTcss MHPAHTUNM3M, MOHTONOMAHBIE Yep-
Tbl IMLIA, HOPYLWEHWEe OCAHKM, KPUMTOPXM3M, BnnsopykocTs. M3 ocobeHHocTel
KPOBETBOPEHMS MOXHO BbIAENMTL HANMYME SPUTPOKAPHUOLIMTOB B KOCTHOM MO3-
re, MHOrAA BMNOTb KO FMMNEPMNA3MU SPUTPOMAHOTO POCTKA, MPU 0BA3ATENLHOM
CTOMKOM PETUKYNOLIMTONEHMMU.

IleyeHne cBa3aHO C 30MECTUTENbHOM TEPANMEN SPUTPOLIUTAPHOM MACCOM
Mo NOAGOPY MM OTMBITBIMM SpUTPOLMTAMM. BosMoxHO Mcnonb3osaTts kopoTtkue
KYPCbl FMIOKOKOPTUKOMUAHOM TEPAMNUM, MMMYHOCYNPECCHBHOW TEPANMM LIMKNO-
crnopuHom A. EMHCTBEHHBIM NATOrEHETMYECKMM METOROM NEYEHMs QHEMMM
npu Gonesnn [anmoHpa—bnekdpana sensercs annoTKM, mensiowas kpose-
TBOPEHME, HO HE BbINEYMBALIOWAS OT BPOXAEHHbIX TEHETUYECKMX OHOMAIWNA.

AyTOMMMYHHOS TeMONUTUYECKAS QHEMMS, NpoTeKatowas

kak [MTKKA

Stmonorus, kak M npu knaccuyeckoir AUIA, HeussecTHa, ofHAKO 4aCTO
CBS3QHA C MPMEMOM NEKAPCTBEHHBIX CPEACTB (AHTMOMOTHKM, CYnbCPAHMNAMM-
pbl, HMBC), nepeHeceHHbIMK BUPYCHbIMM MHADEKLMAMM, BCTpeuaeTcs B gebiote
CMCTEMHOTO BOCMANMUTeNnsHOro sabonesanus (peematomnansiid aptput, CKB), -
peonauta. [Mpn paHHOM 306ONEBAHMM OTMEYAETCS COYETAHME MOBbILEHHOTO
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PA3PYLEHMS SPUTPOLMTOB U CHUKEHHOTO MX 0B6Pa3oBaHMs. OCHOBHbIMM MpH-
3HOKOMM FEMONU3A SBMSIOTCS Henpsamas GMnMpyGUHEMMS, CHUXEHME MPOROT-
XMTENbHOCTM XM3HM SPUTPOLIUTOB M CMINEHOMEranus, OAHAKO AAHHbIE MAPKEPbI
FEMOMNM3A BbIPCAXKEHbI HE3HAYUTENLHO MO CPaBHEHMIO C Knaccuueckon AUTA
B CBS3M C HWM3KOW MOCCOW LUMPKynupylowmx sputpountos. Hapywenue npo-
AYKLMM SPUTPOLIMTOB XAPOKTEPU3YETCS PETUKYNOLIMTONEHUEN HA CDOHE ruMo-
UMK TUNEePNNasUM SPUTPOMAHOTO POCTKA KOCTHOTO MO3Id, 4YTO XAPAKTEpPM3yeT
3PMUTPONO33 KAK HEIPADEKTUBHDIN.

leyenne nposoputes no nputumnam tepanmn AUFA (npepHusonoH, uu-
KnocrnopuH A, uMknodpocddamma, BUHKPUCTUH, METOTPEKCAT), HAMPABAEHHOV
Ha GMOKMPOBAHKME AYTOMMMYHHOTO MpPOoLiecca.

[NporHos sa6onesanus GnaronpustHeid. CMEpPTb HACTYNAET B OCHOBHOM
OT NPOrpPeCcCcHpPOBAHMS AHEMUMU, MHOPEKLIMOHHBIX OCNOXHEHM HA CPOHE BbIPA-
XEHHOM MMMYHOCYNPeccm.

MKKA B coyetaHumn ¢ M-rpaameHToMm

Pepkoe sa6onesanue, npossnsioweecs [MKKA u napanporennemmeis. Co-
nepxaxmre obuwero 6enka B Kposu OBbIMHO HEMHOTO nosbiweHo — 87-95 r/n;
MM NPOBEAEHUU MMMYHOSNEKTPOCPOPEST ChIBOPOTKU BbISBNSETCS MAPANPOTEMH
knaccos IgG, IgA, IgM (k- 1 A-uenu Bctpeyatotcs oguHakoso Yacto). [MNpu gaHHOM
3a60neBaHM AOKA3AH MMMYyHHBIA MexaHuam passutus [KKA, npuuem napanpo-
TEMHEMMs OMpepenseTcs 4acto kak fo nosenexus knunmkm NKKA, tak 1 nocne
ROCTUXXEHUS PEMUCCHMM OHEMUM, MHOTAC ACXKE MOXU3HEHHO.

leyeHune cBI3aHO C MMMYHOCYMPECCHBHOM Tepanmei, OBbIMHO MCMOMb3y-
€TCs MPENHM30MOH B BbICOKMX AO30X, TAK HasbiBaemas nynsc-tepanms (500-
1000 mr npeptusonora unn 20-40 mr pekcameTasoHa B/B KANensHo B Te-
yeHue 4-5 pgHein).

[NporHos GnaronpuaTHbIA, BO3MOXHbI AUTENbHbIE PEMUCCUM 3060NEBAHMS,
ORHAKO COXPAHSIOWASCS NAPANPOTENHEMMS TPEBYET MOCTOSHHOrO MOHUTOPMH-
ra, AMCMAHCEPHOTO HABMIOAEHUS Y reMATONOra Ans UCKMIOYEHMs PELIMAMBOB 30
GonesaHus, MaHudpectaLmm GonesHu COeAMHUTENLHOM TKAHM MM XPOHUYECKOM
MHdpeKUMM, TpaHcdbopMmaLmK B numdoonponudoepateHoe 3060nesaHMe.

Bropuunas (cumntomatnueckas) MKKA

MNKKA kak cuHgpom — sBNeHMe He pefKkoe, BCTPEYaeTcs Mpu CUCTEM-
HbiX GONE3HSIX COEAMHMTENLHOM TKAHM, TUMOME, 3NOKAYECTBEHHBIX OMyXOnsiX,
muenonponMdpepaTmBHLIX 3a60NEBAHMSX, HAYANEe OCTPOro Neikosd, NMMddo-
nponudpepaTmsHbix 3a6onesaHmsx (T-kNETOUHbIX TMMAPOMAX C M3ONMPOBAHHbIM
NOPAXEHMEeM KOCTHOTO MO3rd, BONOCATOKNETOYHOM NEMKO3e, XPOHMYECKOM
numcponeitkose, NMMdpoLMTOME CEneseHku 1 ap.).
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[leyeHne cBA30HO C CMMMTOMATMYECKOW TEMOTPAHCCPY3MOHHOW Tepa-
M1er, NATOreHeTUYECKOW Teparnuei, HAMPOBNEHHOM HA MMMYHOCYMPECCHIO
(MpenpHM30NOH, UMKNOCTIOPUH A, BUHKPMUCTMH, C3ATUOMPMH, METOTPEKCaT),
M CMNEHIKTOMMEN, STMOTPOIHLIM NEYEHMEM — MPOTMBOOMYXONEBbIE MPENApPa-
Tbl, TAMOM3KTOMMS.

®Dopma, seissarHHas napsosupycom 19 (PVBI9), BosnukaeT y nauneHTos
C MMMyHofedouLIMTOM, obycnosneHHbiM nmdoomoit u BMY B crapnm sropuy-
Hbix 3a6onesaHui. OcoBeHHOCTHIO 3060NEBAHMS SBNSETCA NAPASUTUPOBAHKUE
NAPBOBMPYCA B AREPHbIX KNETKAX KPACHOTO POCTKA KOCTHOTro mosra. Bupyc
CYLLECTBYET Y N1L C HOPMANbHbIM MMMYHUTETOM B TedeHne 21 pHs, 3atem anu-
MMHUPYETCS BUPYC-HEMTPanuaytowmnmmn anturenamm IgM ¢ coopmuposaHmem
NOXM3HEHHOTO MMMYHMTETA, obycnosnenHoro IgG-aHtutenamu. 3T1oT nusoR
nocne ocTpor MHAPEKLMM NPOTEKAET, KAK NOCTUHADEKUMOHHAS ACTEHMS, YPO-
BEHb reMornobuHa nocreneHHo Hopmanuayercs. [1pu xpoHuueckux Hacnep-
CTBEHHbIX FEMOIUTUYECKMX AHEMMSAX (CEPNOBMAHOKNETOYHAS M APYTME FEMOTNO-
GMHOMATMM, MMKPOCEPOLIMTO3 M APYrMe MEMBPAHONATUM) C YKOPOYEHUEM
MNPOROMKMUTENLHOCTM XXM3HKM SPUTPOLIMTOB BbIKIIOYEHWUE SPUTPOMNOI3A HA 3 HeR.
He NepeKpPbIBOETCS HOBOM MOMYNSLUMEN SPUTPOLIMTOB, BOZHWUKAIOT «AMNACTUYE-
CKME KPW3bl» O CTEMEeHW GHEMMYECKOM KOMbI, KOTAd MO XM3HEHHbIM MOKa-
3QHMAM NEPENMBAIOTCS OHOPCKME BPUTPOLMTEL. Y KL C MMMYHOREOULIMTOM
(BUY-uHdpekums, MOBTOpHbe KypChl MONMXUMUOTEPANMM, TPAHCTNAHTALMS
OPraHOB M TKAHE) HaBMIOAAETCs MEPCUCTEHLMS BUPYCA B TEYEHUE MHOTHX Me-
caues. [Ing neyerus PVYB19-uHdpekumm NpuMeHsIOT BHYTPMBEHHbIA AOHOPCKMIA
MMMyHOTNOBYNMH B fo3e 5 1 Genka B CyTku B TedeHne 7—14 gHel, KOTOPbIi
ucnonsayetcs M npu peaktmsaumm uidpekumm (Mushmk A.B., 2013).

Mportos MKKA 3aBucKT OT cpoka YCTAHOBAEHWS OCHOBHOTO 3aGonesa-
HWS 1 ero KypabenbHOCTH, XOTS TAXENas aHeMus SBASETCS OOKTOPOM NNOXOro
MNPOrHO3a MPU NEYEHMM BCEX 3NOKAYECTBEHHbIX MPOLIECCOB, OT HANMYMS MOCT-
TPOHCAOY3MOHHBIX OCTIOXHEHMI (TPAHCMUCCHBHbIE MHADEKLIMM, FEMOCHAEPOS,
PE3UCTEHTHOCTb K TEMOTPAHCAPY3MSM), MHIDEKLIMOHHBIX OCTOXHEHMIM HA dpoHe
MMMYHOCYNPeCcCHu.

10.4. Muenoancnnactniecknit CUHAPOM

MIC o6veaunsier rpynny npuobpeTeHHbIX 3060NeBAHUA KPOBETBOPHOIA
CUCTEMBI, NPU KOTOPOW NATONOrMYECKMIA MPOLECC HAYUHAETCS HO YPOBHE MO-
NUNOTEHTHOM CTBONOBOM KNETKM M MPOSIBNSETCA HAPYLWeHUEM nponudpepaumm
W AncbdbepeHUMpPOBKM KNETOK OAHOrO, ABYX MM TPEeX POCTKOB KPOBETBOPE-
HWS C MX Nocnenytowen rubensio B KOCTHOM Mo3re (HeadddPeKTUBHbIN 2PUTPO-
noss).
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B omuune or AA npu MIC creonoebie KnetkM MPUCYTCTBYIOT B KOCTHOM
Mo3re BOnbHbIX, XOT OHW CPYHKLMOHANLHO HenonHoueHHbl. KocTHbi Mo3r npu
MJC uawe 6GbiBaET runep- MMM HOPMOKNETOUHBIM, PEXE — UMOKNETOUHbIM,
TOTAQ KOK B Nepudpepryeckon Kposu OGHAPYXMBAETCS PeddpAKTEPHAs aHe-
MMS U, HEPERKO, NeNKO- U/ Min TPOMBOLMTONEHNS.

Snupemmonorms

3abonesaemocts MC cocrasnser 3—-15 cnydaes Ha 100 000 Hacene-
HWs, M yacrota ero nosbiwaercs go 30 cnywaes y mopein crapwe 70 net
n 70 cnyyaes — B Bospacrte crapwe 80 ner. CpepHuit Bospact GonbHbIX —
60-65 ner, y pereit MIIC Bcrpeyaercs kpaitHe pepko.

DTUONOrUS U NATOTEeHEes

B ocHoBe dpyHKUMOHANLHOM NATONOMMM MONMMOTEHTHBIX CTBOMOBBIX KNETOK
NEeXAT XPOMOCOMHbIE U3MEHEHMs, KOTOPbIE OBHAPYXMBAIOTCS Y GOMbIWMHCTBA
6onbHbix MAC. OHK MMeIoT KNOHANbHBIA XAPAKTEP, QHANOMMYHbIA LIUTOrEHETH-
YECKMM MBMEHEHMSM MPH NERKO3aX. XpoMocomHbie uameHenus npu MAC pas-
HOOBPA3HbI M BKMIOYAIOT TPAHCNOKALMIO, MHBEPCUIO M AENELIMIO XPOMOCOM.
K Hanbonee xapaktepHbiM OTHOCATCA: TpMcomms 8, MoHocomms 5, MOHOCO-
mus 7, peneums Y-XpOMOCOMI, Aeneuus anuHHoro nneva 7 (7g-), 11 (11g-),
13 (139-), 20 (20g-), a Takxe tpaHcnokaumu 1(1;3), 1(5;7), t(2;11), 16;9),
1(11,27), nusepcus xpomocombl 3. Y 20% GonbHbiX HABAIOAAIOTCS MHOXE-
CTBEHHbIE HOPYWeEHUs. YacTo BCTpeyaeTcs aeneums ANMHHOTO MNeYd XPOMOCO-
Mol 5 (30 % GonbHbix). Mpuyem yCTAHOBNEHO, YTO C 3TUM MIEYOM XPOMOCOMbI
5 yTpauMBaIOTCA reHbl, OTBEYAIOWME 30 CMHTE3 MHOTMUX POCTOBBIX (PAKTOPOB,
B 1.4. [MKC®, MN-3, UN-4, U5, UI-6, u MHOTUX ppyrMx Guonormyecku
OKTUBHbIX BELWECTB, PETYIUPYIOWMX KPOBETBOPEHME.

®Dopma ¢ NopobHOM XPOMOCOMHOW naTonoruei Guina AAXe BbigeneHa
cpean GonbHbix MAC B cuHgpom 5g—, KOTOpPBIM Yalle BCTPEYAETCS Y XKEHLUMH,
XOPOKTEpPU3YETCS PedPPaKTEPHON MEranoGiaCTHON OHEMUEN M PEAKO TPAHC-
doopmupyeTcst B oCTpbIi Nneiikos (< 5 % GonbHbiX).

[pUumHbI, BbI3bIBOKOWME XPOMOCOMHYIO NaTonoruio, HescHsl. B pspe cnyua-
€B NPeanonaraeTcs AeNCTBUe TAOKMX MYTAreHHbIX dOAKTOPOB, KK MOHMU3MUPYIO-
Was PARMaLMS, REHCTBUE XMMMUECKMX U NEKAPCTBEHHbIX GFeHTOB.

BosHMKWOS B KOCTHOM MO3re B OOHOM MOMMMNOTEHTHOM CTBONOBOM KNneTke
LMTOreHeTMYeCKas natonorus, obycnosnueaowas B AANbHEMWEM PA3BMTUE
MIC, cnocobHa BOCNPON3BOAMTLCS B MOTOMKOX MYTMPOBOBLIEH CTBONOBOM
Knetku, cpopMHpys TOKUM OBPO3OM MNATONOrMYECKMM KNOH, KNETKU KOTOpO-
ro He CMoCoBHbI K HOPMANLHOM nponudpepaunn U AndpdoepPeHUMPOBKe, HTO
BHelWHe NPOSBASETCS X MOPCPONOrMYECKO AMCMNA3MEN M NOCTEenyIolen KOCT-
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HOMO3roBoM rnéensio (HeadpdpekTUBHbINA 3puTPONoa3). YetaHosneHo, uto 75 %
koctHoro mosra npu MIAC umetor CD95, mapkep 3anporpamMmmpoBaHHOI
KNETOYHOW rMBenn — anonTosd. DTO BbI3bIBAET PASNMYHBIE TUMbI LIMTONEHMI
B kpoeu GonbHbix MAC.

Knunuka

Knuunueckas kaptmia MIOC He umeer cneumdoniecknx ocobeHHOCTENM.
OCHOBHbIE CMMMTOMbI 3QBUCAT OT TMYGUHbI M COYETAHMS MOPCXKEHUA POCTKOB
kposeTopeHms. OCHOBHbIM MPU3HAKOM GonesHH sBnseTcs PedoPaKTEPHbIA aHe-
MMYECKMIA CHHAPOM, MPOSBNSIOWMIACA HAPACTAlOWed CNaBGOCTbiO, MOBbILEHHOM
YTOMNISIEMOCTbIO M [PYIMMM CBOWCTBEHHBIMM OHEMMM CMMMTOMAMM. Y GOMbHBIX
MIC c neiikoneHuen HepeaKo BO3HMKAIOT MHADEKLIMOHHbIE OCTOXHEHMs (GpoH-
XWTbl, MHEBMOHMM M AP.). Memopparuyeckuit cMHOpPOM BCreacTeme TpomGoLMTO-
neHnn Habniopaetcs y 10-30% GonbHbIX, NPOSBNSETCS KPOBOMIMMAHMSIMM HA
KOXE M BMAMMBIX CNM3UCTbIX, KPOBOTOYMBOCTHIO IECEH M HOCOBBIMM KPOBOTEYE-
HUAMM.

Kakom-nnbo xapakrepHoi oprantoit naronorum npu MAC Het: nepudpe-
pu1yYecKkme TMMAPATMYECKME Y3Mbl, MEYEHb U CENE3EHKA HE YBENMUYEHDI.

[llabopaTtopHble faHHbIE

AHeMMs Pa3NUUHONM CTEMEHM BbIPAXKEHHOCTM HABMIORAETCS MPAKTUYECKM
y scex 6onbHbix MAC 1 yawe Hocut makpoumtapHslid xapaktep. OueHs peako
HAGNIORAETCS MNOXPOMMS dpUTPOLMTOB. Hepepko mpucyTcTytoT anmunToLm-
Thi, CTOMOTOLMTbI M OKAHTOLMTbI, O TAKXe 6a30CoMIbHAS MyHKTALMS M TenbLa
Xonnu B aputpoumtax. B kposu MoryT GuiTb sppOcopepXaLMe KNeTKM KPACHO-
ro psad. Yncno petvkynoumTos yate CHUXEHO.

Y 28-43 % GonbHbIX B QHANM3AX KPOBM BbISBISETCS CTOMKAS HEUTPOMEHMS,
MPMYEM ANS TPAHYNOLMTOB XOPAKTEPHO HANMWYME MCEBROMENbrEPOBCKON QHO-
MQnuu (NeRKOLUTSI C ABYXAONLYATLIMM SAPAMM U AErPAHYMSLMENR LUTOMNA3MSI).

Tpombouutonenus scrpedaercs y 50 % Gonbrbix MOC. Cpean tpomGoum-
TOB OTMEUQIOTCS TMFOHTCKME M erPaHyNMPOBAHHbIE POPMbI. Y 4acT GonbHbIX
MIC B kpoBK MOryT GbiTb GNACTHbIE KNETKM.

Kocthbiit mo3sr npu M[IC o6bi4HO rMNepKneTouHblid, HO MOXET GbiTh
HOPMOKNETOUHbIM, O B PEfKMX Cly4asx — faxe runoknetodHbiM. OpHako
BCErAA MPMUCYTCTBYIOT YepTbl AM33PUTPONOI3A: MeranobnacToMaHoCTb, MHO-
roffiepHOCTs 3PUTPOBNACTOB, HAMUYME MMTO30B, MATONOrMYECKUX AENEHMIt
M SAEPHBIX QHOMOMMM, MOCTMKOB MEXAY HMMM, GA30COMNLHAS MyHKTALMS
M BOKYONM3ALMS LMUTONNA3MBI. Y 4ACTH GOMbHBIX B KOCTHOM MO3re MOBbILEHO
cofepxaHue cMpepobnactos C KOMbLEBbIM PACMONOXEHUEM TPAHYN Xenesd
BOKPYT P KNETKM.
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Hapywenue pndodpepeHUMpoBKM MPERWECTBEHHMKOB SPUTPOLIMTOB MpPH
MIOC nposisnsetcs nosbiweHHbIM copepxatmem B Hux HbF (ypoeeHs kotoporo
B 3PENbIX SPUTPOLIMTAX HOPMAbHBIA) M HAMMYMEM B SPUTPOBNACTAX NEPOKCH-
AO3bl M WeEeNno4HoM dpocddaTasbl, YTO XAPAKTEPHO ANsS HEMTPOTOUIOB.

[ucrpaHynountonoss B KOCTHOM MO3re MPOSBASETCS 3AAEPXKKON CO3PEBa-
HWA FPAHYNOLMTOB HO YPOBHE MMENOLIMTOB, HOPYWEHWEM NPOLIECCA MPAHYTSLIMM
LMTONNO3Mbl M CHUXKEHMEM OKTUBHOCTM ILENOYHOM doCddaTasbl, YTO CBMAETENb-
cTByeT 06 1x dPYHKLMOHAIbHOM HEMOMHOLEHHOCTH, YOCTO BCTPEYAETCS MMMO- MK
rUNepcerMeHTaums Saep HEMTPOdoMNoB.

[ducMerakaprounTonoas XapakTepuayetcs NpeobnaaaHuem MUKPOOOpM W
HOPYLEHHO OTWHYPOBKOM TPOMBOLIMTOB.

Mpn Hekotopbix cpbopmax M[C Bbisensercs MOBbILEHHOE COREPXAHWE
B KOCTHOM Mo3re 6nactHbix knetok (5-20 %).

lMpu rucTonornyeckom MCCNEROBAHMM KOCTHOTO MO3Id, MOMYYEHHOTO METO-
nom TpenaHobuoncum, y 6—15% naumeHTos, No pasHbIM AAHHbIM, MOBbILEHO
06pa30BAHME PETUKYNMHOBLIX BONOKOH, MPUYEM PE3KO BbIPOXKEHHbIH MUENo-
dubpos Habmopaercs y 10-15% GonbHbix MAC. Stomy sapuanty MAC, xa-
pakTepuaytolemMycs 6ornee BbIPAXEHHOM MNepniasMen M AMCrnasmuen Knetok
merakapuouutapHoro poctka ¢ nodtn 100%-M HanMumeM XpPOMOCOMHbIX GHO-
MO, CBOMCTBEHHbI GONEE BLIPAXKEHHAS OHEMMS, TPOMBOLMTOMEHUS U OTHO-
CUTENbHO KOPOTKAS MPOROMKMTENLHOCTb XM3HM BGOMbHLIX (MEAMAHA BbiXMBAE-
moctn — 9-10 mec.).

Kputepun puarnosa

IMarHoctMka ocHoBLIBAETCS HA HANMYMKM PECPPAKTEPHOM OHEMWM, YCTOM-
4YMBOWM K Tepanuu BUTAMMHOM B,,, dbonuesoit kucnotoit 1 xenesom, kotopas
HEPENKO COYETaETCs C HEUTPO- M TPOMBOLIMTONEHMEN M BbISIBIEHMEM B MYHKTO-
Te KOCTHOTO MO3rd MOPdPONOrMYECKMX MPU3HAKOB AMCTEMONO33a (HApPYLWEHMs
CO3PEBAHMS KPOBETBOPHBIX KNETOK).

Knaccudoukauyms

B Hacroswee Bpems B KIMHMYECKOW MPAKTUKE WMCMONbIYIOTCA [BE KNACCH-
doukaumnn: Dpaxko-amepukaro-6putanckoin rpynmnsi (FAB) 1991 r. u Bcemnp-
HOM opraHusaumm sppasooxpaerus (BO3) 2008 r. (rabn. 10.2).

OndbdbepeHumanbHbelii aUaArHos

PA uauwe Bcero npuxoputcs audbdpepeHUMpoBaTh ¢ BUTAMUH-B - u dpoo-
nneBoaedPULIMTHON GHEMMEN, NPU KOTOPLIX TAKXE MMeloTCs MeranobnactHoe
KPOBETBOPEHME M MOPCPONOTUYECKME NPUIHAKM AMCMINA3MM KNETOK KPACHO-
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ro pocTka, CBMAETENbCTBYIOWME O HEIdOdPEKTUBHOM apuTpOnoase. beictpbie
KNMHWAYECKMI M reMATONOTMYECKMI OTBETHI HQ TEPANMIO BUTAMMHOM B, unu
doonMeBoN KUCNOTOM YKA3LIBAIOT HO MPUUYUHHYIO B3OMMOCBS3L MEXAY OHEMM-
el U AedPULMTOM STUX BUTOMUHOB.

PAKC Heobxoanmo andpcbepeHumpoBats ¢ NpUMOGPETEHHOM Cuaepo-
6nactHoi aHemmnei, 06yCnoOBNEHHOM XPOHUYECKOM CBMHLIOBOM MHTOKCMKALIM-
ei. PLUM[, npu kotopoi umeertcs naHumtonewus, Hanomunaer AA. Hannuue
HOPMQITLHOM KIETOYHOCTH KOCTHOTO MO3rd C MOPCPONOrMYECKMMM MPU3HAKA-
MM BMCMMENONO330 NO3BONSET NPABMNLHO BEPUAPULMPOBATL AUATHOS.

Mnonnactuyeckuit sapuant MAC otamumts ot AA 3HauuTensHo TpyaHee.
B nonsay runonnasuun npu MAC roeopst HannuMe XpOMOCOMHOM NATONOTHH,
orcytcTytowen npu AA, BbiCOKOe COREPXAHME HO FrEMOMO3TUYECKMX KNETKAX
npoanontotyeckux 6enkos (CDP5) u Huskuit yposeHs wenouHoi dpocdpara-
3bl B rpanynoumtax npu MAC B otnnume ot HOPMANLHOTO COREPXKAHMS BTOrO
depmenta npu AA. MIC ¢ n3bbitkom 6nactos OTIMYAETCS OT OCTPOrO Nnet-
KO3 MO KONMYECTBEHHOMY COREPXAHMIO BNACTHBIX KNETOK B KOCTHOM MO3re:
BCe cny4au ¢ 6nacrosom 6onee 20 % paccMaTpUBAIOTCS KAK OCTPbIMA NeiKoa.

leuenune

Cumnromartmyeckas tepanus. Bepywee mecto s nevernn MAC sanmumaer
MOAAEPXMBAIOLIAS TEPAMMS, B NEPBYIO OYEPEab NEPENUBAHME SPUTPOLIMTAPHOI
MOCChI, COMPOBOXAAIOWEECs BBEAEHUEM AEPEPOKCAMMHA UMK Aeddepa3MpPOKCa
Ans yRaneHus uabbiTka xenesa. [lepenvBaHne SpUTPOLIMTAPHOM MACChI MOKa-
30HO NMPU CHUXEHWU YpoBHs remornobura po 80 r/n u MeHee, a yacrota ero
3QBMCMT OT AMHOMMKM NoKa3aTtenei KpacHom kposu. [ins Gopbbel ¢ remopparm-
YECKMM AMATE30M WCMOMb3YeTCs BBEEHME TPOMBOKOHLEHTPATA, MOKA3AHMS Te
xe, 4to v npu nevernn AA. Tpu MHAPEKLMOHHBIX OCTOXHEHMSX, OBYCTOBNEHHBIX
FPAHYNOLMTONEHMEN, MOKAZAHO BBEAEHME AHTUGHMOTUKOB.

NatoreHetyeckas Tepanus 3ABMCMT OT KOMMYECTBA OGNACTHBIX KNETOK
K KocTHOM mosre. [Tpu BbipaxkenHom 6Gnacrose (>10%) Heobxomnmo pery-
NAPHO MPOBOAMTL CTEPHAMbHBIE MyHKLMM, YTOBbI MCKIIOYMTL TPAHCPOPMALIMIO
MIC 8 octpbiit neitkos. Mpu ysennuennn GnactHsix knetok Gonee 20 % tepa-
MW NPOBOAMTCS MO MPOTPAUMMAM NIEYEHUs OCTPOrO NENKO3a.

Mpn konuuectee GNACTHbIX KNETOK B KOCTHOM Mosre ctoiko Huxe 20 %
ANS MPUHSTMS PELIeHUs O TAKTMKE NeveHus HEOBXORUMO MPOBECTH TPEnaHO-
BM1oncHio, KOToPas NO3BONSET YCTAHOBUTH KNETOYHOCTb KOCTHOrO Moara. [ocne
storo tepanus MOC moxer GbiTb HAMPABNEHA HA CTMMYNUPOBAHME KPOBE-
TBOPEHMS MPM MMMOMIA3UU KOCTHOTO MO3Id (PEKOMBMHOHTHBIA YENnOBEYECKMi
sputponoatmi — pudl1O), MMMyHOCynpeccuio Ans OKTMBALMM CTBONOBbIX
knetok (AT, UMKNOCMOPHH), CHUXEHWE FeMONM3a M CEKBECTPALMIO KIETOK
Kposu (crineHaktomus). [Mpu runepknetoursix Bapuantax mnu dpopmax MOC
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c 6nacrosom Gonee 5 % neveHne ROMKHO BKMIOYATH MOACBIEHHUE OMYXONEBOro
pocta (xummnorepanuio). B Poccun HanGonee nopxopswmit anroputm ssiGo-
pa tepanmn MAC cdopmynmposaH B [eMaTonornyeckom Hay4HoM LEHTpe
(B.I'. Casuenko, A.B. Koxno, E.H. Maposuunukosa, 2012), cxema kotoporo
ykasana B tabn. 10.3.

B nocneprue ropsl Ans ctumynsumm sputponossa y GonsHeix MAC uHorpa
ycnewHo mcnons3ytorcs npenaparsi pu1O, kotopble 0co6eHHO 3dpdPeKTUBHbI
MPM HM3KOM KOHLEeHTpaLmu B kposu HatueHoro MO (< 500 ep./mn). pudMO
pekomeHpyetcs npumensTs B fose 10 000 ME 3 pasa B Hepento MOAKOXHO Wi
30 000-40 000 ME 1 pas3 B Hegento (Mpu UCMONb3OBAHMM MPONOHMMPOBAHHbIX
dopm 3MO). Tepanus cuntaercs acpdPEKTUBHOM NPU NPUPOCTE FrEMOrNoGHHA
Gonee yem Ha 10 r/n 30 4-8 Hep. MM CHUXEHWUU 3ABUCHMOCTH OT TEMOTPAHC-
doyami. Llenesas koHueHTpauus remornobuta — 120 r/n. Yepes 2 mec. neve-
Hus puDNO coobuwaertcs o nonoxutensHom acpdoekre y 41,6 % naumentos ¢ PA
ny 76 % naunentos ¢ PAKC, npuuem k 6-My Mecsuy atoT adpdpekT coxpaHsercs
y 33 1 58 % GonbHbix cootsercreeHHo. Takum o6pasom, Hanbonee adpdpekTms-
HbiM npumererne MO okasanock y GonbHbix npr PAKC-sapuante MAC.

Y 30-50% 6GonbHbix MAC TxecTs TpPOMBOLMTONEHNUM MOXET BbiTh BPE-
MEHHO CHMXEHd BBEAEHMEM MHTEPdIEPOHO-(, YTO MO3BONSET M3Bexarth ar-
NOMMMYHM3ALMK, OBYCNOBNEHHON BBEAEHWEM TPOMBOKOHLEHTPATA. Tepanus
rntokokopTkonaamu npu MIOC HeadbdpeKTMBHA, XOTS MHOTAA MOXET YMEHb-
WKTb MHTEHCUBHOCTb FEMOPPArMYECKOrO CUHAPOMA.

Y 6onbHbix MAC ¢ runonnactmyeckoit doasoit 3a60NEBAHMS, KAK U MPK
AA, 3dppeKkTMBHBIM OKA3ONOCH MPOBEAEHNE MMMYHOCYNPECCUMBHOM TEpPAnmu
(umknocriopwH), KoTopas He TONbKO GNOKMPYET AeicTBKe T-Cynpeccopos, HO M
WHrMBupyeT KnetouHslit anontos. Linknocnopun A HasHavaetcs B gose 5 mr/kr
M BbI3bIBAET remartonoruyeckoe ynyyuwerune y 60-62 % GonbHbiX 31O rpymnmbl
(nonHbie pemuccun — 20%, uactmuHbie pemuccun — 9,5%, ynydwenne
remaronoruyeckux nokasarenen —y 28,5 % GonbHbix).

TAB/TULA 10.3. Anroput™M neyveHmns MmenoancnnacTMieCcKmx CUHLPOMOB

TMNOKNETOYHbIN KOCTHbIN MO3F | HopMo/runepKneToYHbii KOCTHbIA MO3r

< 5% 6nactHbix  5-20% 6nactHbix < 5% 6nactHbix  5-20% 6nactHbix knetok
KneTok KneTok Knetok
Lnknocnopun A Linknocnopun A pudMO Heuntabun, asaumtmamH
ATl ATl CnneHakToMMs FLAG, «7+3»
Cnnenaktomns  [euntabuH, Mutepdpepon-a  Mansie gosbl uutapabuta
A3QUUTMAMH 14 pren
pudlO Mansie gossl Heuntabuh, Mepkantonyput
untapabuHa 14 gHeit,  asauutMamH
MepKanTonypuH,
MmendpanaH
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Ons neuenns dpopm MIAC PA, PAKC, PLUIMJ B kauectee nepeuuHoro me-
Tofa y noxunsix (> 60 net) GonbHbIX C TMNONNA3MEN KPOBETBOPEHMS MM MPK
PE3MCTEHTHOCTM K LIMKIOCMOPMHY B HOCTOSIEE BPEMS WMPOKO MPUMEHseTCs
CNAEHIKTOMMS C Buoncueit nevenn. Hapsay ¢ neyebHbIM 3dPdPeKTOM ACHHbIM
MOAXOA MO3BOMAET UCKIIOUUTL APYTHE MPUYUMHBI PA3BUTHS AMCTIIC3MM KPOBETBO-
peHus. Kak npaeuno, CnneHsKTomus nossonser JOBMTbCS ANUTENbHBIX NEPEpbI-
BOB B FEMOTPAHCAPY3UAX, YNYULWMTb KOYECTBO KM3HM GOMbHBIX.

Wcnons3osanue umtoctatmueckux npenaparos npu PAUB-sapuarte MAC
B HOCTOSILEE BPEMS CYMTAETCS COMbIM SDCPEKTMBHbIM NeveHneM. [lo HepasHe-
ro BPEMEHM B KOYECTBE MATOrEHETUUECKON TEPANMM NMPUMEHSIM B OCHOBHOM
manble fosbl UMTApabuHa u mendpanaH. Cxema neveHus MansiMi FO3CMHU Lin-
TapabuHAa BLIMSAKT cnepylowmm obpasom. Beopst nopkoxHo no 10 mr/m?
2 pasa B cytku B Tedenne 14, 21 unm 28 pHeM B 3ABMCMMOCTM OT KONMUue-
CTBA BGNACTHbIX KNETOK M KNETOYHOCTU KOCTHOrO Mo3ra. MendpanaH npumets-
tor 8 gose 5-10 mr/m? sHyTpb B TeueHue 5 paHeir. Takue Kypcsl NposopsT
1 pas e mecau, kak npasuno, ot 0,5 go 3 net, ¢ oLUeHKOM TepanesTUIECKOro
acpcpekta kaxgble 2—-4 mec. Tepanus cumtaercs adpdpekTMBHOM Npu HOPMa-
NU3ALMM MM OTHOCHTENBHOM HOPMANM3ALMM MOKAATENEN nepuddepUIecKo
KPOBM M KOCTHOFO MO3Td, MPM OTCYTCTBUM WUNM PE3KOM CHMXEHMM 3ABUCUMO-
CTW OT reMoTPaHCPy3mit. Mcnonb3oBaHMe YKA3aHHbIX CXEM NEeYeHMs MPUBOANT
K PO3BUTMIO YOCTUYHOM pemmnccnmn y 56 % GonbHbix. OAHAKO HA BLIKMBAEMOCTD
GOnbHbIX TAKAS TEPANMs CYLECTBEHHO HE BNUSET.

[Mpu TAXENOM COCTOSHWUM GOMbHBIX M HEBO3MOXHOCTU MPOBEAEHMS QREKBAT-
Hoit Tepanuu npu sapuantax MAC PAMB-1 v -2 MoxHoO HasHauaTs mepkarnTo-
nyput no 60 Mr/m? B cyTku BHYTPb B TeueHme 3 ner.

B Hacroswee Bpems aenatotcs nonsitku ucnonsaosats B nedeqnn MOC tanu-
AOMMA M €ro AHANOT NEHANMAOMME, NUILEHHbIA HEHPOTOKCUYECKOM AKTUBHOCTH,
HO ABNAIOWMIACS MOLHbIM MHIMOUTOPOM npoteas. [pumeHeHne neHanMgommaa
BbI3BAIO CHMXEHWE TPAHCAPY3MOHHOM 3ABUCHMOCTH Y 67 % BONbHLIX, NPUYEM
y 58% pmocturanach monHas HE3WBMCMMOCTb OT TPAHCCPY3MOHHOM Tepanuu.
CronT OTMETUTb, YTO 3TOT MPenapaT OCOBEHHO 3cPdPeKTUBEH MPU BAPUAHTE
MIC 59—, npu kotopom ero acpcpektmeHocTs paeHa 91 %, torpa kak npu
APYrMX HOpYlWeHWsx kapuotuna — Tonbko 19 %.

Y monopbix GonbHbix fo 60 ner B crangaptsl nevenns MOC-PAMB-2 sxo-
ant nonuxummotepanus (MXT). McnonbsytoT Kypchl, NpUMeEHseMble B fede-
HWUM OCTPLIX MMENOBNACTHbIX neiko3os: «/+3» u FLAG. «7+3»: unrapabuH
100 mr/m? B/ kanensHo kaxasie 12 4 B 1-7-4 peHs Kypca u uoapy6uumH
12 mr/m? 8/B kanensHo B 1-3-1 gerb kypca. FLAG: conynapabun 25 mr/m?
B/B kanensHo B 1-5-7 feHb kypca, uutapabut 2 r/m? B/ kanensHo 8 1-5-
nperb kypca + [[KCD 5 mkr/kr n/K exegHeBHO AO BLIXOAA M3 LMUTOMEHMM.

M3 ppyrmx aktveHO paspabaTbiBAEMbIX MPENAPATOB B FEMATONOMMYECKOM
NPAKTUKE 3ACNYXMUBAET BHUMAHME TPMOKCHA Mbilubsika, Gesaumnsymad u ap.
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B nocnepHee Bpems B KTMHUYECKYIO NPAKTUKY BHEAPEHbI COBPEMEHHbIE LIMTO-
cratnyeckue npenapatsl — uHrGutopsl AHK-MetuntpaHcdpepas. Mexanusm
MX [EMCTBMS CBA3AH C MHTMBUpPOBAHMEM npouecca metunuposanus JHK s kner-
KOX OMYXONEBOro KNOHA, YTO MPMBOAMT K MOBLIWEHMIO OKTMBHOCTU FEHOB, pe-
YNMPYIOWMX KNETOUHBIM LMK, M K HOPMANM3ALMK AMdpdoepPEHLIMPOBKM KINETOK
KOCTHOrO MO3rd. [1B0 OCHOBHbIX BELECTBA 3APErMCTPHpPOBaHS! B Poccumn nop Ha-
3BOHMSIMM AeUMTABMH M a3aumTUaKH. [10 onyGnMKOBAHHbIM BAHHbIM KPYMHEMLWMX
MEeXAYHAPOAHbIX MCCNEROBAHMUM, 3PAIEKTUBHOCTb MCMIONb3OBAHMS STUX NPena-
paros 8 neveHnn MIC cocrasuna 50-70 %. Jeuntabun seopst 8 pose 20 mr/m?
8/B kanensHo B 1-5- pens 1 pas B mecsu. Takux Kypcos nposopsTt 4, panee
oueHwmsatot adodpekT. [Mpr NonoXMUTENbHOM OLEHKE NPOAONXAIOT TEPANMIO B Te-
YeHWe [ONroro BPEMEHU [O PA3BUTUS OCNOXHEHWM, NMPU OTCYTCTBUM dchdoek-
T MCNONb3YIOT Apyrue npenapatsl. AsaunUTUAMH BBORST NOAKOXHO 75 Mr/m?
B 1-7-4 peHb 1 pas B mecau. OueHnsatoT sdpdoekT yepes nMonropd, panee
NGO MPORONKAIOT TEPANMIO AMIUTENLHO, TMBO MEHSIIOT NPEenapaThl.

HeobxoanMmMo 3HQTH, Y4TO CAMbIM CEPbE3HBIM OCNTOXKHEHUEM XMMMUOTEPAMNM,
TPEeBYIOWNM MHOTAG OTMEHbI NIEYEHMs, SBISETCA LMTOMEHMs. LiutoneHnus, kak
NPABMNO, MPOSBASETCS CHUXEHMEM BCEX MoKasaTenei Kpoeu (remMornobuHa,
NeNKOLMTOB M TPOMBOLMTOB). TEXENbIMM COCTOSHUIMM, YTPOXAIOWMMHU XKU3HMU,
cuntatotcs aHemus meree 70 r/n, pomGountonenmns mernee 20 x 10%/n, neit-
konekus meree 1x 10%/n unu Hentponenmns menee 0,5 x 10°/n. Takue cocro-
HUs TpeByioT 0653aTENLHOTO CTALMOHAPHOIO NeveHus, NPOBEREHHs TPAHCADY-
3MOHHOM U AHTMBAKTEPHUANBHOM TEPANMM.

EanHcreeHHbIM pagrkanbHeiM MeTogom nederns MIOC morna 6bi crats an-
noTKM, ogHaKo NpUMeHeHHe 3TOro METOAA OrPAHUUYMBAETCS MOXMIbLIM BO3PAC-
TOM GonbHbIX, MOpaBnsiowee GoONbWMHCTBO kKoTopbix ctape 60 ner.

lNporHos

Mportos npu MAC octaetcs HEGNArONPUATHBIM M 30BUCHT OT BAPUAHTA
MJC. Mpu PA tpaHcdopmauus B octpeiit neitkos HaGniopaetcsa y 15 % Gonb-
HbIX, 0 MeanaHa Beixneaemoct coctasnset 5O mec. Mpn PAKC atu nokasare-
nu coctagnstot coorsercteeHHo 8 % n 51 mec., npu PAMIB — 44%u 11 mec.

10.5. MapokcnamanbHas HOYHAS TeMOrnoGUHYpUs
(6onests Mapkuadoassi—Mukenu)

MapokeusmansHas HouHas remornobunypus (MHI) — ato npuoGpeten-
HQs KNOHOBAS TEMONMUTUYECKAS OHEMMs, CBA3OHHAS C feddeKToM MeMBPaHI
KNeToK KpoBM, NOSTOMY 3060NeBAHME PACCMATPUBAETCS B rpynne MeMGpPaHoO-
NATHI M SBNSETC eAMHCTBEHHON NpuobpeTeHHON MembpaHonaTeit cpeamn 6o-
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nesHen atoi rpynnsl. Mytauws, npusoaswas k pedoexkry mem6panst npu MHT,
MPOUCXOAMT HA YPOBHE MOMMMOTEHTHOM CTBOMOBOM KNETKM, MPMYEM MPUUMHA
MYTaLMM OCTaEeTCs HESCHOM.

Snupgemmonorus

MHT scrpeyaetcs ¢ yacrtoroi 1:500 000 Hacenenus. bonetor nioan scex
BO3pACTHbIX rpynn, Ho 4awe B Bozpacte 30-40 ner. MyxXuuHbl M XeHWMHbI
BoneioT OAMHAKOBO YACTO.

DTUONOIUS U NATOTEeHes

ToueuyHas mytauus B X-CLenneHHOM reHe dooCdOATUAMIMHO3MTON MUKAHA
knacca A (PIGA) B nonMnoTeHTHOM CTBONMOBO# KNETKE MPUBOAMT K HAPYIEHHIO
ob6pasosaHus Ha nosepxHoctn knetok Genkos CD55 u CD59, dopmupyio-
WMX B HOPMAbHBIX KIETKAX CUCTEMY, KOTOPAs BIIOKMPYET NOBPEXAAIOWEE e
CTBME HO MEMOPAHY OKTMBMPOBOHHOTO KOMMNEMEHTA 30 CYeT oBpasoBaHMS
kackapa ¢ 6enkom CD5b, nporeonutnuecku Bospeictayiowero Ha kneTouHyio
MeMBpaHy.

TakMM OBPO3OM, OTCYTCTBME HO MOBEPXHOCTU KNETOK KPOBM CPOKTOPOB,
NPENSTCTBYOWMX GOYHKLMM KOMMIEMEHTA, M MPUBOAMT K NM3UCY AEDEKTHBIX
3PUTPOLIMTOB, HEMTPOCOUNOB U TPOMBOLIUTOB.

Mpu MHI B KpoBK GoMbHBIX CYLIECTBYET ABA KNOHA: HOPMANbHbLIA M NATO-
NOTUYECKMI; OT COOTHOWEHMS 3TMX KNOHOB BO MHOTOM 30BUCST KIMHMYECKAs
KAPTUHA M THXECTb TEYEHMUS BONE3HM.

Knunuuka

[Npoteonutnueckoe percTBMe OKTUBUPOBAHHOTO KOMMIEMEHTA MPUBOAMT
K BHYTPMCOCYAWUCTOMY PO3PYWEHMIO AECDEKTHBIX BPUTPOLIMTOB, YTO MPOSBNSET-
€ rTeMOrMoGHHYpUer. AKTUBALIMA KOMMNEMEHTA MPOUCXOAMT HOUIO BO BPEMS
cHa, BcnefcTene caeura pH B kMcnyio CTOpoHy.

KnnHuueckn remonus Bo Bpems CHQ NPOSBASETCS BbIAENEHUEM YEPHON MOYM
BO BPEMS YTPEHHETO AMYPe3a, Xano6amMM HO HEROMOTraHME, TONOBOKPYXEHHE,
nosiBneHune xentmsHbl cknep. Kpome 1oro, remonua mMoryT npoBOLMPOBATH WH-
doeKLMOHHbIE 306ONEBAHMS M HEKOTOPLIE IEKAPCTBEHHbIE CPEACTBA.

[MOMMMO QHEMMYECKUX CMMNTOMOB, CBS3OHHBIX C FEMONM3OM, BAXHYIO
ponb B knuHuke [MHI urpator TpomBoTHUECKME OCNOXHEHMS, OBYCNOBAEHHbIE
BbICBOBOXAEHNEM M3 PASPYLIEHHBIX KETOK TPOMBOMNNACTUHA M PSAC AKTUBHBIX
cbepMeHTOB.

Hepenko onHol 13 nepebix xano6 GonbHOro GuiBAeT 6oMb B XMUBOTE, CUMY-
nMpyowwas pPa3HOOBPA3HYO OCTPYIO ABROMMHANLHYIO naTonoruio. bons B xu-
BOTE CBA3GHA C TPOMOO3AMM MENKMX ME3EHTEPUANbHBIX APTEPUIA.
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Tpombodpne6ut serpeuaetcs y 12 % 6GonbHeix [MHI 1 moxer npotekars
no-pasHomy. pu ofHOM 13 BAPMAHTOB COCTOSIHME BOMbHBIX BHE KPM3OB BMOM-
He YROBNETBOPHUTENbHOE, COfepXaHue remornobuia — okono 80-90 r/n.
Y #pyrux GonbHbIX TEXENble FEMONUTUYECKME KPM3bI CNERYIOT OfMH 30 APYTHUM,
NPMBOAS K BbIPAKEHHON aHemmuu. OHM 4OCTO COMPOBOXAAIOTCA TPOMGOTUYEC-
KMMM OCNOXKHEHUAMM.

la6opatopHbie paHHblie

Bo Bpems remonutMyeckoro Kpuaa MoryT HOGMIOAATCS PE3KOE CHUXKEHME
ypoBHs remorno6uta Ha 20 r/n u 6onee 1 NAPANIENLHOE CHUXEHME YUCTA SPH-
Tpouutos. B nepuon pemuccum copepkaHne reMornobuHa 1 SPUTPOLIMTOB MOBbI-
WOETCA, OAHAKO B PEAKMX CNYHAsX JOCTUIAET HUXHEM rPaHMLbl HOPMbI. B omnume
or GonblumHCTBO MemBpaHonatit aedoekt obonouku aputpoumtos npu MHI He
COMPOBOXAAETCA XAPAKTEPHBIMU M3MEHEHMIMM CPOPMbI MATONOTMYECKMX SPUTPO-
LUMTOB. AHEMMS B BOTBIIMHCTBE CITYHAEB HOCUT HOPMOLIMTAPHBINA M HOPMOXPOMHbI
xapakrep. OmHOKO MpW 3HAYMTENLHOM MOTEPE Xenesa C Mo4ol (B pesynsiare
reMOrMOGUHYPUM M FEMOCHAEPUHYPHHM) PA3BUBAETCS TMMOXPOMMS SPUTPOLIMTOB.
CopepXaHue PeTUKYNIOLMTOB MOBLIWEHO, HO B 3HAYMTENBHO MEHBIIEN CTEMEHM,
4YEM MPM BPOXKAEHHBIX MEMBPAHOMATUSX CO CXORHOM MHTEHCMBHOCTBIO rEMONM3A.
AHOMOTbHBIX FEMOTNOBUHOB M CHUXEHWS OKTUBHOCTM dDEPMEHTOB (KpOME aLeTUTT-
xonuHactepasbl) B aputpoumtax npu MHI He o6HapyxeHo. Ocmotnyeckas pesu-
CTEHTHOCTb 3PUTPOLIMTOB HEe M3MeHeHa. [pu MHKYBALUMM SPUTPOLIMTOB GOMbHBIX
MHI B cTepunbHbIX YCNOBMSIX HABNIOACETCS GOMbILIMIA, YEM B HOPME, AYTOrEMONKS,
KOTOpBbIM, OHOKO, HE YMEHbLICETCS NPK AOOABNEHNM MMIOKO3bI.

Yucno neikoumtos B GOMbWMHCTBE CMYYAEB CHUXKEHO BCNEACTBUME HEMTPO-
neHun. MHorpa HaGNIORCETCS CABMT BNEBO B NEMKOTPAMME.

Yucno TpomboumnTos 06bIYHO TaKXe CHMkeHo. DyHKUMM TpoMbounTos He
HOPYIWEHbI.

lNpu nccnepoBaHMM KOCTHOTO MO3ra OGHAPYXMBAIOTCS TMNEPMA3US SPHT-
POMAHOTO POCTKA M MPMU3HAKM HEAOCTATOYHOCTM KOCTHOMO3TOBOrO KPOBETBO-
PEHMs B BUAE HAPYIIEHMS BbIBPEBAHMS KNETOK KPACHOTO PSAC M FPAHynouMTap-
HbIX MIEMEHTOB, O TOKXE YMEHbIEHUE KONMMYECTBA MEraKAPUOLMTOB, HEPEAKO
C HapYLEHUEM OTIIHYPOBKM KPOBSHbIX MIACTUHOK. Y HekoTopbix GonbHbx [THI
HOpPSAY C NPU3HAKAMM AUCrEMONO330 OBHAPYXMBAETCS KOCTHOMO3IOBAS MMMO-
Mnasus, CBOMCTBEHHAS AMNACTUYECKON AHEMMM.

B Ttex cnydasx, korga komnnemeHT-uysctautensHeie [TH-aputpoumTbl U
CMMNTOMBI BHYTPUCOCYAMCTOrO reMOnM3a OBHAPYXMBAIOTCS Yy BOMbHLIX C Pa-
Hee YCTAHOBNEHHOW amnnasueit KposetBopeHus, anarHoctupyercs [TH-cun-
APOM, Pa3BMBLIMIACS HO cpoHe AA.

OnpHako cnefyer nomuuts o peakux crydasx MNHI, kotopbie sakaHumBa-
totc AA BCTIEACTBUE UCTOWEHNS KOCTHOMOSIOBOTO KPOBETBOPEHMS, PA3BMBAIO-
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WMXCS HO GPOHE THKENbIX FEMONUTUYECKMX KPU3OB M APYTHX HEBNArONPUSTHBIX
dpakTopoB (MHGPEKLMM, HEKOTOPbIE NEKAPCTBEHHbIE CPEACTBA M T. A.).

BaxHbim naGopatopHbim npusHakom [NHI sensetcs remornoGuHypus u re-
morno6unemus. Copepxarue GunnpyBbuHa oBbIYHO HEPE3KO MOBLIWEHO, B OC-
HOBHOM 30 CYET HEKOHBIOTMPOBAHHOM CPPAKLMU. YPOBEHb Xenesa CbIBOPOTKM
npu [THI 3aBucKT oT doassl 3a6oneBaHMs: NPU reMONUTMYECKMX KPHU3AX B CBS3M
C BbIXOJOM Xernesa remMornobuHa B NIa3My Habniofaercs doeppUTMHEMMs, a
B Mepuop CMOKOMHOTO TEYEHMS M3-3a NOTEPM Kenesa C MoYoiH — runodpeppm-
TnHemus. Jedpmumt xenesa npu MHI 8 ommune ot XOA conposoxpaertcs op-
HospemeHHbiM noHmkeHnem OXCC u JIXKCC, obycnosneHHsiM, no-B1uaMmomy,
HOPYLEHWEM CHHTE3A TPAHCHDEPPUMHA B MEYEHM.

MNpu nccneporarmm moun y Gonblmrctea GonbHbix [MHIT oBHapyxwmsaetcs
remorno6unypus. Ipu MHI remornoGuH nosiBnsetcs B Mo4e MpU ero CPABHM-
TENbHO HEBLICOKOM KOHLIEHTPALIMM B MNA3ME, YTO CBA3CHO C MOHMXEHUEM COREP-
XAHMS NNasmeHHoro rantornobuna. Bo Bpems akckpeummn reMornobuHa nouka-
MM 4OCTb €ro PeabcopBMPYETCsl M OTKNAABIBAETCS B SMUTENMM KAHAMbLIEB B B1AE
reMOCHMAEPUHA, KOTOPbIMA 30TEM BbIAENIETCA C MOYOW. MHTepecHo, 4to remock-
nepuHyputo npu MMHI ypaetcs ynoeuts yalle, 4em reMornoGUHypHIo, NOCKOMbKY
OHO Pa3BMBAETCS U BHE FEMONMTUYECKOTO KPH3a.

Ouarnoctuka

Ouartoctika 3a6oneBaHms CBA3AHA C BISBNEHUEM XAPAKTEPHOM KIMHUYEC-
KOW KOPTHHBI, C NABGOPATOPHBIMUA MPU3HAKAMM BHYTPUCOCYAUCTOTO FeMOM3a
([remorno6uHemmnss — KpPOCHBIN LBET CLIBOPOTKM Mocne LeHTPUADYrMpOBaHMS;
CHWXEHWe ranTornoGMHA K KPOBM, HE3HAYMTENbHAS Henpsmas Gunupy6uHe-
musi, ysennuenue JIOI, remornobunypus, remocuaepunypus). OuarHos MMHI
OCHOBbIBOETCS HO OBHAPYXEHWUM CBOMCTBEHHbIX 3TOMY 306ONEBAHMIO KOMMIE-
MEHT-4yBCTBUTENbHbIX 3PUTPOLMTOB. [Ins STOM LIenn MCMomnbaytoTcs KMCHOTHbIMA
Tect XeMa 1 6Gonee YyBCTBMTENbHAS COXAPO3HAs NPo6a.

Mpu nocraHoeke Tecta XeMa MCCreayemble 3PUTPOLIMTEI MHKYBUPYIOTCS B
noakucneHHon po pH 6,4 HopmanbHOM chiBopotke. B amix ycnosusx nuau-
PYIOTCS TOMbKO KOMMNEMEHT-4yBCTBUTENbHbIE SPUTPOLMTH. Crieayer MOMHMTS,
yTo npu HeBonbwom copepxarmn MNMHM-apuTpoumTOB B KPOBK BOMLHOTO U MpPH
HWM3KOM OKTUBHOCTM KOMMNEMEHTA B CbIBOPOTKE TECT XeMa MOXET AaTb OTpMULa-
TENbHbIE PE3YNLTATI.

Bonee wyscrButensHbiM sBnsieTcs TecT XapTMOHHA (caxaposHas npo6a),
NP KOTOPOM MCCNeflyemble 3PUTPOLMTEL M HeBonblioe KONMYECTBO HOPMOD-
HO¥ CbIBOPOTKM MOMELLAIOTCS B U3OTOHMYECKMIA PACTBOP Caxaposbl. B ycnosusix
MOHMKEHHOrO HAMPSXEHMS B CAXAPO3HOM Cpefe MPOUCXOpaT Gonee akTus-
Has PMKCALMS KOMMIEMEHTA HO MOBEPXHOCTU 3PMUTPOLIUTOB M NU3NUC KOMINe-
meHT-4yBcTeuTensHbix [MH-apuTpoumTos.
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[okasarensctBom Hanuums MNH-knoHa sensetcs obHapyxeHue Ha MemBpa-
He KNeToK MPU3HAKOB, XapakTepHsix ans nospexaenus reHa PIGA. Cospemet-
Hble METOfibl MPOTOYHOM LIMTOCPIIOOPUMETPUM MO3BONSIOT ONPERENsTh HANMYME
3PUTPOLIMTOB C MOMHbIM MM HacTM4HbIM AedouumTom monekyn CD59 Ha mem-
6paHe, OHAKO NATONOrUYECKUE SPUTPOLMTSI HE BCEMAA MOTYT OGHAPYKMBATLCS,
YUUTHIBOS HAMMYME BBIPAXKEHHOTO MX remonusa. Hanbonee goctoBepHbiM siBns-
€TCs MCCNEfOBAHME TPAHYNOLMUTOB MOHOLMTOB, T.K. SRPOCOAEPXALME KNeTKM
MeHee MofBEPXeHbl AEMCTBUIO KOMMIEMEHTA.

Neyenne

Bcnencreue otcytctems yetkux npeacraenenmii o narorenese [NHI nevenune
3TOro 3a60NEBAHMS B HACTOSLEE BPEMS HOCHT CUMMTOMATMYECKMIA XAPAKTEp.

B uensx GopbObl C AHEMMEN WUCMONB3YIOTCA 30MECTMTENbHbIE TEMOTPAHC-
doy3mM, YACTOTA KOTOPbIX 3CBMCHT OT BLIPCKEHHOCTHU FEMONM3A U KOMMEHCO-
TOPHOW OKTUBHOCTM KOCTHOTO Mosra. CnepyeT MOMHMTb, 4TO MepenuBaHue
cBexel LenbHoM kpoeu GonbHbiM [MHI yacto conposoxpaetcs ycunennem
remonusa. [MpuunHa atoi peakumn HescHa. bonbhbie TTHI nyuwe neperocst
NepPenuBAHMS LENbHOM KPOBM MM SPUTPOLIMTAPHOM MACCHI AMUTENbHBIX CPOKOB
xpaHeHus (> 7-8 pHel) u TpaHcdpysmm 3-5-KPATHO OTMbITLIX SPUTPOLIMTOB,
OCBOGOXAEHHbIX OT NENKOLMTOB M TPOMEOLMTOB. [TpHMMEHEHNE OTMbITbIX dpH-
TPOLIMTOB SIBNSETCS NyYlMM TPAHCHDY3MONOrMyeckum metofom B neveHmnu MHI.
[MNpu nosiBneHMM PEaKLUMM 1 HO OTMbITbIE SPUTPOLIMTbI M3-30 PASBMTUS M3OCEHCH-
6UNU3aLMM HEOBXORMM MHAMBMLYQANbHLIA NOAGOP AOHOPA NO HENPSMON Peak-
umn Kymbea (cm. puc. 9.3).

BaxHoe mecto B nedenmn MNHI saHumator npenaparsi xenesa v aHapo-
rEeHHbIE TOPMOHbI. Tepanus NPenapaTamu Xenes3a PeKOMEHRYeTCs MALUEHTAM
c MHI npu OGHAPYXEHUN TUMNOXPOMMU SPUTPOLIMTOB U CHUKEHMS YPOBHS
Xenesa CbIBOPOTKM B NMEPUOA CMOKOMHOrO TeueHus sabonesatus. [penaparsi
Xenesa Hy>HO MPUMEHSTb OCTOPOXHO (HEBONbLMMM FO3COMM U TOMLKO BHYTPS),
MOCKOMbKY M3BECTHA MX CMOCOBHOCTb MPOBOLIMPOBATL Y HEKOTOPbIX GOMbHbIX
MHI Taxensie remonutnueckme Kpuasl. OnTMMansHo Mcrons3osath Hanbonee
6e30nacHbIi NPenapar NepopanbHOrO CyKPOCOMMANLHOTO (IMNocomansHoro)
xenesa «Cupepan Popre».

Wcnonbsosanue anpporeros npu [MHI ocHosbiBaeTcs HO CTUMYNMpPYIOLem
BNMSHWM 3TUX FOPMOHOB HA 3pUTPOMNo33. HasHaueHne MeTaHaMEHOHA B fO3e
30-40 mr/cyt cnocobersyer 6onee GLICTPOMY BOCCTOHOBNEHMIO YPOBHS re-
MOrMOGMHA MoCie reMONUTUYECKOTO SMM3OAA M TEM COMbIM 3AMETHO CHUXAET
notpebHocts B remorpaHcdpysmsix. OcobeHHO 3dpdpeKTUBHBIM OKA3bIBAETCS
npumererune anpporeHos npw [HI ¢ runonnasneit kposetsopeHms.

Taktika neyeHus TPOMOOTMYECKMX OCNOXHEHMI 3CBMCMT OT NOKANM3ALMM
TPOMBGO30B, MX RABHOCTU M COCTOSHMS CBEPTbIBAIOLEH c1cTemsl. B cnyyasx, korpa
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3T0 OCNIOXHEHWE YTPOXAET XM3HKM GOMbHOTO, HEOBXOAMMA KOMMNEKCHAS TPOM-
GONUTUYECKAs M QHTMKOQrYNsSHTHAS Tepanus (OUEPUHONMBMH MM YPOKMHA3Q,
HWUKOTMHOBAS KMCOTA, FEMNAPUH U OHTMKOAYNSHTbI HEMPSMOrO AEHCTBMS) No 06-
LWEeTEPANEBTUYECKMM MPABMICM M B AOCTATOUHbIX AO3MPOBKAX.

[Nockonbky nmeloTcs coobLeHns 06 YCUNEeHWUM reMonM3a nocne BBefeH s
renapuHa, 3TOT OHTUKOQTYNSHT JOMXEH NMPMMEHSTLCS C GOMbLIOH OCTOPOX-
HOCTbIO.

Cninenaktomus npu [MHI He nokasaHa, T.K. MOCneonepaUMoHHbIM Nepuon
YOCTO OCMOXHSETCS TPOMBO3OMU MESEHTEPUANbHBIX COCYROB. Puck onepaum
AOMYCTUM TOMLKO MPU HAMMYMM BbIPCKEHHBIX CUMIMTOMOB FMMEPCTNEHU3MA: Ty-
GOKOM NEMKONEHNM, OCNOXHEHHOM HACTbIMM MHADEKLIMIMU 1/ M TPOMBOLMTO-
MEHMM, COMPOBOXAIOLMXCS TIKEMbIM FEMOPPArMIECKOM CHHAPOMOM.

PaspabotaH COBpPEeMEHHbIH FEHHO-TEXHONOTMYECKMIM MPENAPAT SKYNU3y-
Ma6, KOTOpPbIA 3apernucTpuposaH YnpasneHMem No KOHTPOMIO 30 KAYECTBOM
nuwesbix NpopykToe 1 nekapcrserHbix cpeacts CLUA (FDA) ans nevenus peteit
n Bapocnbix, crpapaiowmx [MHI. Dkynusymab sensetcs rmuKO3UNMPOBAHHBIM
FYMOHM3MPOBOHHbBIM MOHOKNOHOMbHBIM OHTMTENOM — K-UMMYHOTMOBYIMHOM
(IgG2/4k), kotopeiit cessbieaetcs ¢ Genkom C5 komnnemeHTa Yenoseka u no-
NCBNSET OKTMBALMIO KOMMNEMEHT-ONMOCPEROBAHHOIO NM3NUCA KneToK. AHTUTEno
COCTOMT M3 KOHCTAHTHBIX Y4OCTKOB MMMYHOTNOBYNMHA YENOBEKA M KOMMIEMEH-
TAPHO-AETEPMUHUPOBAHHBIX Y4OCTKOB MMMYHOTMOBYMMHA MbillM, BCTPOEHHbIX
B BApMabenbHbie 06NacT NErkom M TAXeNon Lenei YenoBevyeckoro aHTuTena.
B cocras akynusymaGa sxopst fse Taxensie uenu, no 448 ammuHokMcnor B Ka-
XAOM, u mBe nerkue uenu, no 214 amuHokucnor B kaxpol. MonekynspHas
macca cocrasnser 147,87 k[a. Skynmsymab npogyumpyetcs B KynsType Kre-
TOK MHMM NSO MUENOMbI MbIlM M OYMILAETCS C MOMOLBIO AdPPUHHOM M MO-
HOOBMeHHOM xpomaTorpadpum. B npounssoacTBo cyBCTaHLMM BKIIOYEHBI TAKXKE
npoueccsl cneumdonyeckor MHAKTMBALIMK U YAANEHMUS BUPYCOB.

DKynuaymMab MOACBASET TEPMUHANBHYIO OKTMBHOCTb KOMMIEMEHTA Yenose-
ka, o6napas Bbicokoi adodpuHHocTbio k ero CS-komnoHenty. Kak cnepcrsue,
nonHocTbio  Gnokupyetcs pacuennenme komnoweHta C5 wa CSa u C5b
M obpasoBaHME TepMMHANLHOTO komnnekca komnnementa C5b-9. Takum
06pa3oM, 3KynM3yMa6 BOCCTOHOBIMBAET PErynsumio OKTMBHOCTU KOMMIEMEH-
TG B KPOBM M MPEROTBPALCET BHYTPUCOCYRMUCTbIA remonua y GombHbix [HT.
C ppyroit CTopoHbl, AedOULMT TEPMUHANLHOTO KOMMNEMEHTA COMPOBOXAAETCS
MOBLIEHHOM YACTOTOW PA3BUTUS MHAPEKLMM MHKAMNCYIMPOBAHHBIMU MMKPO-
OPraHM3MAMK, MOBHBIM OBPA30OM MEHMHIOKOKKOBOW MHApekumu. [Tpu atom
3KyNM3yMab MORAEPXKMBAET COREPKAHME PAHHUX MPOAYKTOB AKTMBALIMM KOM-
MIEMEHTA, HEOBXORMMBIX AN OMCOHM3ALMM MUKPOOPTOHM3MOB M BbIBEAEHMS
MMMYHHBIX KOMNIIEKCOB. HasHaueHue GonbHbLIM 3KynM3ymaba ConpoBOXAAETCS
GbICTPbIM M CTABMMbHBIM CHUKEHMEM TEPMUHANLHOM OKTUBHOCTM KOMMNEMEHTA.
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Y GonbwmnHctea GonbHbix MHIT koHueHTpaums akynuaymaba B niasme nopsaka
35 Mkr/mMn BOCTATONHA ANS MOMHOMO MHTMGMPOBAHMS BHYTPUCOCYAMCTOTO re-
MONM3Q, MHAYLUMPOBAHHOTO TEPMUHANBHOW AKTUBALIMEN KOMMNEMEHTA.

bnaropaps yHMKaNbHBIM HOBBIM KNMHMYECKMM PE3YLTATAM M OTKPbIBAIO-
WMMCS TEePANEBTMYECKUM BO3MOXHOCTAM AN BPAYEH MO COXPAHEHWIO non-
HOLIEHHOM XM3HM M 3[00POBbS BOMbHBIX, 3KYNU3YMAD Gbin 3APErMCTPUPOBAH
B YCKOpeHHOM nopsfke, 6e3 nposefetus |l dpassl knnHMyeckux mccnegosa-
HUM; 3TO NO3BONUT COXPAHMTL MHOTO XM3HEN KOK IeTEM, TAK M B3POCbIX.

B cssu ¢ atum Benen 3a peructpaumeit B CLUA Esponeiickoe arentcrso no
nekapcreeHHsiM cpeactsam (EMA) sbiHecno nonoxurensHoe saknioueHne o6
YCKOpPeHHO peructpaumm akynmusymaba s Espone, kotopas Takxe oxupaetcs
B Gnuxaiiliee Bpems.

YuuTbIBas BLICOKYIO CTOMMOCTb 3KYNM3yma6d, HEBO3MOXHOCTb C ero no-
MOLLbIO BO3[EMACTBOBATh HA MPMUMHY 3060NEBAHMS M TO, YTO MPUMEHSTh ero
HEOBXOMMO BCIO XM3Hb, K HeMy Gornee BCEro NMPUMEHUMMA CTpaTerts pesep-
BA, MPEAHO3HAYEHHOrO CMEeLManbHO AN GOMbHLIX C BbLICOKMM KOMMYECTBOM
MHl-kneTok mMnu ana GonbHBIX CO CKNOHHOCTLIO K TPOMBOOOPA3OBAHMIO, He
sasucswemy ot senmumntsl [HI-knoHa.

B Hacroswee Bpems €QMHCTBEHHBIM CMOCOGOM PAAMKANLHOTO NEYeHus:
[MTHT sensietcs annoTKM.

TeyeHue u nporHos

MporHo3 3aBUCMT OT TIXECTM TEYEHMs OCHOBHOrO 306ONEBAHMS, XyXe
y GOMbHbIX, 3CGBMCMMbIX OT FEMOTPAHCAPY3MI, C TaXenbiMM TPOMBO3aMM.
Y 10% 6GonbHbix HAOBMIOAAIOTCS CMOHTAHHBIE PEMMCCMM 3AGONEBAHMS, Y APY-
rmx — TpaHcdpopmaums 8 AA, MAC, y 5% — B octpeiit neikos. B cpeprem
NPORONXMTENLHOCTb XM3HK coctasnseT 10-15 ner.

[THI — xpoHuyeckoe M B HOCTOSILEE BPEMS €lue He MONHOCTBIO M3NEeYUMOoe
sabonesanue. Taxects [MTHI M NporHos Bo MHOrOM 3QBUCAT OT BENMUMHbI KOMNE-
MEHT-4YBCTBUTENbHOM MOMYNSLMM SPUTPOLIMTOB, KOMMEHCATOPHOM CMOCOBHOCTH
KOCTHOTO MOS3Id W MOSBIEHWS OCNOXHEHM, OCOBEHHO BEHO3HbIX TPOMGO3OB.
MNpencraenexune o txenom nportose npu MNHI 3a nocnepHee Bpems B cesan ¢
BHEIPEHMEM OKTMBHOM CMMMTOMATMYECKOM TEPAnMM B 3HAYMTENBHOW Mepe M3-
MEHMMOCS.

YBenuMumnoch KonMYecTBo GONbHLIX, ANMUTENLHO HAXOAAWMXCS B COCTOSHUM
KNMHMKO-TEMATONOTMYECKOM KOMMEHCALMM M BEAYLIMX B 3TO BPEMS HOPMAIb-
HbIM 06pas Xu3HW. CHMBMNACH YACTOTA TAXKEMbIX, YTPOXAIOWMX XKMU3HWA TPOM-
60308. Y HekoTopbix GONMbHLIX CO BPEMEHEM OTMEYAETCS CMSTYEHME TeHeHMs
3060NEBAHMS C YMEHbLIEHUEM MPONOPLMU KOMMNEMEHT-HYBCTBUTENbHBIX 3PU-
TpoumToB. B penkux cnydyasx ONMUCHIBAETCS MONHOE MCYE3HOBEHWE MATONOMU-
YECKMX DPUTPOLMTOB, HTO CBMAETENLCTBYET O MPUHLUMMMANBHON BO3MOXHOCTM
usneueHuns 3a6onesaHus.
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10.6. Merano6nacTtHbie aHemum: BUTAMMH B, -,
doonnesopedoMLMTHAS AHEMMS

[anHas rpynna axemuit (eutamuH B ,-nedomumtHas u doonmesopedpomumt-
Has aHemuu) ceg3aHa ¢ Hapywenuem cuntesa [HK (merano6nacthsie). 1o
MOKPOLMTOPHbIE GHEMMM, MPU KOTOPLIX OMPERENSETCs HAPYLWEHWE KPOBE-
TBOPEHMS B KOCTHOM MO3re B BMAE HAMMYMS MBMEHEHHbBIX MPEAecTBEHHUKOB
apuTpouMTOB — Meranobnacros. Hanbonee snokayectseHHOM aBNsETCS nep-
HWLUMO3HOA aHemus (GonesHs ApancoHa—bupmepa), cegsanHas ¢ pedouumnTom
BUTAMMHA B,

BonesHs ApamcoHa—bBupmepa — ato 3a6onesatue, Briepsbie ONMCAHHOE
T. Anamcorom B 1855 r. 1 po 20-x ropos XX B. HEM3BEXHO 3AKAHYMBABLIE-
€Cs NeTanbHO (OTCIORA M HA3BAHWE — MEPHULMO3HAS aHemms), Habnopaetcs
B OCHOBHOM Y MOXMWIbIX MIOAEN, HO MOXET MOPAXATH NMUL NOBOro BO3PACTA.
bonee Bbicokas 3abonesaemocTs nepHULMO3HON aHemmnen y xutenen Ckan-
[MHOBCKMX CTPaH M adppoamepukarues. O6was yactota 3a6onesaemocTi
25:100 000 uenosek B rop cpeau noaeit crapuwe 40 ner.

DTMonorus U natoreHes

Hapywenne abcopbumm sutamuHa B,, Hanbonee yacto sbissaHoO fechu-
LIMTOM B >KENMYAOYHOM COKE BHYTPEHHEro doaKTopa, KOTOPbIA MOXET BbiTb Cnef-
CTBUEM HAPYLIEHMS CEKPELMM BHYTPEHHEro doakTopd CNM3MUCTON doYHAANBHOTO
OTAENa XenyAKa UK ero oTCyTCTBUEM NPY TOTANLHOM (CyBToTaNLHOM) PeseKkLmm
XenynKa, BCTPEYAEeTCs NPU MHBA3WM WHPOKUM NeHTelloM. [nasHas ponb B pas-
BUTMM MEPHMLMO3HOM OHEMMM, HECOMHEHHO, MPUHOANEXMT AYTOMMMYHHbIM
mexaHnsmam: Y 0% GonbHbIX B CbIBOPOTKE M XENYAOYHOM COKE OBHAPYXM-
BOIOTCS QHTMTENA MPOTMB KNETOK CNM3UCTON XKENyAKA (MapHeTansHbIX Knetok
xenyaka), a'y 60% — aHTUTena Npotus BHYTPEHHEro doaKTopa MK ero KOoM-
nnekca ¢ BUTammHoM B .

DonnesopedonLMTHbIE METANOGNACTHbIE AHEMMM HOBMIOAAIOTCS NMPM 3ATAX-
HbIX BHTEPMTAX (CMPY M MAMOMATUHECKOH CTeaTopee), OpraHUYecKMX Nopaxe-
HMSIX TOHKOTO KMWEYHMKA (MOnMnos, NMMJOOMATos, NeiKo3HAs MHAPUILTPALMS
M 06PA30BAHME CTPUKTYP), pe3eKLmM OBLIMPHOTO YHACTKA TOHKOTO KMILIEYHMKA,
XENyAOYHO-TOHKOKMIIEYHOM CBMIUE, BOCMAMUTENbHbIX 3060NEBAHUAX TONCTOrO
KMIWEYHUKA, NOrPEWHOCTAX B AUeTe (OTCYTCTBME CBEXMX, TEPMMUECKM He OBpPa-
BOTAHHbIX MPOAYKTOB [NUTENLHOE BPEMS), ANMTENLHOM TOKCUYECKOM BO3AEHCTBMM
HO MeyeHb (XPOHMYECKUI QNKOTONU3M).

[NepBruHBIM OAKTOPOM, M3MEHSIOWIMM [ENEHME KNETOK KOCTHOrO MO3ra, KOXM
M CIM3KCTbIX OOOMNOUEK, MPU STOM COCTOSHMM sBnseTcs HapylueHue cuHtesa [HK:
KNETKM NPEKPALLAIOT PA3BMBATLCS B S-Da3e KNETOYHOTO LIMKNG M HE MOTYT 30Bep-
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WWTh Mpouecc penenns. B pesynstare atoro npoucxopst HAKOMNEHMe KPyMHbIX,
KOXMAQIOWMX» MMTO3Q KIIETOK M UX MPEXAEBPEMEHHAS TMGE.

B koctHoM Mosre npu pedomumte ButammuHa B, 1 doonator npomcxopmt
30MEHA HOPMOBNACTMYECKOTO KPOBETBOPEHMS MErANOBNACTUIECKUM, KOTOPOE
XQPAKTEPU3YETCS HApYWeHWeM nponudbepaunn 1 AMdodoepeHUMpPOBKH Kpo-
BETBOPHbIX 3NEMEHTOB M BHYTPMKOCTHOMOSIOBOM rMGENbio GOMbWMHCTBA SAPO-
COREPXALYMX KNETOK KPACHOTO PAAA (HEadpdOEKTUBHBIM BPUTPONOa3), a TaKXeE
NATONOTMEN CO3PEBAHMS FPAHYNOLUMTOB U MerakapuoumTos. Hapywenue pene-
HUS SNUTENUANBHBIX KNETOK npu MeranobnacTHOM aHeMMK NPUBOAMT K nossne-
HMIO ATUMMYHBIX MMTO30B M TMIOHTCKMX KNETOK HA CIUM3MCThIX OO60NOUYKAX A3bIKA,
MonocTM Pra, MUIEBOAA, XENYAKA U KuweyHuka. [pu 3Tom cnywmsaiowmecs
AMUTENUANBHBIE KNETKM HE BOCCTAHOBIMBAIOTCS, YTO OBYCNOBIMBAET BOCMAMM-
TEeNbHO-ATPOCPMYECKUE MBMEHEHMUS CIIUBUCTOM, KOTOPbIE KNMHUYECKM MPOSBIS-
IOTCSl B BUE MMOCCHTA, CTOMATUTA, 330CDATUTA, FACTPUTA U SHTEPUTA.

Kpome HapyuweHns doyHKLMM KOCTHOTO MO3IA M LIENOCTHOCTM CIIM3MUCTON,
nedouumMT BuTamMmMHa B, (Ho He dbonmesoit kucnotil) BhisbiBaeT Herponormyec-
KytO NATONOruMio, AN KOTOPOM XAPAKTEPHA MATHACTAS AEMMENMHU3ALMS CEPOTO
BELECTBA B FONOBHOM M CMIMHHOM MO3re W nepudpepuyeckux Hepsax. [peano-
NAraeTcs, 4To HeoCTaTOK BUTAMMHA B., npuBoamT K yrHeteHuio MetaGonmsma
XMPHBIX KUCTOT, B PE3YNLTATE YEro MPOMCXOAST BHEAPEHWE AHOMAMbHBIX XMpP-
HbIX KMCNOT B MUENWH M ET0 Pa3pPyLIEHHE.

Knunuka

HapylweHnue kpoeTBopeHus NMPUBOAMT K PASBUTUIO MAKPOLIMTAPHOM aHe-
MMM (T. K. 4OCTb MEranoBnacToB BCe XXe BbI3PEBAET 4O 3peNbix (POPM — MAKPO-
LIMTOB), KOTOPASs COMPOBOXACETCS IPAHYNOLMTONEHUEN 1 TPOMBOLMTONEHHUEN.
Yacto otmeuaetcs HECOOTBETCTBME TAXKECTU CMMMTOMOB OHEMMM, OCOGEHHO
FMMOKCMYECKOTrO MOPCXKEHHMS TOMOBHOMO MO3rd, M THKECTU AHEMMM, T.K. OHA
CBS3QHA He TONMbKO C FEMMYECKOM TMMOKCMEH, HO M C HOPYLIEHUEM MMKPO-
LIMPKYNALUMM BCNENCTBME 3AKYNOPKM KAMMUANSPOB TUIAHTCKMMM 3PUTPOLIMTAMM.
[NoaToMy Npw NoBbIX 3HAYEHMSIX KOHLEHTPALIMM FeMOrNOBMHA CUTYALMIO HORO
PACCMATPMBATL KAK YPreHTHYIO M HE3AMEANUTENbHO HAYMHATL 06CnenoBaHue
U neveHue.

[ToMMMO OBIMX CMMMTOMOB OHEMMM, BOBMOXEH NIMMOHHbIA OTTEHOK KOXM —
CoueTaHMe BnegHOCTH U XXENTyXM, KOTOPAs SBNSETCS, C OIHOM CTOPOHbI, CMEACTBUEM
HE3CPDEKTUBHOrO SPMTPONO33a (BHYTPMKOCTHOMOSIOBOTO PACMOAC FeMOrnoGuH-
copepXalmx Meranobnactos), C APYroid — HeNPAMO GUNMPYBMHEMMEN, CBI3AH-
HOW C MOBBILEHHLIM TEMOTM3OM KPYHbIX DOPM SPUTPOLIMTOB (MErQNOLIMTOB) B Ce-
neseHKe M NPEeLIECTBEHHUKOB SPUTPOLIMTOB B KOCTHOM MO3re.

[Inst TUMMYHOWM KAPTUHBI TMOCCUTA XAHTEPA CBOMCTBEHHO MOSIBNIEHWE SPKO-KPAC-
HbIX YYOCTKOB BOCMONEHMS HA KOHYMKE M MO KPAIO S3bIKA, MHOTAC 30XBATIBAIOLIMX
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BCIO €ro MoBEpPXHOCTb («OWNapeHHbiit S3bik»). Hepeako Ha sabike HaBntopatotcs
GqDTOSHI:Ie BbICbINAHUA U TPELMHbI.

[Nopo6Hble M3MEHEHWs MOTYT PACMPOCTPAHSTLCS HO AECHBI, CIIMBUCTYIO LUEK,
msrkoe HEGO, MoTky M nuwesop. [TprMem MUK KU NEKAPCTBEHHBIX CPEACTB COMPO-
BOXAOETCA OLUyLIEHMEM XOKeHMs U Gonblo. MHorpa GonbHble XANYIOTCA HA 4yBCTBO
TAKECTU B SMUIACTPANBHOM OBNACTH, NOTEPIO AMMETUTA U PACCTPONCTBO CTYNA.

Hesponoruyeckue cumntomsl gecpuumta eutamuHa B, pasnuunsl B samuck-
MOCTH OT TaXeCTu natonornu. K paHHMM NPU3HAKAM OTHOCSTCS AMCAPYHKUMS 30/
HWUX POrOB CMMHHOMO MO3Id C MOTEPEH NPOMPHOLIENLMU M OLYIEHUS BUOPALIMM.
[MauneHTbl BUraIOTCA C TPYAOM, WMPOKO PACCTABASS HOTM Mpu Xopsbe. MMoaxe
Y HMX PA3BMBOETCA MOPAXEHME MUPAMMAHOTO, CMIMHOMO3XKEUKOBOTO M CMIMHOTO-
NOMUYECKOrO TPAKTOB, COMPOBOXACIOWMECH MbILEYHON CNABOCTbIO, Mporpec-
CHPYIOWEN MbILWEYHOM CMACTUYHOCTBIO, rUneppeddnekcmen, HOXHULEOBPAsHOM
noxonKkow. BoamoxHo Takke nospexaeHme nepudoepryeckmux HepBoB C yTPATOM
rMyGOKMX CYXOXMMbHbIX PEdPNEKCoB, NAPANMYOM YEPErHO-MO3TOBbIX HEPBOB,
noTepeit KOHTpons Hap cdouHkrepamu. [lpu anutensHom pedbuumMTe BUTAMMHA
B, BO3HMKaIOT femeHUMs U Helponcuxmyeckme 3abonesaqus. Hesponoruyeckas
CMMMITOMATMKA MY pedouLMTe BUTaMUHA B, MoxXeT mets MecTo 1 6e3 aHemum.

Knaccudounkaums

B knnHuueckoit npaktuke Hanbonee yacto (okono 90 % cnyuaes) npuxo-
AMTCS MMETb IENO C MEeranobnacTHoM aHemmei, oBycrnoBneHHON fedouLMTOM
BUTAMMHA B, 1, 3HaUMTENBHO pexe, HEOCTATOYHOCTbIO CPONATOB, OHAKO Cy-
WECTBYIOT M CMEWaHHbIE OOPMbI (MPM CMHAPOME HAPYLEHHOTO BCACHIBAHMS).
B saBMcuMoCTM OT naToreHetTMyeckmx OOKTOPOB, BbI3bIBAIOWMX AEOULMT BM-
TammuHa B, unu doonatos, Bce MeranobnacTHie aHeMMM MOAPA3AENSIOTCS HA
4YeTbipe rpymnmbi:

1) BCnepcTBMe CHMXEHHOTO MOCTYMNNEHMs C MULIEH;

2) scnepctene HapylweHus abcopbumm;

3) BCnepcTeMe HOPYLWEHHOTO TPAHCMOPTA M METAGONU3MA;

4) BcnepacTsMe NOBbIWEHHOTO NOTPEBNEHMS.

OuarnocTtuka

\/"IMTbIBGSI, 4YTO OCHOBHAS NMPUYUHA MeranobnacTHbiX AQHEMMH — 3TO HO-
pylWeHHEe KPOBETBOPEHMS, BCE 3TW MALMEHTbI AOMKHbI MOMYYUTh KOHCYMBTALMIO
remaronora u Bceraa TpebytoT NPOBEAEHNs CTEPHANLHOM MYHKUMM C MOPdPO-
NOTMYECKMM MCCNIEAOBOHMEM KOCTHOTO MO3rd.

Mpu NpocMoTpe MA3KOB KPOBKM OMPERENSETCs BbIPAXEHHbIH MAKPOLMTO3
C HOMMYMEM WMHTEHCMBHO OKPALEHHBIX MEranoumTos (a MHOrga — meranob-
nactos) u nomkunountos. Hepepko BCTpeuaIOTCs WM3OLMTLI M SPUTPOLIUTHI
¢ ocratkamu spep 8 Bupe koney Kebora u teney Xaysnna—Xonmu. Konuye-
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CTBO PETUKYNOLIMTOB YMEHbIWEHO. YUCTIO NEMKOUMTOB OBBIMHO CHMXKEHO. Xapak-
TEPHbI CABMI BNEBO B EMKOrPAMME IO MUENOLIMTOB W MPUCYTCTBUE TUIAHTCKMX
HENTPOdOUNIOB C rUMNEepPCermMeHTMPOBAHHLIM ARPOM (10 6—8 cermeHToB BMECTO
06biuHbIX 3). Yncno TpomboumnTos, kak npasuno, He npessiwaer 100x 107/n,
uHorpa HabniopaeTcs rnyobokas TPOMOOLMUTONEHMS.

B kocTHOM Mo3re, KOTOpbIi OBbIMHO MMMEPKIETOYHbIA, OTMEYAIOTC Npeobna-
[OHMeE KNETOK SPMTPOMAHOTO POCTKA (CHHMI KOCTHBIM MO3T), MEranobnactuieckuii
3PUTPONO33 C XAPOKTEPHOM CTPYKTYPOH XPOMATUHA 3pUTPOBNACTOB (WwarpeHe-
BOCTb Afiep), GONblUOE KONMMYECTBO MUTO30B, MHOTOSREPHBIX MEraNOBNACTOB, HAMM-
YME MUIAHTCKMX DNEMEHTOB MPAHYNOLMTAPHOrO PSAA M ATMMMYHBIX MErOKAPHOLM-
TOB C HOPYIWEHHOM OTlWHYpPoBKOM TpomGoumTos (puc. 10.3 1 10.4).

Hedpuumt sutammnua B, Hanbonee noctoBepHO YCTAHABNMBAETCS MO HU3-
KOMy YPOBHIO BUTaMMHA B, 8 chiBopotke (< 160 Hr/n). B knuHmudeckoi npak-
TUKE HOAEXHbIM IMATHOCTUYECKMM TECTOM AechMUMTA BUTAMMHA B, criyxumT no-

PUC. 10.3. CuHMit KOCTHBbINA MOS3T:
NpeobnafaHKe  3PUTPOKAPHOLIM-
TOB, [IBYXbS[EPHbIE SPUTPOKAPUO-
UWTI,  TUMNEPCErMEeHTMPOBAHHbIE
HelTpodounel Npu BUTAMMH B, -
AEeCOULIUTHOM aHEMMUM

PUC. 10.4. CuHUM KOCTHBIA MO3T:
npeobnapaHMe  3PUTPOKAPHO-
LMTOB, WAFPEHEBOCTb SAEP dPHUT-
pokapwuouutos, Tensuya Konnu
B Hopmobnactax npu B, -nedou-
LIMTHOM aHEeMMM




NOXMTENbHbINA OTBET B BUAE PETUKYNOLMTAPHOTO KpU3a Yepes 5—7 pHeit mocne
HQYANQ NEYeHMUs HA BBEMIEHNE BUTAMMHA B .

Kpureprem doonmeroit HEROCTATOUHOCTH ABNSETCS HU3KWIA YPOBEHb GOONATOB
(< 2,5 Mkr/n) npu HOPMQNLHOM COREPXAHMU B CLIBOPOTKE BMTAMMHA B, w1
HopmansHoi ero abcopbumnn. [MarHocTuieckm Tectom dponneBoRedpUUMTHOM
NpPMPOAbl MeranobnacTHON AHEMMM MOXKET PACCMATPMBATLCS PA3BMTUE FEMATO-
NOrMYECKOM PEMUCCHM MOCIE NneyeHns donnesoi kucnoton (no 2-5 mr/cy),
KOTOPQ HEBO3MOXHA MPH HEMOCTATOYHOCTM BUTAMMHG B, ,.

OudpbdpepeHUManbHbIM AUATHOS

Merano6nactHbie aHemMMM MHOMAA MOTYT PA3BMBATLCS MPU HOPMATLHOM
ypoBHe ButammHa B, u dponatoe B ceisopotke. Merano6nactHele aHemuu,
obycnoenenHble Hapywernem cuntesa [IHK, kotopbiit He cegsaH ¢ pedpuumtom
BUTaMMHA B, nu cponartos, Habniopaetcs npu:

V' MIC;

V' sputpommenose (cunapome [u Mynsensmo);

v’ NeveHMM QHTUMETABONMTAMM (MEPKANTOMYPHH, TMUOTYQHWH, C3ATUO-

MPMH 1 AP.), MHIMOUPYIOWMMM CMHTE3 MYPUHOB, MUPUMMAMHOB W APY-
F'MX HYKNneoTnaos,

v/ HacnepcTBeHHbIX HOPYWEHUIX METaGOoNM3Ma (BPOXAEHHOM OpPOTOBOIA

aumaypum);

v/ COCTOSHMAX C HEYCTOHOBNEHHbIM NATOFEHE3OM: MMPMAOKCHH-YBCTBM-

TensHOM 1 PecppaKTepHOM CMAEPOBNACTHOM QHEMMM.

JTeyenune

NeueHne nepHuumosHoit aHemmun (6onesun AppncoHa—bupmepa) co-
CTOUT BO BHYTPMMBILIEYHOM BBeieHMM Butammua B, 8 nose 1000 mkr exe-
AHEBHO B TEYeHMe 2 Hefl., a 30TeM — EXEHEAEeNbHO [O HACTYMNeHMs Kiu-
HUKO-TEMATONOrMYECKOM PEMUCCUM, XAPAKTEPM3YIOWENCS  MCYE3HOBEHMEM
BCEX CMMIMTOMOB 3060NEBAHMS (CMMITOMOB QHEMMM, MOKA3ATENEN KPOBU M He-
Bponoruyeckux nposeneruid). Mocne seenerms sutammna B, yepes 24-72
MPOMCXOAMT TPAHCAPOPMALIMS METANOBNACTUYECKOTO KPOBETBOPEHMS B HOPMO-
6nactmueckoe. [Mo3ToMy ¢ AMArHOCTUHECKOW LEMbIO B3STME KOCTHOTO MO3rd
(nns onpepeneHus MeranobnaCTUHECKOro TMMA KPOBETBOPEHHS) M QHANM3 KPO-
BM (Ons onpeneneHus KOHLUEHTpaLmMu BuTamuHa B, ) cnepyet sbinonksTs Tonkko
no eeefeHus sutammnHa B,. K 5-7-my nHio B kpoBM yBenuumsaeTcs yposeHs
SPUTPOLIUTOB 3Q CHET MOCTYMNEHMs B LMPKYNALUMIO HE3penbix coopm (peTmky-
nounTapHbii Kpua). [ns nopaepXaHus KIMHMKO-TEMATONOTUHECKUX PEMMCCHIA
MALUMEHTbI C MEranobnacTHOM QHEMMEN HYXKAQIOTCS B MOXMU3HEHHOM NEYEHWM
sutamuHom B, (no 500 mkr 8/m 1-2 pasa B mecsu).
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[NepenusaHme KPOBM MM SPUTPOLIMTAPHOM MACCHI MOKA3AHO TOMLKO MPM
NEPHULIMO3HON OHEMMUYECKOM KOME (pesKoe YrHETEHME UMK MONHOEe OTCYTCTBME
CO3HOHMS), KOTOPAs PA3BMBAETCS MPU HU3KOM KOHLEHTPALMM FeMOrnobuHa u
MOXET YrpOXaTh XM3HW GOMHOTO M3-30 HAPACTAIOWEM TMMOKCEMMM.

[levenne doonneBonedOULMTHOM QHEMMM BKMIOYAET GOPbOY C OCHOBHBIM
3060NEBAHMEM M HO3HAYEHME dPONMEBON KMCNOThI (2-5 Mr/cyT) BHYTPSb, Q Tak-
xe ppyrux sutamutos (C, B, B,, B,, PP) npu Hanuumm mansabcopbumu, korpa
nedoULIMT dPONATOB YACTO COYETAETCH C HEOCTATOYHOCTBIO APYTMX BUTAMMHOB.
[ns noBbiweHms yRo6CTBA PEXMMA MPMEMA U YBENMYEHMS KOMMICEHTHOCTH Te-
panuu doonMeBofetPULIMTHON GHEMMM MOXHO McCnonb3osats npenapat «Po-
naumH», cogepxawmin 5 Mr doonuesoit kucnotsl 8 1 Tabnetke, 30 Tabnertok
8 ynakoske. [Mpenapar «PonauymH» BXOAKUT B CIMCOK XM3HEHHO HEOBXOAMMbIX
M BOKHEMIWMX NEKAPCTBEHHbIX CPEACTB. JleueHne NpPOBOAMTCA O HOPMANW3A-
LMK NokasaTenei Kposu.

Mpn HEBO3MOXHOCTM HO3HAYEHWS MM MPEAMONAraemMOi HU3KOM adodpek-
TMBHOCTM MEPOPANbHOM TEPANUM MOXHO MCMOMb3OBATh KOMMNEKC BMTAMUHOB
(nMpupokenHa rppoxnopup 5 mr, umaHokoBanamuH 1 Mr, dbonuesas kucnota
1,05 mr) B Buge pacteopa (4 mn + 1 mn) 8/B unn 8/M 2 pasa B Hepento, Kypc
nedermnss — 4 Hefl. (Bcero 8 MHbEKLMI), YTO AKTYQNbHO B KNMHMKE BOCTICMTENbHBIX
3060NEBAHUM KMILEYHMKA, KOTAQ HET BOSMOXHOCTH OBECneumTs HOPMAnbHOe BCa-
CbIBOHME MPY NEPOPANbHOM MPUEME, U B PEAHUMALIMOHHBIX M HEBPONOTUHECKUX
OTAeneHusx, KOrfa y NALMEHTOB YOCTO HAPYLLEH KT MOTAHMS.

MNporHos

McTMHHAS NepHMLMO3HAS AHEMMS SBNSETCS HeMsNeumMmbiM 3060neBaHueEM,
T.K. CBS3QHA C YTPATOM CMOCOGHOCTM OPraHM3Ma YCBAMBATL BUTAMMH B,
NO3TOMY TOKME MALMEHTbI HYXAQIOTCS B MOCTOHOBKE HO IMCMAHCEPHBIA yyeT
K rematonory u o6s3aTenbHOMY MOXM3HEHHOMY NEYEHWIO MAPEHTEPANbHbIM
LIMAHOKOBANAMMHOM.

MNaumenTsl ¢ apyrMmn doOpPMaMM MEranobnacTHoOM GHEMWM MU YCroBKM
MONHOTO YCTPOHEHMS MPUUYMHBI X BO3HUKHOBEHMS MOTYT BbiTb CHSTbI C HABNIO-
petus. [pu HanMuMmM XPOHUYECKOM NATONOTMM TAKME MALMEHTbI AOMKHbI HO-
6nioaaTbCs Y MPOCOUNBHOTO CNELManmCTa.

10.7. XenesopedpmumntHas aHemus

XOA — 370 rMNoXpoMHAs MMKPOLMTAPHAS OHEMMS, PA3BMBAIOWANCS
B pesynstate a6CoNOTHOrO AedpuumMta xenesa B opraHusme. [Tommmo ae-
MMYECKOrO CMHEPOMA, ANS Hee XAPAKTEPHO HapyleHue dOyHKLUMM KOXM, ee
MPMACTKOB M CIM3MCTbIX OBonoYek — cupeponeHnyeckuini cuHapom. Hapo
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nomuuts, yto XMOA — 310 nocnepHss craaus pedouumMTa Xenesa; fO nossne-
HWS OHEMMM YOCTO MPU NOAPOBHOM PACCMPOCE U OCMOTPE NALMEHTA MOXHO
OBHAPYXMTb NPOSBNEHUS CUAEPOMEHNM, YTO MO3BOMUT CBOEBPEMEHHO BbISIBUTH
NpUuMHy Redprumnta Xenesa u npepotepatuts passutie XOA.

Snupemmonorms

Bnepssie XA onucan Hemeukuit Bpau M. Jlanre 8 1554 r., a npenapa-
bl 4Ns ee neyetus snepssie npumennn T. Cuperram s XVII s.

AHeMmunu, passusatomecs B pesynstate fedouUMTa Kenesa B OpraHuame,
Haubonee WHMPOKO PACMPOCTPAHEHbI B KNMHAYECKOM MPAKTUKE. [10 BAHHBIM
BO3, okono 2,5 mnpp yenosek Ha 3emie MMEIOT CKPbITbIM AedOULMT Xenesa
n 1 mnpp venosek crpagaer XAA. Y xeHwuH oHa Habniopaetcs 8 2-5 pas
yawe, YeM Y MyXUuH, HO 2-M MeCTe Mo yacrote BCTpevaemocti aetu. [ocro-
BepHo pokasaHo siusaHue KA Ha ysenuueHue 4acTOTbl MOTEPUHCKOM M feT-
CKOM CMEpPTHOCTMU.

XOA scrpevatotcs y 12-13% pereit B Bospacre ot 6 Mmec. fo 2 nert.
B passuBatowmxcs cTpaHaox 3TOT nokasatens 3HAYMTENLHO Bhiwe: B MHpmMM
n ctpaHax Adppuku oH gocturaet 72-76%.

B passuteix crpanax Esponsl u CesepHoit Amepuku XOA sbisisnsercs
y 7,5-11% Bcex xeHwuH getopopHoro sospacta, a y 20-25 % Habniopaer-
Cs CKPbITbIA TKOHEBOM aedouumT xenesa. 3HauutensHo Gonbwas yactora XOA
B cTpaHax Asun, Adopuku n JlatnHckoit AMepuky, rie OHO AOCTUraET 3Mnupe-
MMuecknx senuumnH u coctasnset 45-60%. M3 Bcex aHeMui, BCTpeyaowmxcs
B KNMHKMYecKoi npaktuke, okono 80 % ssnsiorcs xenezopedpmumtHeimM. B Poc-
cuitckoit Pepepaumm ceegeruit no yacrore XA Het, ogHOKO, NO HAWMM AAH-
HbiM, B Mockse ee yactota cocrasnsetr 30-35 % cpenm XeHWwMH RETOPORHOTO
BO3PACTA, A cKpbiToro aedouumta xenesa — fo 60 %.

DTMOoNOrng M nNnaToreHes

Hanbonee yacto xporuyeckas nocrremopparmyeckas XA scrpeuaetcs
Y KEHWMH AETOPORHOTO BO3PACTA, YTO CBI3AHO C OBMMNbHLIMM M ANMTENbHbI-
mn meHctpyaumnsmm (30-50% sxeHwmn) 1 yacTsiMm popamu (yawe 1 pasa
B 3 ropa), kotopbie XapaktepHbl Ans xutenbHuy Asun, Adopuku u JlatmHekoi
Amepukun. B CLIA anemus cocrasnsna 9% s 1, 14% so Il v 37% & Il Tpu-
mectpax 6epemerHocT. Ecnn kposonoTeps 3a OAMH MEHCTPYQmbHBIA LMKA
npessiwaer 100 mn (unn 50 Mr xenesa), To HegocTaTOK Xenesa csepx 3To-
O YPOBHS HE KOMMEHCHMPYETCs MOCTYNAIOWMM C MULe Xeneaom (oGunbHbie
U/WMNKM NPORONXMTENbHBIE KPOBOTEYEHUS — TUMNEPNONMMEHOPES, AMCADYHK-
LMOHAMbHLIE MATOYHbIE KpoBOTeueHus, meHometpopparuu). Y 50% xeHuwmn
MEHOPPArUM MMEIOT OPraHMYECKME MPMYUMHDBI: MOMMMbI, SHAOMETPUT, MUOMSI,
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OAEHOMMO3, OTKPLIBAOWMICS B MOnocTs Matku. OnpefeneHHyo AOMIO XeHIWMH
C MEHOPPArMsIMK1 COCTABNAOT GombHble C AUCAPYHKUMEH andHMKoB. [loatomy
BCEX XKEHIMH C HOPYIEHNUSIMM MEHCTPYALHOTO LMKNA B BUAE TMMNEPMONUMEHO-
Pen 1 MEHOMETPOPPArii HEOBXORMMO OBCNEROBATL Y TMHEKONOra.

Hepenko npuunHOi MeHOppAruii MoxXeT ObiTh HAPYWEHWE FeMoCTasa:
TpombouuToneHmn U Tpombouutonarnu, GonesHs BunnebpaHpa, Hacnep-
CTBEHHblE MNU NpuobBpeTeHHble aedpnunTsl caepThiBatowwmx dpaktopos VI, X,
Vull

Kposonoreps ns XKT ssnsetca ocHosHon npuunHon XOA y MyxunH u
Y XeHwuH 6e3 MeHcTpyaumit. JKenyRouHO-KMIWEYHbIE KPOBOTEHEHUS XAPAKTEP-
Hel ans 3a6onesannit XKKT, TaKMX KOK 3PO3MBHBIMA FACTPMT, FPbIXA MULIEBOA-
HOTO OTBEPCTMS AMACOPATMbI, M3bA3BMBLIMICS AmBEPTUKYN Mekkens (cnenoit
MELOK TOHKOM KMLWKHM), HEeCneundpryeckuit a3seHHbIi konut, GonesHb KpoHa,
nonunel XXKT, auBepTHKynes Tonctoro KMWEYHWKA, KPOBOTEHEHME U3 TEMOPPO-
npansHbix BeH. OpHoi m3 yactbix npuuant kposonotepu 3 XKT Guisator ony-
XOMW XENYAKA M KMIWEYHWKA, $13Bbl XKENYAKA M ABEHOALIATMNEPCTHOM KMIKM,
QHKMNOCTOMMAO3 (oaHA aHKkunoctoma notpebnser 0,3 mn kposu). MMostomy
BCex MyxuunH c sbisneHHoMn XA Heobxopmo o6CnenoBaTh y racTposHTEPO-
nora ans uckniouerus saconesarmin XKT.

Cnenytowen npuunHoit passutna XA sensercs kposoTeueHue W3 pac-
WMPEHHBIX C MCTOHYEHHOM CTEHKOW COCYHOB CIM3MCTbIX oBonoyek (GonesHb
Panato—Ocnepa), kotopble HaMbonee 4aCTO BbISBASIOTCS B CNM3WUCTON HOCA
M BbI3bIBAIOT XPOHMYECKOE HOCOBOE KPOBOTEYEHHE.

[Oedouumt xenesa MOXeT pasBMUTLCS Y GOMbHBIX C XPOHWUYECKUM BHYTPM-
COCYAMCTbHIM TEMOTM3OM, MPOTEKAIOWMM C remMornobunypueit. Xeneso npw
BHYTPUCOCYAMCTOM FEMONM3E BLIAENAETCS C MOYOM, T.K. BXOAMT B COCTOB re-
Morno6buHa (remornoGunypus) M remocupepuHa (remocupepuHypus). HanGo-
nee 4acto aedoMuMT Xenesa HABNIORAETCS MPU CIERYIOWMX FEMONUTUYECKMX
anemusx: [THI u AUTA ¢ TennosbiMm remonmanHamm.

CkpbiTbiit pedonumt xenesa n XA MoryT BCTpeuarscs y BOHOPOB KPOBH.

B pepkux cnyuasx noctremopparudeckas XOA Moxer Gbitb CBA3GHA
C KPOBOW3NMAHWIMM B 3AMKHYTbIE MOMOCTH C MOCIERYIOWMM HAPYLWEHWEM pe-
YTUNM3ALIMM XKENE3a rema PaspyLUMBLIMXCS SPUTPOLIMTOB. TakMe KPOBOMOTepH
BCTPEYQIOTCS MPU FMOMUYECKMX (COCYAMCTbIX) OMyXOnsX, MPM SHAOMETPHO3E,
He CBA3GHHOM C MONOCTbIO MATKM. [1OROBHbIM MEXAHWM3M PA3BUTHS CHEMMM
MMEET MECTO MPU M3ONMPOBAHHOM NErOYHOM CMAEPO3E, MOCKOMbKY NErOYHbIE
cupepodparu He CnocoBHbI NEPERaBATH XENE30 IPUTPOBNACTAM.

XOA npu cuHppome ManbaBcopbuMM HAGNIOAAETCS MPHU XPOHUYECKMX
SHTEPMTAX (FMIOTEHOBOM SHTEPONATHUM, TPOTMMYECKOM M HETPOMMYECKOM Cripy),
cuHppome TepHepa, pesekumm Xenyaka, OCNOXHEHHOM AEMMUHI-CMHAPOMOM,
BOCMANMTENbHbIX 3a6onesarmsx kuwedHuka. Cnepyer nomuuts, 4to XOA He
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PO3BMBAETCA B PE3YNLTATE OXMIMYECKOrO FACTPMTA, NOCKOMbKY OPraHMYeckoe
XeNne3o OTNMYHO BCACHIBAETCS MPM MONHOM AXMIMM.

B Gonbwurctee cnyyaes XA y peteit paHHero Bo3pacTa CBS3AHbI C AHTE-
HOTANLHOM HEROCTATOMHOCTbIO AEMOHMPOBAHMS Xenesd, oByCNoBIEHHOM CUAe-
PONEHMYECKMM COCTOSHUEM MATEPU MNM HE[LOHOLWEHHOCTBIO.

Y noppoctkos, ocobeHHo AeByluek, B nepuof nonosoro cospesams XA,
WU KIOBEHMITbHBIA XNOPO3», SBMNAETCS CNEACTBUEM COYETAHMS HECKOMbKMX MpPH-
YMH: MOBbIWEHMS NOTPEBHOCTH B XKenese BCNEACTBME GbICTPOrO POCTA AEBylIEK
M MOSIBNEHMS MEHCTPYALMM, MCXORHO HM3KOTO YPOBHS XENe3d M Mioxoro nura-
HMs (OTCYTCTBMS MSACHBIX MPOAYKTOB B AMeTe).

Onucanbl pepkne cnydan XIOA, obycnoeneHHsle HOCNEACTBEHHbIM HAPY-
WweH1eMm BbIPAGOTKM TPAHCHPEPPHHA (HACNEACTBEHHAS ATPAHCAPEPPUHEMMS).

Co BpemeHeM AedomLMT Xenesa NpPOrpeccHpyert, TeYET RONTME FOfbI NATEHT-
HO, O 3aTeM, MOCNe MOMHOrO MCTOWEHMS 3ANACOB Xenesd B Aero, PO3BMBAETCS
XOA.

OCHOBHOW MEXAHM3M PA3BMTUS QHEMMM — HOPYWEHME FEMOrNMOBMHO-
06pa30BAHMS B IPUTPOKAPMOLIMTAX KOCTHOTO Mo3rd. B ocHose natonoruu
3PUTPOMNO33a MPK AedPMLMTE XKenesd NEeXMT HaPYLEHUE CUHTE3d TeMmd, B pe-
3ynbTaTe KOTOPOro reMOorNoGUHU3ALIMS SPUTPOHOPMOGNACTOB 3AMA3ALIBAET MO
CPOBHEHMIO C MPOLIECCOM OBPATHOTO PA3BUTUS AREPHbIX CTPYKTYp. [Mockonbky
CHHTE3 reMornobmHa M3-30 fedpuLMTa Xenesa CTPARAET B GOMblien CTeneHu,
yem ob6pasosanue sputpoumtos, ans XIA npu cpasHUTENsHO yMepEHHOM
CHMXEHMM YUCNIA SPUTPOLIMTOB CBOUCTBEHHO Gonee BbIPAKEHHOE NAAEHKe Co-
AEPXAHMs B HUX rEMOrNOBMHA, YTO NPOSBNSETCS TMITOXPOMUEN SPUTPOLIMTOB U
PA3BUTUEM TMMNOXPOMHON MUKPOLIMTAPHOM QHEMMM.

Bropo# natonornueckinit MEXAHM3M, KOTOPbIH MMEET MECTO B YCNOBUAX Ae-
donLMTa Xenesa, — 3TO CHUXEHME OBPA3OBAHMS APYTMX BAXKHEMWMX GEnKos,
Y4ACTBYIOWMX B HAKOMAEHMM M TPAHCMOPTE KMCNOPORA. YMEHbWaeTcs Cofep-
XOHME MMOTMOBMHA B MOMEPEeYHONONocaToi Myckynartype. Hapywenue ob-
PO30BAHMS LIMTOXPOMOB M KATGNO3 MPMBOAMT K YTHETEHMIO SHEPreTMYecKoro
0BMEHA BCEX KNETOK OPraHM3Md, NP STOM B OCHOBHOM CTPOAQIOT GbICTPO
pensumecs TKaHu (KOXA W CM3UCTbIE OBONOYKHM).

Knaccudoukaums

B 3aBMcMMOCTM OT MPMUMH, BbI3bIBAIOWMX AECOULIMT Xenesd, BbiAensetcs
nats rpynn XXOA:
1) xpoHuueckue noctremopparmdeckue XMA;
2) XA, ces3aHHble C HOPYIWEHUEM BCACLIBAHMS M MOCTYMIEHUS KENE3A C
nULwen;
3) XOA, cBA3aHHbIE C HEROCTATOUYHBIM MCXOAHBIM YPOBHEM XENEes3a B Opra-
HWaMme (vawe y peten);
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4)

9)

XIOA, o6ycnosneHHbie MoOBbIEHMEM NOTPEBHOCTM OPraHU3MA B XKene-
3e (6es kposonotepy);
XA, cBs3aHHble C HOPYLEHMEM TPAHCTIOPTA Xenesa.

Knunuka

B HACTOsLee Bpems BbieNnatoT HECKONbKO cragmm necbmumc xenesa:

1.

[MpenpacnonoXeHHOCTb K PA3BMTUIO KENe3oRedoLMTA (BEreTapraHcTBso,
MOAPOCTKOBLIA BO3PACT B COMETAHMM C HOPYWEHWEM MEHCTPYCbHOTO LiMK-
Na 'y AEBOYEK, YOCTbIE POAbI, HAMMYME XPOHMUeckux saGonesarmit XXKT mnm
XKEHCKOM PENpPORYKTMBHOM CUCTEMBI, CBA3AHHBIX C KPOBOMOTEPEH).
[NpeanateHTHbIA AedonumT xenesa. Ha 3toit ctapmm HeT HUKakux nabopa-
TOPHBIX KPUTEPHEB AEdOULMTA XKENe3a, OFHAKO MOXHO OMPERENMTb MOBbI-
weHue abcopbumm >7Fed* B XKKT, kotopoe moxer npesbiwats 50 % (8 Hop-
me 10-15%).

NaTeHTHbIM AedpuumT Xenesa. XapaKTepM3yeTcs PAsBUTUEM CMAEPOMEHM-
4ECKOTO CMHAPOMA, CHXKEHWMEM 3AMACOB XENesa B OPraHM3ME MO AAHHBIM
naBopPATOPHbIX MCCNEROBAHMIA.

4. XOA. [InarHos ycTaHOBIMBAETCA MPU CHMXKEHUM KOHLIEHTPALMM reMorno-

v

6uHa go meree 120 r/ny xenwwmn u 130 r/ny MyxuuH. Buoigensercs
Heckonbko ctapmi XOA:

PEreHepaTOpHAs CTaAMS, XOPAKTEPM3YIOWASCS MOBBILEHUEM BbIPABOTKM
3PUTPOLIMTOB B OTBET HA TMMOKCHIO, CBA3AHHYIO CO CHUXXEHMEM KOHLIEHTPO-
UMM FEMOMOBMHA U MOSIBIEHMEM MUKPOLIMTAPHBIX TMIOXPOMHBIX COOPM
apuTpoLmTos. OCHOBHLIMU TAGOPATOPHLIMU KPUTEPUSIMM SBSIOTCS PETUKY-
NOLMTO3, PACLIMPEHHE SPUTPOMAHOTO POCTKA KOCTHOTO MO3ra;
TUMOPEreHepaTopHAs CTAAMs, MPU KOTOPOH COOPMMPYETCA MCTMHHAS
HE[OCTATOYHOCTb KPOBETBOPEHMS, CBI3AHHAS C HEAdDAPEKTUBHBIM SPHT-
ponoasoM. Ha 3Toi CTORMM BBISBNSIOTCS SPUTPOLIMTONEHUS, PETUKYNO-
LMTOMEHUS, CYXEHNE SPUTPOMAHOTO POCTKA KOCTHOTO MO3Id.

Knunnueckas kaptmia XOA cknapsiBaetcs u3 obwmx Ans aHEMMU CHUM-
MTOMOB, CBS3GHHLIX C HEAOCTATOYHbIM ObecreyeHMem TKAHEH KUCIOPOROM
(cnaBoct, ronosokpyxeHus, cepaLebHeHms, Ofbilki, OBMOPOKOB), cMaepo-
MEHMYECKMX CUMIMTOMOB, CBOMCTBEHHbIX TONMLKO AedpuUMTY xenesa, u sabone-

BAHWHA,

npuBoaswmx K passutmio XKOA.

K CUAepPONeHN4eCckKMM CMMNTOMAM CTOUT OTHECTH!

MBILIEYHYIO CNABOCTb, HE COOTBETCTBYIOLLYIO CTENEHM AHEMMUK;
nsspawenne skyca (pica chlorotica) 8 Bupe crpemnenms ectb He-
CbefjoGHble BelWecTBa (Men, yrofb, MuHY), Cbipble MPOAYKTb (Cbipbie
KPYTbl, TECTO, ChIPOW MSCHOM doapl), O TAKKE MPUCTPACTUE K He-
OBbI4YHbIM 30MAXAM (KEPOCHHA, MA3YTa, BEH3MHA, ALETOHA, MyYTANMHA,
HAdPTANMHA, BBIXMOMHBIX FA30B MALMH);
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BbINAAEHME BONOC M CyXOCTb KOXM C OBPA30OBAHMEM TPELMH, OCOBEH-
HO 4QACTO B YrONKAX PTA (QHIYNSPHbIA CTOMATHT);

M3MEHEHMs HOTTe: NOMKOCTb, MOSBIEHME MCUEPUYEHHOCTH, BOrHYTOCTM
(korMnoHuxum);

6ONEe3HEHHOCTb M O4AroBOE MOKPACHEHWE CIIM3UCTOM A3bIKA C ATPOdOU-
el CoCoUKOB («reorpaddonieckuin S3bik»);

aMcdoarus, XapaKTEPH3YIOWASCs 3ATPYRHEHUEM MMOTAHMS CYXOM MMM
M paseuTMeM GOonesHeHHbIX Crasmos nuiesofa (cuHapom [namme-
pa—Bunbcona);

v/ M3ypuueckue paccTpoicTaa (HEREPXAHME MOUM, HOYHOM 3HYpPEs).

RN NN

Kputepuu pnaruvosa

OuarHos XOA BO3MOXHO YCTOHOBMTL TOMLKO MPM HAMMYMKM BCEX XAPAKTE-
puctnk XOA (nabopatopHbix KPUTEPHMEB M MPUUMH €€ PA3BMTHS).
1. TNa6opatopHsie kputepun XOA:
°  aHemus;
*  runoxpomHsiit xapaktep avemmn: MCH < 27 nr, MCV < 80 don,
usetosoi nokasarens < 0,8;
° OBCOMOTHBIN  AedPMUMT  Kenesda:  CbIBOPOTOYHOE  XKeneso
(CXK) < 12 mrmonsb/n, chepputnn ceisopotku (PC) < 20 mkr/n,
HTX < 17-20%.

2. YcraHosneHHas npuumna passums XXOA.

OuarnocTtuka

CB930HQ C YCTAQHOBNEHMEM XAPAKTEPUCTMK CHEMMM, COOTBETCTBYIOLMX
XOA, v NoMCKOM BCEX BOMOXHbIX MPUYMH €€ PASBUTHS.

OudodpepeHumnanbHas fUATHOCTHUKA

XIOA cnepyet pudpdbepeHUMpoBaTh C APYTUMM TUIOXPOMHBIMM MMKPOLIM-
TAPHBIMU CHEMMAMM:

® [PYrMMM XenesofnedoMUMTHBIMU CUHEPOMAMM (anroputm Andpdoe-

PEHLMANLHOM AMArHOCTHMKM YKasaH Ha puc. 10.5):
—  HekotopbiMu BapuaHtamu AXB. B aTom nomoxer tonsko mccne-
nosatue PC (kpome 310ro, GyayT ONPeensTsCs BbICOKME 3HAYE-
HMS MOPKepOB BOCMANeHMs), rae oH Byaet, kak npaeuno, Gonee

100 mkr/n;

- coveranmnem XA u AXB (sapuant 1) mnm doyHKUMOHANbHBIM
pecouumtom xenesa (sapuant 2). B amx cnyuasx dC 20-
100 mkr/n, GyRyT ONpeRensTbest BHICOKME 3HAYEHMS MAPKEPOB
Bocnanexus ans 1-ro BapuaHta i Gyper npepwectsytouee
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[ Anemust: Huskue 3Hauenrst MCH, MCV, CK, HT)K ]

| f |

Hapyuienne nocrynnenus,
BCACbIBAHMsl XXeJIe3a,
XPOHMYECKAsi KPOBOMOTEPS],

Kcnonb3oBanue XpoHuueckoe BocraseHue,
pu3Ilo MH}EKLHMS, ONYXOJlb
TOBBILIEHHAs TOTPEOHOCTD

CPB, ®HO, UJI-6 CPB, ®HO, UJI-6
renuuanH (v, N) renuuant (1)

[ @ (<20 mur/m) | ®C (20-100 mir/7) | ®C (> 100 mr/n)
! . !

OTBer Ha npenaparbl kejnesa:
TIA A2 JIA A A » HET

*« - —— === — 4

PUC. 10.5. Anroputm andpdoepeHUManbHON AUArHOCTUKM Xene3oneddULIMTHBIX CUHAPOMOB.

CPB — C-peakmmeHbiit 6enok; AXb — aHemus xporuyeckoi 6onestu; XA — xenesopedomumtHas
anemus; UIN-6 — untepneitknn-6; HDK — Hacsiwenne tpancdpeppura xenesom; CK — chisopo-
TouHoe xeneso; OIXK — doyHkumoHanbHbi gedouumt xenesa; PHO — dbakrop Hekposa onyxonei;
DC — cbepputnr coiBopotkn; N, ¥ — Bbicokme Wnu Huskue nokasatenu; D, PN, AN — acb-
PEKTUBHOCTL MPENAPATOB Xenesa.

ucrnonb3oBaHMe npenaparos sputponoatuHa (pudMO) nmbo
BUTOMMHOB rpynnbsl B npu neuemnn meranobnactHbix aHemuit
Ans 2-ro BAPWUAHTQ;
®  QHEeMMSIMM BCTIEACTBME HAPYLWEHWS CMHTE3A reMa (CMAEPOaxXpecTu-
YECKOM QHEMME) UNK BCEACTBME OTPABIEHMS THXEMBIMUA METANNQ-
Mu. B atux cnyuasx sbissnsiorcs shicokue nokasarenu CK n OC;
reMOrno6MHONATUSIMU (TANACCEMMIMM), KOMAA, MOMUMO BbICOKMX
sHaveHnit OC, GynyT onpepenstbcs NPU3HAKM remonusa (Henps-
Mas rMNepOUNMPYGUHEMMS M XKENTYWHOCTb CKNep, pexe — pe-
TUKYNOLMTO3 M XKENTYXA), XPOHMYECKOM FEeMONMTMYECKOM OHEMMM
(cnneHomeranus, pexe — XenuHoOKAMEHHAs BonesHs);
* Hekotopbimmn BapuaHtamm M[C.

Knaccudpukaums, xapakTepucTuka M KnuHMYeckue
0COBEHHOCTU Xene3oCofepXalux NPenapaTos

Bce npenaparsi xenesa gensrcs Ha TPAAULIMOHHbIE NEPOPANbHbIE MPENAPATHI
nByx- (rpynna ) u TpexsaneHtHoro xenesa (rpynna ll), napextepansHbie cpeactsa
(rpynna Ill) u Hoeyto nepopanbHyto neKapcTBEHHYIO POPMY TMMOCOMANLHOTO Xe-
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nesa (rpynna IV). MokasaHuem pns MoHoTEPANMM MPENApPATaMM XXenesa sSBnsetcs
XIOA, uacro XIOA + AXB (Ho B couetaHmum ¢ nedeHmMem OCHOBHOIO 3060MeBaHMs),
ans AOGABNEHMS K YXE MPOBOAMMOMY NEYEHMIO — CPyHKLMOHAMBHOTO AedpuLmM-
Ta xenesa; npu Hanuumm AXB npenapatbl Xenesa HO3HAYAKOT B 3ABUCMMOCTH OT
nokasatenet AC, rMnoxpomMun 1 MUKPOLMTO3A SPUTPOLIMTOB M 3CPdPEKTUBHOCTM
npenaparoe (p43MO). Llens ncrionbsosaHms npenaparos xenesa HECKOMbKO OTu-
4YQETCA B 30BMCMMOCTU OT BAPMAHTA XENE30AECPMUMTHOTO CHMHAPOMA, HO B IIOGOM
Cnyyae UX MPUMEHSIIOT AN HOPMANM3ALIMM KOHLIEHTPALIMM rEMOMMOBHHA 1 3aMacos
xenesa s opranmame (cdbepputnn 6onee 30 mkr/n pns XIA, 6onee 100 mkr/n
anst cpyHKUMoHansHoro aedpomumra xenesa u AXB).

TpapnumoHHble nepopanbHblie MPenapaTbi Xenesa dousMonornyHsl U Ge-
30MACHbI, NMO3TOMy OHW Gonee MPERMOYTUTENbHBI AN PYTMHHOMO MCMOMb3OBA-
Hus, 4em napexTepansHele. CyToyHas TepanesTuyeckas fosa cocraenser 200—
300 Mmr anemeHTapHoro xenesa. Mx ocHosHble HEROCTATKM:

® BO3MOXHOCTb PA3BMTMS AMCMENTUYECKMX SBNEHWM, TAKMX KAK TOW-
HOTA, PBOTA, AMApES, 3aMOp;

®  JCMONb3OBAHWE MEPOPANbHLIX MPENAPATOB XeNnesa NpPoTUBOMNOKA-
3aHO npwu octpoi naronoruun sepxHux otaenoe XKT, a npu psge
3060NEBAHMI TOHKOTO KMIEYHUKA MX MEPEHOCUMOCTb CyLECTBEHHO

CHUXQETCS;
° leyeHue AnuTensHoe ot 2—-3 Mec. O MONyrofa.
| rpynna — nepopanbHsie npenapartbl xenesa, copepxawme Fe?*. Cre-

neHb a6copbumm ABYXBANEHTHbIX COMEM KENe3a B HECKOMbKO PA3 BbILE, YEM
TpexsaneHTHbIx. [1oatoMy npenaparsi, copepxatyme B cocrase Fe?*, pator 6o-
nee GbICTPbIM 3POEKT, YEM TPEXBANEHTHbIE, M, KOK MPABMNO, SBASIOTCA Npena-
patamu BeiGopa (pekomerpaumn BO3). HyxHo otpasats npepnouteHme tem
npenapaTtam, kotopbie copepxar ero s uuctom supe He meHee 100 mr. Cytou-
Has Tepanestuyeckas gosa coctasnser 200-300 Mr anemeHTapHOro Xenesa,
NO3TOMY TAKME MPenapaThi HauGonee Yao6Hb B MPUMEHEHMM.

Hepocratku — Gonee BbipaxeHHble M YaCTbie MOGOYHbIE SPAIEKTHI, YEM
MPU MCMOMb3OBAHWM TPEXBANEHTHbIX MEPOPANbHLIX MPENAPATOB Xenesa (oko-
no 20-35 n 10-15% coorsetcreento). Mx ncnonbsosaxue npotMsonokasaHo
npwu octpoit natonoruun XKT, a npu pspe 3060n1€BaHMM TOHKOTO KMILEYHUKA MX
NepEeHOCMMOCTb CYLECTBEHHO CHUXAETCS.

Haubonee yacto npumeHsembim, ROCTYMHbIM, SAOCDEKTUBHBIM NEPOPAbHbIM
npenapatom ans nevenms XA sensercs «Cop6udpep [ypynec». B opHo#t 1a6-
netke «Cop6udpep [ypynec» copepxutcs 100 Mr aneMeHTapHOro ABYXBANEHT-
Horo xenesa B eupe 320 mr cynbcparta xenesa 8 covetranmu ¢ 60 Mr ackopbu-
HOBOM KMCTNOTbI, KOTOPAsS CTABUNU3UPYET XENeso, NPENSTCTBYs o OKMCNEHHIO,
obecneunsas BbICOKO3(PUPEKTUBHOE NEYEHNE, COMOCTABUMOE C NEYEHMEM BHYT-
PUBEHHbIMM MpenapaTtamu. YHukansHas texHonorus «[ypynec» o6ecneunsaer
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MO3TAMHOE BLICBOBOXAEHME OKTUBHOTO MHIPEAMEHTA (MOHOB Xenesa) B TeYeHue
ANUTENLHOTO BPEMEHU. DTA TEXHONOTUS NO3BOMSET U3GEXAT PA3APAXKEHMS Cli-
3MCTOM OBONOUKM XKENYAKA MyTEM CENEKTUBHOTO BbICBOBOXAEHMS Xenesa B Npo-
CBETE [IBEHOLATUNEPCTHOM KMLIKM, YTO 3HAYUTENLHO MOBLILLAET MEPEHOCHMMOCTb
npenaparta «Copbudpep [lypynec», npubaunxas ero 6e3onacHoCTs K MaKch-
MOMbHO BOBMOXHOM NSl ABYXBANEHTHBIX MPENAPATOB XENe3a. TPeXMEPHbIH Ma-
Tpukce Tabnetok «Copbudpep [dypynec» MHepTEH B NUIIEBAPUTENLHOM COKE, HO
MOIMHOCTbIO PACNOAAETCS MO AEHCTBUEM KMIIEYHOM MEPUCTANLTUKM, KOTAA OK-
TUBHbIM MHIPERMEHT MOMHOCTbIO BbicBOGOXAAETCs. CpefHuit NpUpoCT remorno-
61Ha B TeYeHue nepBoro mecsaua nedenuns cocrasnser 30 r/n/mec., a nonHas
€ro HOPMANM3ALMS MPOUCXOAUT CrycTs 2-3 Mec.
Il rpynna — nepopansHbie npenaparsi Fed*. Takue npenaparts Tpe6y-
foT Gonee ANMTENLHOTO MPUMEHEHMS, HOPMANM3AUMS TeMOrnobuHa HACTy-
MaeT ToNbko Cnycrts 2—-4 Mec., O HOPMANM3AUMs NMOKA3ATENer Aeno xenesa
(PC) — uepes 5-7 mec. ot Hauana Tepanmu.
lll rpynna — napeHtepansHbie npenapars xenesa. B Hacroswee spems
PEKOMEHYETCS MCMOMNb3OBATL TONMLKO BHYTPMBEHHBIE NEKAPCTBEHHbIE POPMbI.
Onu B psige cnyyaes Gonee 3cpPdPEKTUBHbI, YeM NEPOPAnbHbE, HO HE MOTYT
MCMOMb3OBATLCS PYTUHHO, OCHOBHbIE TPEGOBAHMS K MX MPUMEHEHMIO STO:
1) BBEnEHWE B yCNOBMAX CTALMOHAPQ;
2) MCnonb3oBAHKME TOMLKO MPU AOKA3AHHOM OBCONIOTHOM AeddrLMTE XKenesd
(B 0BszaTensHoM nopsiake Mccnepyetcs obmeH xenesa, sHaverus DC ponx-
Hbl 6biTb MeHee 20 mkr/n);

3) HasHauaertcs Tonbko pacyetHas gosa (no doopmyne [aH3oHM), ykasaH-
HQS B MHCTPYKLMM K KOXKAOMY MPENapary.

[Npu NpUMeHeHNM BHYTPMBEHHBIX MPENAPATOB XEeNesa B CTAHAAPTHOM CXe-
me ucrnonssyetcs fosa 100 Mr B cyTku, KOTOPYIO MPEAMOYTUTENLHO BBOAMTH
Yepes faeHb. Takum obpasom, npwu nedermn Tsxenon XA Ha BBefeHue cym-
maptoi possl 1000-2000 mr xxenesa moxert notpeboeartses fo 1-2 Mec.,
4TO FenaeT HeBO3MOXHbIM yckopuTb nevexne XIOA no cpasHeHuio ¢ nep-
OpQnbHbIMM MPENAPATAMM.

CospemeHHbIit BHyTpHBeHHbIH npenapat «MoHodbep» (xenesa (lll) rvp-
POKCMA ONIMrOM3OMANLTO3AT) MMEET O4YeHb HM3KYIo TOKcuuHocTb. [lpenapar
XOPOWO MEPEHOCHTCS U UMEET MUHUMAIbHBIA PUCK MEPERO3UPOBKM, YTO MO-
3BONAET OFHOKPATHO BBOAMTL AO 20 Mr Xenesa Ha KaXAbIM 1 Kr Maccsl Tena
(TOOO Mmr ans naumentos ¢ Maccoi 50 kr, 2000 mr — ¢ maccoit 100 «r),
4YTO MOMHOCTBIO pPewaeT NpobrneMy MONHOTO BOCMOMHEHMS AedPMUMTA Xenesd
30 opHo ssepeHue. [Npu npumerennn «MoHodpepa» Tpebyetcs cobniopats
ckopoctb MHdpysum: posbl fo 1000 mr xenesa Hapo BBOAMTL KAMEMbHO 3d
30 muH, npesbiwatowpne 1000 mr — 3a 60 muH.

IV rpynna — 10 HOBAs CyKpocoMManbHas (nMnocomansHas) doopma nep-
opansHoro xenesa, «Cupepan Poprex». OcobeHHocTH 3ToM dropMbl 0BYCNOB-
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neHbl YHUKANbHOM CMCTEMOM BCACHIBAHMS B KuieuHUKe. MexaHuam BcackiBaHms
CBI3QH C MPOHMKHOBEHMEM B NMMAPATUYECKME MPOTOKM HA BCEM MPOTIXEHMM
TOHKOrO KMIIEYHMKA, YTO mossonseT 3Hauumo nosbiwars CK paxe B cnyyasnx
NOPAXeHMs ABEHOALIATMNEPCTHOM KMWKMU. VIMes BLICOKYIO TPOMHOCTb K TPAHC-
doeppuHy (8 coctase copepxutcs nupodbocdpar Fedt), monekynsl metanna
MONHOCTHIO CBA3LIBAIOTCS C HAM, OBECMEUMBAs MONHOLEHHYIO ROCTABKY Xenesa
BCEM KIETKAM OPrOHW3MA HE3OBUCMMO OT PETYNMPYIOWMX MATONOTUYECKMX
BOCMANUTENbHbIX MPOLECCOB. [TOMUMO BLICOKOHM 30DPEKTUBHOCTM, HOBAS ne-
KapcTBeHHas doopma sensercs Gonee 6e30MACHOM, T.K. He MPOHMKAET U He
HOKQMIMBAETCS B SHTEPOLMTAX M HE BbI3bIBAET MOGOUHbIX 3GDCPEKTOB CO CTOPOHI
XKT. Tpu Hannumm NpoTMBOMOKA3AHMIA K KIOCCUYECKUM NepPOopPabHbIM NPena-
PATAM Xenesa, TaKUM KaK ocTpble saGonesaHus sepxHix otaenos XKT, nevexve
MOXHO MPOBOAMTL C MOMOLLBIO HOBOMO CYKPOCOMMQNLHOTO (MMMOCOMAnNbLHOTO)
npenapata xenesa «Cupepan Dopre», kotopbiit copepxmnt 30 mr xenesa
B kancyne. [losa gonxHa coctaenstb 1-2 KaMCynbi B CyTKu B 30BUCMMOCTU OT
TAXECTM GHEMMMU W BLIPAXKEHHOCTM €€ CUMMTOMOB, AMTENLHOCTb NEYEHNS OMpe-
RENseTCs TeMM Xe MOKA3AHMIMM, 4TO M MPK MCMONb3OBAHMM KIACCUYECKMX Mpe-
naparos xenesa. Takxe «Cupgepan Popre», B OTIMUME OT TPARULIMOHHBIX Mpe-
napaTtos xenesa, adodpeKkTMBEH MPKU QHEMMM XPOHMYECKOM BonesHu (aHemum
BOCMONEHMS), MOCKOMbKY MMEET remnUMAMH-HE3ABMCUMbIA MEXAHM3M BCOCHIBAHMS
B KMIWEYHMKE. DTO AENaeT CyKPOCOMUAMBHOE (MMOCOMANbHOE) Xeneso anstep-
HOTMBOM NPENAPATAM MAPEHTEPALHOTO Xeneaa Npu aHEeMMsIX, ACCOLMMPOBAH-
HbIX C XPOHUYECKMMM BOCTIQTUTENbHBIMMA M OHKONOTMUYECKMMU 3060MEBAHUAMM.

JTeyenune

Neyetne XOA ctpoutcs HO Cnefytowmx NPUMHLUMNOX.

v [lo Hayana neveHms obs3ATENLHO CNEAYET BbISBUTL M MO BOMOXHOCTH
yCTpaHuTh npuunHy pasentus XOA.

v" [Ins neveHms HAO MCMONL3OBATH TONMBKO NEKAPCTBEHHbIE XeNne3oconep-
Xdlwue npenaparsl.

V' BHe 3aBMCMMOCTH OT TAKECTU QHEMMM NEYEHME HAYMHAETCS C NePOPanb-
HbIX MPENAPATOB, UCKIIOYAS MPOTUBOMOKA3AHMS (OCTPAS A3BA XENYAKA
M MBEHOALOTMNEPCTHOM KMIWKM, SPO3MBHBIA CACTPMT), HEBO3MOXHOCTb
MCMIONb3OBAHMS NMEPOPANbHLIX MPENAPATOB (HAPYWEHUE MMOTAHMS, OT-
CYTCTBME CO3HAHMSA, MHTYEALMS U Ap.).

V" JleyebHas [03Q NepopanbHLIX NPenapaTtos xenesa cocrasnser 100—
200 Mmr anemeHTapHoro xenesa B cyTku (Makeumansio 300 mr), pas-
RENeHHas HO 2 Mpuema.

v Mcnonb3osaHue NapeHTepanbHLIX CPEACTs BOIMOXHO TONLKO NpH AOKa-
30HHOM OBCOMIOTHOM fedhuumMTe Xenesa, NeYeHne JONXKHO NMPOBOANTS-
A TOMLKO B CTALMOHAPE, BBORWTCS TOMKO PACYETHAS AO3A MPenapard.
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BHyTpuMbIWeYHOE BBEAEHME MPENAPATOB XENe3d B HACTOSWEE BPEeMs
He NPUMEHSETCS.

TpaHcdpysnm apUTPOLMTAPHOR Macchl 0BbIMHO He ucnonbaytotcs. OHu
MOKQA3AHbI TONMLKO MOXMITbIM MIOASM MNP HANMYMM TIKENON AHEMMH, Bbl-
POXEHHBIX CUMMTOMAX, MPOSBNSIOWMXCS B MONHOM MOKOE, U HEBO3MOX-
HOCTM yCTpaHuTL npuunHy anemnn BO3 pekomeHpyet opueHTHpoBaTh-
% Ha 3HaYeHus remornobuHa 30-40 r/n.

Cpoku neveHuss nMpu MCMONb3OBAHMM MNEPOPANbHLIX MPENAPATOB
XENneaa 3aBMUCST OT TIKECTU AHEMMM, coCTaBnsioT 3—4 Mec. npu mc-
nons3osaHuu npenaparos Fe?* unu 4-6 mec. npu UCNONbL3OBAHKMM
npenaparos Fe3+.

DdppeKTMBHOCTL NeyeHus ONpPeRenseTcs no MPUPOCTy reMornobuHa
yepes mecsu nocne Hauana nedenus (> 10 r/n B Mecsu);

Mpu otcytctemn npupocta remornobura Ha 10 r/n B mecay u 60-

nee — OTMEHA MPEenapaToB Xenesa, MCCNefoBaHWe oBMeHa xene-
30, petansHoe obcnefosaHue GOMBHOTO, KOHCYNLTAUMS remaronora
(puc. 10.6).

OcHosaHnem Ang npekpdaleHusa Tepanun §BngeTcas He HOpManmsa-
uma FeMOI'I'IO6MHO, a HopManMsauus COAEPXAHMA Xenesa B Aeno

(®C > 30-50 mkr/n).

Mporxos

MporHos XA 3aBMCHT OT NPUUMHBI €8 PA3BUTMS U CBA3AH CO CBOEBPEMEH-
HOCTbIO M QMIEKBATHOCTBIO YCTPOHEHMS €€ MPMUMHbL. Y XEHWMH PenpofyKTMB-
HOrO BO3PACTA C TMNEPNONMMEHOPEEi M 3a60NEBAHMAMM XEHCKOM penpopyk-
TUBHOM CMCTEMbI, y GOMbHbIX C BOCMONMTENbHBIMU 306GONEBAHUAMM KULIEYHUKA,
6onesHbio Panpgio—Ocnepa 4acto He yaaeTcs MOMHOCTLIO YCTPAHUTL MPUYKHY,
Torpa nevexne u npodpunaktuka XMOA npuoBperaior anuTensHbIM, Yacto no-
XM3HEHHbIA xapakTep. B cnyyae BO3MOXHOCTM yCTpaHeHMs npuumHel 3a6one-

[ ['vnoxpomuas anemust + npuunHa XA ]

l

Vccnenosanue oOMeHa kenesa ]

l Ycrpanenve npuuntbl JKIA + npenaparsl xenesa

[ TMpupocr Hb uepes 1 mecsit nevenus 6onee yem Ha 10 r/n ]
l Ila HeTl

‘ Jleuenvie 10 Hopmanuzauuyu GeppuTHHa ’ ‘

Wccnenosanue obMeHa JKeJie3a, MapKkepoB
BOCI1aJIeHHs, TOUCK OMyXOJIn, VlHC])eKLlMM...

PUC. 10.6. Anroputm nevetms xenesopedonumtHon anemmn (KOA)
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BAHWS POAMKAMBHO (CMEHO AWETHI, MPEKPALLEHME ROHOPCTBA, YAQNEHME MONUMa
KMWeYHUKA M Muomsl MaTtku) nporHos XA 6naronpustHeli4 1 oHa sBaseTcs
MONHOCTLIO M3Ne4YnMbIM 3060NeBaHMEM, He TPebyIowWMM KOHCYNLTALMM M Habmio-
[leHUs Yy rematonora.

10.8. AHemus xpoHuyeckoi GonesHu

AXB no vacrote 3anumaer 2-e mecro nocne XAA. AXB ssnsercs yactbio
TAK HO3bIBAEMOTO EMATONOrMYECKOro CTPECC-CUHAPOMA, KOTOPbIA MOXHO
OMpPEefenuT KaK reMaTtonornyeckne peakumm Ha MOBPEXAEHWME TKAHEM, Bbl-
3BOHHOE MHJPEKLUMEN, BOCMANEHUEM, HOBOOGPA3OBAHMAMU MW TPOBMOA.
YpoBeHb BAMAHUA XPOHMYECKOM GONE3HM B HACTOSWEE BPEMS MPUHATO yC-
nosHo onpepensts no ysennuenunio COS, C-peaktsHoro Genka, doakropy
HeKpO3a Onyxonen.

DTMOoNOrng M naTtoreHes

O6buwmnmn yeptamu AXB ssnsiotcs HEOBPATUMOCTb €€ PA3BUTMS NPU YKA3AH-
HbIX 3060NEBAHMAX, 3ABUCUMOCTb E€ TAXKECTH OT OKTUBHOCTU M PACMPOCTPAHEH-
HOCTM OCHOBHOM G0ONE3HM, YNOPCTBO TEYEHMS, TMMO- U HOPMOXPOMHbIA XapPaK-
TEP GHEMMM, Yale BCErO YMepeHHoe cHikeHne remornobuHa (80-100 r/n),
oTcyTCTBME BCPPEKTA OT MPOTUBOAHEMMYECKMX CPEACTB M YNy4lleHMe MOKA3a-
Teneit KPOBM NP YCMeWHOM NEYEHUM OCHOBHOTO 3060NEBAHMS.

Mpu AXB passutie MAnokpoBsms 0BYCNOBIEHO NPEUMYLIECTBEHHBIM HAPY-
WeHWeM NPOAYKLMM SPUTPOLIMTOB B KOCTHOM MO3re M YACTMYHOM HEBO3MOX-
HOCTbIO KOCTHOTO MO3IGl KOMMEHCHUPOBATb YCUIIEHWE PA3PYLLEHMS SPUTPOLIMTOB
B KPOBM. HapyweHne NpoayKuMm SpUTPOLMTOB BbISBAHO CHUXXEHWMEM MPOAYK-
LMW SPMUTPOLIUTOB B KOCTHOM MO3re MO NPHUYMHE HEROCTATOYHOCTH YPOBHS SHAO-
reHHoro DO, KoTopbIM He COOTBETCTBYET BbIPAXEHHOCTH QHEMMUM.

Hpyroi mexaHusm obycnosneH nepepacnpefeneHnem Xenesda B OpraHms-
M€, MPOSBNAOWMMCS YMEHbLIEHUEM KONMYECTBA KENesd, HeOBXOAMMOTo Ans
CMHTE3Q reMa B 3pUTPOBNACTAX, NPH AOCTATOMHOM MM M3BLITOYHOM COREPXT-
HWK xenesa B feno. [pu XpoHMyeckMx 3060NeBAHMIX NMPOUCXOANT OKTUBALIMS
CUCTEMbI MOHOHYKNIEAPHBIX PAroLMToB (MAKPOGPAroB), Mpu KOTOPOit yCunmsa-
e1cs MX dPAroumMTapHAs OKTUBHOCTb M BNOKMPYeTCs CNocoBHOCTL K nepepaye
Xenesa spuTPoBNacTaMm.

Knuuuka

AHeMMs NP XPOHMYECKMX 306O0NEBAHMAX PA3BUBAETCA OBLIMHO Yepes
2 Hep. GKTMBHOrO TEYEHMs NMPOLECCA M HOCHT TMMO- U HOPMOXPOMHbIMA XAPAK-
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Tep npwu cHmxeHun CK u HTX u nosbiwentom copepxanmn ®C, otpaxato-
Wero yBenuueHue sanacos xenesa B peno. KoHueHtpauus tpaHcdpeppuHa
B CbIBOPOTKE M YUCNIO PETUKYNOLMUTOB HOPMAIbHBIE MMM HECKONBKO CHUXKEHHbIE,
TOrAA KAK YPOBEHb ChIBOPOTOUHBIX PELIENTOPOB TPAHCAIEPPUHA HOPMANbHbIA
unn Heckonbko noeiweH. Copepxatmne AC > 100 mkr/n cnyxur pocrosep-
HbIM MoKasaTenem, xapakrepmsyiowmm AXB.

OcHosHble cnoxHoctn B andpbdoeperumansion auarHoctvke XOA u AXB
sosHukaior npu yposte OC 20-100 mkr/n. Conocrasumas pacnpoctpa-
HeHHocts AXB w1 XA 1 Hepenko rMMOXPOMHbIA XapakTep O6enx CaHEeMMit
o6ycnoenveator ux BHewHee cxoacteo. AXB B omuume or XOA umetor Hau-
Gonee BbIPAXEHHOE CHUXEHWE FeMOrMOBMHA 30 CYET YMEHbLIEHMS KONMYECTBA
3PUTPOLIMTOB, MeHee CHMxXeHHble nokasarenn MCV u MCH, HopmansHoe mnu
CHMXEHHOE YUCNIO PETUKYNOLIUTOB.

AXB Haubonee yacto HOBNIORAIOTCS MPU XPOHUYECKMX MHApeKUMaX, 6o-
NE3HAX COEAMHWTENLHOM TKOHM M AMCCEMMHMPOBOHHBIX 3MIOKAYECTBEHHBIX HO-
BOOOPA30BAHMSIX.

Kputepuun pnarHosa

1. TNaGoparoptbie kputepun AXB:
°  aHemMs;
* Mno/HOPMOXpOMHbIM xapaktep aHemmn: MCH < 32 nr,
MCV < 100 dpn, ysetoson nokasarens < 1,05;
e otHocutenbHbli  gedouumnt  xenesa: CK < 12 mkmons/n,
HTX < 20%;
e nosbiweHne PC > 100 mkr/n;
® HeaAeKBATHO CTEMNEHM TAXECTU aHemmu Huakas npopykums IMO;
®  yBeNMYEHWE MOPKEPOB BOCMANEHMs Bbille PeddepPeHCHbIX 3Haue-
HUHA.
2. Mpwnuntbl passuts AXB — Hanuume AOKA3OHHOTO XPOHWMYECKOrO BOCMO-
NUTENBHOTO 3QGONEBAHMS, CMCTEMHOTO 306ONEBAHMS, MHCDEKLMM, runep-
MNACTUYECKOTO MPOLIECCA, 3MIOKAYECTBEHHON OMYXOMX.

Neyenune

BonbHbIM € aHemmel, paseuslueics 63 KIMHUYECKH BbIPAXEHHOMR KPOBOMO-
TepM, C ROKA3AHHBIMWA XPOHMYECKUMM BOCMONMUTENbHLIMKM 3AGONEBAHUIMM, TH-
NepnIaCTMYECKMMM NMPOLIECCAMM, AOBPOKAYECTBEHHBIMM OMYXONSIMM KEHCKOI
PEenpPORYKTUBHOM CUCTEMbI MOKA3AHbI CTAHAAPTHBIE JO3bl SPUTPONOSTUHA A UMM
B (pu2rO) no 1000-2000 ME nopkoxHo 3 pasa B Hepento. Jleuerne npo-
BOAST MOR KOHTpOnem obmeHa xenesa u 8 cnyyae cHuxenuns PC < 20 mkr/n,
MU NPU HEROCTATOYHOW 3PADEKTUBHOCTM NEUYEHMS, UM MPU PA3BUTUM TUMO-
XPOMMM U MUKPOLMTO3A 3PUTPOLIMTOB HO dpoHE neyeHus (dpyHKLMOHOMbHbIMA
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nedouLmMT Xenesa) ROGABNSIOT MPENAPAThl Xenesa B TEPANEBTUHECKON AO3E.
KoHtponb aputpoumtapHbix nokasatenei cnepyet npoBoants 1-2 pasd B He-
peno, ®C — 1 pas B mecsy. DeKTMBHOCTL neyeHmns oueHusaior 1 pas
B mecsu. [pupoct remornobuna gomxkeH Gbitb He meHee 10 r/n Kaxpsiit Me-
csu. Llenesas koHueHtpaums remorno6uta pasia 120 r/n, nocne kotopom
cnefyet OCTOHOBUTb NEYEHME OHEMMUH.

ToaHcgbysmm  3pUTPOUMTAPHON Macchl. TPAHCPY3UK  3PUTPOLIMTAPHON
MOCChI MOKA3AHbI MPU GHEMMSIX, COMPOBOXAIOWMX XPOHUYECKME 3A60NEBAHMS
XKT 1 ppyrix opraHos u cHCTEM, MHTOKCMKALMM MPK OTPOBIEHMSX, OXOraX,
FHOMHOM MHJPeKLMM 1 Ap. [Tockonbky apanTaums 1 CHUXEHUE YUCNT SPUTPOLIM-
TOB 1 FeMOrMOGHHA B KPOBM LIMPOKO BAPLUPYIOT Y PA3HbIX GOMbHBIX (ML MOXM-
NOro BO3PACTA XYXXE MEPEHOCAT GHEMMYECKMI CUHRPOM, MOMORbIE, OCOBEHHO
XEHIWMHbI, — TyYlle), O NePENnMBAHUE SPUTPOLIMTOB OTHOCHTCS K HEGE30MACHOM
onepaumu, NpM HAsHAYEHMM TPAHCCPY3WIA HAPARY CO CTEeNeHblo aHEeMM3ALMM
cnefyer OpPMEHTUPOBATLCS HE TOMLKO HA MOKA3ATENM KPOCHOM KPOBM (4Mcno
3PUTPOLMTOB, FEMOIMOBMH, FEMATOKPMT), HO M HA MOSBNEHME LMPKYNSTOPHbIX
HOPYWEHUM KOK HA BAXKHEMWIIMM KPUTEPWM, AENAIOWMiA NOKASAHHLIM nepenu-
BOHME SPMTPOLIMTAPHOM Maccel. [lossneHne opbiwku, cepauebuermns Ha dooHe
GNeiHOCTM KOXM M CNIM3MUCTbIX CYMTAETCA CepPbe3HbIM OCHOBOHMEM [NS Nepenmsa-
Hua (BO3, 2006). Mpu xpoHuyeckux KpPOBOMOTEPSX M HEROCTATOYHOCTH KPO-
BETBOPEHMs B GOMBIIMHCTBE CYYAEB Nulwb nageHue remornobuHa Hxe 80 r/n,
reMaToKpuTa — Huxe 25 % SBNSeTcs NOKA3AHMEM K TPAHCHDY3MM SPUTPOLIMTOB,
HO BCEraa CTPOro MHAMBMAYQMBHO (MHCTPYKLMS MO MEPENUBAHMIO KPOBM M ee
komnoHentos, Munappas CCCP, 1986).

3aMeCTUTENbHYIO TEPAMMIO SPUTPOLIMTAPHOM MACCOM MPOBOAST NPMU HEBO3-
MOXHOCTM KyMMPOBATL GHEMMIO APYrMMM CMOCOBAMM:

® M0 XM3HEHHbIM MOKA3CHMSM, MPUYEM OPUEHTUPYSCh HO BUTOMbHbIE
dpyHKLMM OPraHM3Ma (ypoBeHb CO3HAHMS, YOCTOTA AbIXAHMS U Cep-
neuHbix cokpaueHuit). OBbIYHO TAKME COCTOSHMS COOTBETCTBYIOT Ts-
xectn aHemun 70-80 r/n, 4o ABNSETCS OTNPABHOM TOYKOM B MpPK-
HATMM pellieHns O Havane TPAHCHPY3UOHHOM Tepanuy;

°  [ns NPOCOUNAKTUKM PA3BMUTMS YKABOHHBIX COCTOSHMM;

® NpM HEOBXOAMMOCTM GHICTPOrO MOogbeMa remornobuHa (o6bl4HO
NPM MNAHUPOBOHWMM M MPOBEAEHMM XMPYPIUHECKOTO BMELIATENMb-
cBa).

OcobeHHOCTM OQHEMMM 3NOKAYECTBEHHOTO 3a60NeBAHMS

Takas aHemms — OBbI4HOE MPOSBNEHME 3NOKAYECTBEHHBIX HOBOOBpPA30-
BaHui. [puunHamm ee paseutns, nommmo xapaktepHbix ans AXbB, sensiorcs
XMMMOTEPANWS U NyyeBOe BO3NEMCTBME, yrHeTawolne KposeTBopeHue. B cas-
34 C 3TUM MMEHHO [NS OHKOMOrMYeCKMX GOMbHbIX PA3PABOTAHbI CTAHAAPTI
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TAB/MNLA 10.4. Knaccndumkaums aHEMMN NO CTEMEHN TIXECTN

CreneHb T9XKecTn

Cucrema |— I— 1 — IV —

NCI nerkas YMEpEeHHas | BeIpaKeHHad | Tsxenas
BO3 >110 r/n <110-95 r/n <95-80 r/n <80-65 r/n <65 t/n
EORTC >120 r/n <120-100 r/n <100-80 r/n  <80-65 r/n <65 t/n

EORTC — Esponeiickas opraxuaaums no usyuenuio u neveqmio paka; NCI — HaumoHansHbii uHcTUTYT
paka CLUA; BO3 — BcemupHas 0praHMsaums 3apaBOOXPAHEHHMS.

no onpepenetuio Tixectm avemuu (tabn. 10.4). Onu umetotr ocobeHHOCTH B
nevennn. HaumHator npotuBoaHeMudecKyto Tepanuio npu remornobure 90—
100 r/n u cpasy ucnonssytotcs makcumanshsie gossl p42O no 10 000 ME
NOKOXHO 3 pasa B Hefemno, [PyrMe TepanesTMyeckme OrnuMu Mo NeveHmio
AXB aHanoruyHsl.

Mporxos

AXB passuBaetcs HQ POHE XPOHMHYECKOTO CHUCTEMHOTO 3a60NEeBaHMS
M CNYXMT MNOXMM MPOFHOCTUYECKMM CPAKTOPOM TEYEHWs MATONOrMYECKOro
npouecca. YcrnewHoe nevyeHne GHEMMM BO3MOXHO TOMLKO MPM CAEKBATHOM
YCTPOHEHMM BbI3BABLIEH €e NPMUMHLI. Hopmanuaaums KOHLEHTPALMM reMorno-
6MHa Ha POHe neveHus OCHOBHOTO 3060NEBAHMS CIY>XMT MAOPKEPOM Xopolle-
ro TepanesTM4eckoro adodpekTa 1 KpUTepUem XOpoLEro NPorHosd.

10.9. MHorodpakTopHble aHemum

10.9.1. HedpporenHas aHemus

AHeMWs Npu HOPYWEHUM BLIENUTENLHOM CPYHKLMM MOYEK CBA3AHA C He-
CKONbKUMM OCHOBHBIMM MATOreHeTU4ecknmm acnektamn. OCHOBHbIM sBnseTCs
CHMXeHMe KOoHLeHTpauun asHporenHoro 1O, 6es KOTOPOro HEBO3MOXHbI
HW OAEKBATHAS BLIPAGOTKA 3PUTPOLIMTOB B OTBET HA HAPACTAHME TMMOKCHM,
HWM HOpManbHAs NponMdpepalms 1 AMdOdPePEHLMPOBKA SPUTPOKAPHOLIMTOB B
KOCTHOM mo3re. [lpyrm BOXHbIM MEXAHM3MOM PO3BMUTUS GHEMMM CYMTAETCH
HanMuue ypemmn — cbakTopa, NOBPEXAAIOWEro NPefWecTBEHHUKM 3PUTPO-
LIUTOB, COMM 3PMTPOLIUTEL M COCYAMCTYIO CTEHKY, C KOTOPOW KOHTAKTMPYIOT
BCE KneTku nepudpepuyeckoit kposu. [lpuuem He oGHapyxeHo koppens-
UMM MeX[y YPOBHEM YPEMMM U CTEMEHBIO THXECTM QHEMMM, YTO ENAET 3TH
dPaKTOPbI HE3ABUCMMbIMM M MPUBOASIIMMM, C OHOM CTOPOHbI, K TMMOMNC3MUMU
KPOBETBOPEHMS, C APYTOA — K MOBBIWEHMUIO PA3PYIIEHNUS SPUTPOLIMTOB, T. €.
remonmay.
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Mexanuam passutns IMNO-3asmcumon anemmn npu XIMH cesssiBator He
TONbKO C HapyuweHunem cuutesa DI1O; Gonblwas ponb OTBOAMTCS HAPYLEHMIO
akmmsHocT monekyn IO, nurubuposanuio peiictens MO Ha apuTpokapu-
oumTsl, nossiweHuto knuperca MO noBpexXAEHHOM TKAHbBIO NOYEK MPK BbIPA-
XEHHOM HEPPOTUYECKOM CUHAPOME M T. f.

Ykopouetme xusHu sputpoLmtos obHapyxmsaercs y 30-50 % GonbHbix XIH
M 30BMCHT OT TsXeCTH ypemmn. [Tpuumbl, oBycnosnmeaiowme reMonms, — 370 B
OCHOBHOM HEIPUTPOLIUTAPHbIE CPAKTOPbI: MOBPEXAEHAE MEMOPAHbI SPUTPOLIMTOB
TOKCMHOMM, BbI3bIBIOLMMM M3MEHEHWE BNACTUYHOCTU MEMBPAHBI, U CTUMYNSLMA
MOKpPOdPAransHOM peakumu B ceneseHke. [oBbileHHOE Pa3pyLUeHe SPUTPOLIM-
TOB IOKE B HE3HOUMTENbHBIX KOMMYECTBOX HE MOXET KOMMEHCUPOBATLCS TUMONNC-
3MPOBAHHbIM KOCTHbIM MO3FOM, YTO OKO3bIBAETCS OTCYTCTBUEM PETUKYIOLIMTO3A, O
yale — BIPAXKEHHOM peTukynoumTonenuei npu Hanmumun XIMH. Baunstue ypemmn
HO MPOAOMKMTENLHOCTb XKM3HW SPUTPOLIMTOB MOXKHO KOHTPONMPOBATH, MPOBOAS
QEKBATHbIA FEMOAMANMS3, MOCIE KOTOPOTO OTMEYEHO YMEHBLIEHWE TEMONNU3AL.

OrtpenbHbiM doaKTOpPOM, BAMSIOWMM Ha Kposeteoperue npu XIH, senser-
€ HE[OCTATOK Xenesd, KOTOPbIM PA3BMBAETCS B CBA3M C MOCTOSHHOM, XOTS M
HEe3HAYMTENbHOM, KpoBOMOTEPEH Mpu npoueaypax remoananusa. C ppyroi
CTOPOHSI, Y BOMbHbIX C HAPYIEHHOM CPYHKLMEN MOYEK NATONOTMS COCYRMUCTON
CTEHKM MPMBOAMT K MOBLILEHHOM KPOBOTOUMBOCTM CIM3UCTLIX OBONOYEK, YTO
TAKXe OBYCNOBNMBAET PA3BUTHE Xene3ofedonumTa.

Bce ykasaHHbie dbaKTOpbl MPUBOAAT K MPAKTMYECKM OBGA3ATENLHOMY Pas-
BUTMIO QHEMMM Y BOMbHBIX C HOPYIWEHMEM QOYHKLMM NOYeK. YUnTbIBAS MHOXe-
CTBO AOKO3AHHBIX MEXAHM3MOB, U3MEHSIOWMX AEATENHOCTb BPUTPOHA, HENb3s
OfHO3HAYHO TPAKTOBATH Takue anemuu kak DMNO-sasucumbie, XOA mnu AXB,
noatomy axemmnn npu XIMH BeigeneHsl B oTAENbHYIO HO30NOTHUYECKYIO POPMY.

[uartoctuka. Mpu cHuxernn remornobuna meree 120 r/n'y xeHwmH 1
130 r/n'y myxumn u Hanuumm XIH Heo6xoanm wmpokuit cnektp nabopatop-
HbIX MCCNIEAOBAHMIA:

e knuHuyeckui ananus kposu (Hb, MCH, MCV, MCHC) + pe-
TUKYNOUMTI;

* o6meH xenesa (CK, OXCC, JTXCC, rpancdpeppun, DC, HTX);

*  GUOXMMMUYECKME UCCTIEfOBAHMS: MEYEHOUHbIe nokasaTenu (ana-
HWH- M ACNAPTATAMMHOTPAHCepassl, weno4yHas dpocdparasa,
obwui 6enok), AMarHoCTMKa remonusa (o6wmuin GUnMpy6uH, He-
npamoi 6unupy6un, NAM), oueHka doyHKuMKM moyek (KpeaTuH,
MOYEeBas KMCNOTA, MOYEBMHA);

e coisopotounbiit MO + ouenka apeksatHoct Bhipabotkn MO
(onpenensembiit/npeanonaraemsiit MO).

leuerne anemun npu XMH tpebyer kOMNNEKCHOro NOAXOAA, BO3REMCTBUS
Ha BCe NMyTM naToreHesa ee passutus. [lpuMeHeHMe NeKapCTBeHHbIX npena-
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PATOB Y TAKMX GOMbHBIX HEOBXOAMMO COMETATL C TPAHCADY3MOHHOM TEPANMEN.

PeweHune Bonpoca o TakT1Ke NEYEHUS 3ABMCUT OT TAKECTU AHEMMM M BbIPA-
XEHHOCTM CMMNTOMOB. TaK, GOMbHLIM C KOHLIEHTPALMEN reMornobuHa meHee
80 r/n Np1 HANMYMKM NPUHAKOB CEPREYHON HEQOCTATOMHOCTH, ObIKK B MO-
Koe M, 0COBEHHO, HECTABUNLHOM rEMOIMHAMMKM, HEe NO3BONAIOWEN afeKBATHO
NPOBOAMTL CEAHChI FEMOAMANM3A, MOKA3AHA TPAHCY3MOHHAS TePAnus SPMT-
pounTapHoi Maccoit. [Tpu Gonee nerkoi aHeMMM MPUMEHSETCS NEKAPCTBEH-
HOE neveHue.

Cxema revenns aHemmm nipn XIMH
V" Anemms npu yposHe remorno6una meree 80 r/n M HanMuMM cumn-
TOMOB OHEMMM — TPAHCAPY3MM SpUTPOLMTAPHOM Maccel no 250-
300 mn /B kanenbHO MeaneHHo (PassoanTL dOM3MONOrMYECcKUM PacT-
Bopom go 500 Mmn) exepHeBHO MM uepes [eHb §O CTABMNM3ALMM
COCTOSIHMS.
V" Anemus npu yposHe remornobuta 80-100 r/n 6es BhpaxeHHbIX
CMMMTOMOB GHEMUU — NEKAPCTBEHHAS TEPANMS:
° nepopansHbie npenapatsl xenesa npu pokasanHoi XOA (nep-
opanbHbie npenaparsi Fe?* no 100 Mr 2 pasa B cyTku exepHesHo);
e npenapats pudMNO 2000-3000 ME n/k unn 8/8 yepes peHb
C 06A3aTeNbHbLIM COYETAHMEM C MPenapaTamm xenesa (nepoparb-
Hble npenaparsl Fe?* 200 mr exenHesHo wnu B/B Npenaparbl xe-
nesa Fe3* 100 Mr yepes aeb).

10.9.2. AHeMus GepeMeHHbIX

Mpaktnyeckun kaxpas GepemeHHas XEeHWWHA MMeeT fedouuMT Xxenesa.
3TO CBA3AHO C BLICOKOW MOTPEeBHOCTbIO Xenesa ans ambpuoreHesa. Ha nnog
pacxopyertca po 500-700 mr xenesa (okono 1/3 scero xenesa, copepxae-
rocs B opraHuame marepw). Ecnu Bkniouats nepron nakTaumm, 1o CoBOKYMHAS
noteps xeneaa Moxet gocturats 1 r. Takoe KonMYecTBo Xenesa BO3MOXHO yTu-
NU3MPOBATH NPUEU3UTENLHO Yepe3 3 rOAd, NO3TOMY YACTHIE M MHOTOMNOAHbIE
6epPeMEHHOCTM — OfHA M3 OCHOBHBIX MPUYMH, MPAKTUYECKM OHO3HAYHO CO-
npoBoxaatowmecs xenesopedouumtHon aHemueit. Kpurepun xenesopedomumr-
HOM aHEeMMM MpK BEePEeMEHHOCTH OTIMYAIOTCS OT cTaHaapTHLIX. CornacHo pe-
komeHpaumsm BO3 nog aHemuelt NOHMMAIOT COCTOSHUS CO CHUXEHUEM YPOBHS
remorno6uta < 110 r/n 8 nepsom u Tpetbem Tpumectpax, < 105 r/n — so
sropom Tpumectpe < 100 r/n — B nocnepoposom nepuope.

Mpn XOA B reMorpamme OTMEYQETCS CHWXEHWE YPOBHS reMornobuHa
u rematokpura, nokasarenenr MCV, MCH u MCHC. Mopdoonoruuecku
QHEMMS HOCUT MUKPOLMTAPHBINA M TUITIOXPOMHBIM XAPAKTEP, XOTS MMEHHO NpM
6epPeMEHHOCTH 3T NAPAMETPbI HEOAHO3HAYHbI. HuaKuit yposeHs doeppHTHHA
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B CbIBOPOTKE PACCMATPMBAETCA KAK HaMNyulwmit Tect ans nopteepxaeHus XOA.
OpHako yposeHb dpeppUTHHA PU3MONOTUYECKM YBENMUMBOETCA HA MPOTSXE-
HWUKM BepeMeHHOCTH M Ha 32-1 Heflene MOXET NpeBbIaTs UCXOAHBIA Ha 50 %.
[narHoctuecku sHauMMbIm sensieTcs yposeHs doepputuia < 30 mkr/n. Opyru-
mu npusHakamu XIOA npu 6epemeHHOCTH MOTyT BbiTh TPAHCHPEPPHH, PACTBO-
p1Mble peLienTopsl K TpaHcdpeppuHy, kotopbie npu XA Bcerna noebiweHs!.
MNposeneHne nccnepoBaHMs 0GMeHa Xenesa HEOGXOAMMO BCeM GepemeHHbIM
B PAHHME CPOKM, AAXe 6e3 HANMMUYMS aHEMUU. TAKON MOHMTOPMHT NoKa3aTeNejt
dbeppHTMHA, TPAHCAIEPPHUHA U PACTBOPMMbIX PELENTOPOB K TPAHCHPEepPUHY
Lilenecoobpa3sHO NMPOBOAMTL B KOXKAOM TPUMECTpE.

MNpn GepemeHHOCTM BbisIBNEH CMHAPOM HeaaeksaTHOM npoaykumn D10
crenenun Taxect aHemuun (demmxos B.I., 2004), nostomy aHemms GepemeH-
HbIX — 3TO CMELIGHHAS NATONOMUs, KOTOPYIO HEe BCErad BO3MOXHO OTHOCMTb
k uncton XOA. Y 6GepeMeHHbIX XEHWMH OCHOBHBIMM MPUUUHOMU QHEMMIA
MOTYT ClyXWTb APYrMe BAPUAHTbI HYTPUTMBHOM HEROCTATOYHOCTH (HAMPUMEP,
necpuumt dponartos, eutammHos B, A, D u C), B HacToswee Bpems BCTpeya-
IOTCS MHOPEKLIMOHHbIE M NAPA3UTAPHbIE BONE3HM, BOCNANMUTENbHbIE COCTOSHMS,
mansabcopbums.

AHemus 6epeMeHHbIX OKA3bIBAET 3HAUUMOE BNIMSHME HA TeueHWe GepemeH-
HOCTM, MOKQA3QTENM MATEPUHCKOM 3060NEBAEMOCTM M CMEPTHOCTH, PA3BUTUE
nnoaa v MnapeHua. [lokasaHa ces3b fedoMUMTA Xenesd y MATEpM C YACTOTOH
NPeXAeBPEMEHHbIX POAOB, HU3KUM BECOM HOBOPOXAEHHbIX M BO3MOXHO C OT-
CNOWKOW NAALIEHTb M MOBLIWEHHOM KPOBOMOTEPEN B POAAX.

Teyenune

YuutbiBas OTCYTCTBME POCCHUICKMX PEKOMEHAALMIA MO NEKAPCTBEHHbBIM Me-
TOROM NpodounakTMkK fedpuumta xenesa npu 6epemerHoctn (BO3 pekomet-
nyeT eXeAHEBHbI NPUEM MPENAPATOB B fO3€ 3NeMeHTapHoro xenesa 60 mr
B TeyeHue BCei GEepPeMEHHOCTH), KPaMHE BOAXKHO OGECTeuMTs MpUeMm nuiy,
6OoraToit Xenesom B NerkoyceamBaemoi dpopme [kMBOTHble Genku: msco, ne-
YeHs).

[edonumr xenesa HeoBXOANMO KOPPEKTUPOBATL KAK MOXHO PaHblue, elje
fo Hactynnexus GepemeHHocT. [leueHne aHemmn GepemeHHbIX HARO Hauu-
HOTb B MEPBOM TPMMECTPE, B 3TOM Clly4de, KAK MPABUNO, BOSMOXHO JOGUTLCS
nonxoi Hopmanusaumm Hb. Mpu Havane tepann XOA Bo sTOpOM-TpeTbEM
TpUMecTpe 3pdPEKTUBHOCTL €€ 3HAUYMTENLHO XyXe, ORHAKO NeveHue BCe PABHO
HeOBXOAMMO, TaK KOK MO3BOMSET JOCTABNSTh HEAOCTAIOWEE XEeneso Ans Hop-
MQNbHOrO PA3BUTHS SMEPHUOHA.

MNpenapatamu BbiGOpa ANs KOPPEKUMM AECOULMTA Kenesa M neveHus
XIA senstotcs nepopanbHele cpefctsa. Y GepeMeHHbIX XeHWMH Ge3 aHe-
MMM, HO C AOKO3GHHbIM fecbuumTom xenesa (cbepputnd meree 20-30 mkr/n)
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craprosas gosa xenesa cocrasnser 60 Mr/aeHs, a KOHTPONbHYIO FEMOrPaM-
MY M onpepeneHue ypoeHs doeppuTMHO Aenaior yepes 8 Hepenb nocne Ha-
yana npuema. bepemennbim ¢ guarHoctnposanton XA cnepyer nposopuTs
neyerne B gose 100-200 mr anemeHTapHOro Xxenesa B feHb C MocCnegyio-
wei koppekumeit gossl. Kputepuem acpdbeKTMBHOCTH cunTaeTCs NOoBbIWEHWE
yposHs remorno6buta Ha 10 r/n 3a 4 Hen. B pspe cutyaumin, ocobeHHo npu
MIOXOM KOMMIGEHTHOCTM, MPH TAXENOW QHEMUM M HO MO3AHMX CPOKax Bepe-
MEHHOCTH MPUMEHSIOT napeHTepansHeie doopmsl. [Mocnearue, opHako, npo-
TMBOMOKA3AHbI B 1-M TpUMecTpe BEpPEMEHHOCTH, MX WUCMONL3OBAHME OMPAB-
AQHHO MPU AOKA3OHHOM ABCONIOTHOM AeddoULMTE XENnesd U PEe3UCTEHTHOCTH
K MepopanbHbIM NPEenapaTaMm.

[Mpu HANMYMK COYETAHHOM (NONUBTUONOrMUECKOM) AHEMUM, ROKA3AHHOM He-
QREKBATHOCTLIO BbIPAGOTKM DO, MHOTRA ABTOPSI COBETYIOT MCMONL30BATH PY-O-
MO pns koppekumn txenoit anemmnn (Demmxos B.T., 2004) npu HeadpdpekTms-
HOCTM NPenapaToB Xenesa 1 ButamuHos rpynnsl B. Takoe nedeHme npumeHMMo
30 2-3 Hef. O PONOB B KAYECTBE QMLTEPHATHBbI FEMOTPAHCADY3HIM.

10.9.3. AHemMus npwm 3060NEBAHMSX WUTOBUAHOM XKeENessl,
rMnodpusa, HARMOYEYHUKOB

Yacro Takue aHemUn MOPAPONOrHYECKH SBASIOTCS TMNO/HOPMOXPOMHbIMM,
rMNopereHepaTopHbIMU. [pMUMHA PA3BUTUS AHEMUIA — HOpYlEHWe 3PUTPO-
noasa, obpasosanus IO, ppyrux perynstopHbix 6enkos, ropmoHos. Takue
QHeMMH, KaK Npasuno, cxopHsl no kputepusm ¢ AXB. [lnarnoctika u neyenue
QHEMUU CnoxHbie. HeoBXOAMMO MCKNIOUMTL BCE MPUUMHBI PA3BMTMS QHEMMH,
uccneposats cofepxanne MO, obmeH xenesa, KOHLEHTPALMIO BUTAMMHOB
B,,, B, B chiBOpOTKE.

[levenme cra3aHoO C KOppeKLMe TMNoTMPEO3a, Ha3HAYEHMEM NPENAPaTOoB
L-TUpOKCHMHO B COYETAHMM CO CTUMYNATOPAMM SPUTPONO33a (Npenapatsl xene-

3d, BUTAMUH B]2’ C*)OHVIGBGSI Kucnorta, I'IMpMﬂ,OKCMH).

10.9.4. AHemus npu GenkoBor HEROCTATOYHOCTH (KBALWKMOPKOP)

Passutne aHemum uvacto nposouMpyetcs GenkoBOM HEFOCTATOYHOCTLIO,
MPM KOTOPO# CHUKAETCS AKTUBHOCTb BCEX PEryNSTOPHbIX MEXAHM3MOB; C ORHOV
cTopoHsl, Bhiseasetcs cHxkenne IO, TpaHcnoptHbix Genkos (tpaHcdbeppu-
HQ, dpeppuTMHA), C APYroM — OTMEYAETCH TUMOMPOTEUHEMMS, HOPYWAETCS
6enkoBOCHHTETHYECKAS CPYHKLMS NeYeHu, 0BPA3oBAHME reMOrNMoBUHA B SpHT-
pokapuoumTax. Takue aHeMWM MO CTAHACPTHBIM KPUTEPUAM MOXHO CHMTATH
XKENe3oaedPULMTHBIMK, T.K. OHM, KOK MPOBMIO, TMMOXPOMHbIE MMKPOLMTAP-
Hble, CBA3CHHbIE C rMNOCPEPPUTMHEMMEN, OHAKO MCCNEefoBAHME TpaHcdbep-
PYHA NO3BONSET BbIABMTL CHUXEHUE €ro KOHUEHTPAUMU, YTO NPOTUBOPEUUT On-
arHosy XOA.
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EeJ'IKOBOFI HE[OCTATOYHOCTb XAPAKTEPHA ANA TAXENbIX 3a60neBaHmi neve-
HM (TOKCHYECKME LMPPO3bI, BUPYCHBIE FEMATHUTHI), HEOPOTUYECKOTO CHHAPOMA,
QNMMEHTAPHOM HEAOCTATOMHOCTH (MANbABCOPBLMA, AHOPEKCHS, KBALIMOPKOP).

Onarnoctuka. MNpu nogospeHnu Ha yKa3aHHbIe 3060NEBAHMS B COYETAHMM
C aHemMel nokasaHo obcneposanune no npotokony XOA, npu stom o6ssare-
NeH NonHbIA aHanM3 obMeHa xenesa.

leueHne aHemmmn npu GENKOBOM HEROCTATOYHOCTH OYEHb CIOXHOE, ROMXK-
HO BKNIOYATL B CeBs HA3HAYEHWE NPENAPATOB XENe3d B COMETAHMM C APYTUMM
CTUMYTISTOPOMM 3PUTPOMNO33d, MONUBUTAMMHAMM, MAPEHTEPANbHBIM BBEAEHM-
€M PACTBOPOB OMMHOKMCIOT, HopManuaaumei obmeHa Genkos. Heobxopnmo
HO3HAYATb FeNATONPOTEKTOPSI, NPOBOAMTL NEYEHME BMPYCHBIX FeNATUTOB, KOpP-
peKuMio HedppoTHiecKoro cMHApoMa, Hopmanumaosats doyHkumio XKT, HasHa-
YOTb CMELMANM3UPOBAHHBIE AMETSI.

10.9.5. AHemus npu MHAOUNETPALMM KOCTHOTO MO3rd
(nevikosbl, MeTacTasbl onyxonei, NMMdOOMbI)

AHEMMS XAPAKTEPHA ANs BCEX 3060MEBAHMM, MOPAXAIOWMX KOCTHBIA MOST .
[Npu BLITECHEHMM KPOBETBOPEHUS HA NePUdIEPHIO HAOPABHE C HOPMOXPOMHO
HOPMOLMTOPHON CHEMMEN OTMEYOETCs HOPMOBNACTO3 — MOSBIEHUE HOP-
MOBNACTOB B KPOBH, NEMKEMOWAHAA PECKUMS — MOSBNEHWME NEMKOLMTO3A CO
CHBMIOM [1O I0HbIX DOPM, MHUENOLIMTOB, MPOMMENOLMTOB M [AXe BNACTHbIX Kre-
TOK, Y4OCTO OMPERENSIOT YBENUYEHHYIO (METAMNA3MPOBAHHYIO, C O4AramMu Kpo-
BETBOPEHMs) ceneserky. HopmoBnacros npu TOKMX GHEMMSX HE COMETAETCS
C TMNEPPETUKYNIOLMUTO3OM, TMNepPTPOdomeit KPACHOTO POCTKA KOCTHOTO MO3rd
(Mo pesyntTatam CTepHANbHOM MYHKUMM), XAPAKTEPHBIMK AN FEMONUTUHECKOM
QHEMMH, O NENKEMOMAHAS PECKLMS HE SBNAETCS CIEACTBUEM THXENbIX CENTUYEC-
KMX 3060NEBAHM, T. €. PA3BUBAETCA GE3 BLIPAKEHHBIX CUMITOMOB BOCTIANEHMS
(doebpunbHOM NMXOPARKM, TAXMKAPAWM, TMMOTEH3MM), MOXET BbISBASTLCS MPM
HOPMOANLHOM CaMOYyBCTBUM BonbHOro. CXORHAS KAPTMHA KPOBM HAGNIOAGET-
Cs MpK NEPBMYHOM MAMOMATMYECKOM OCTeoMMenodpnbpose mnu cybnenkemm-
YECKOM MMEeNo3se, KOTOPbIN SBNSETCS KIOHAMbHLIM 3060NEBAHMEM CTBONOBOIA
KPOBETBOPHOM KNETKM, MPOSBNSETCA 30MELEHNEM KOCTHOTO MO3ra douBPO3HOI
TKAHBIO C BbITECHEHWEM KPOBETBOPEHMs Ha nepucpbepuio — B oprarsl PIC
(neyeHsb, ceneseHky).

[ns cKpUHUHTOBOM AMATHOCTUKM GHEMMM MPU METACTASUPOBAHMM B KOCT-
HbI4 MO3T HEOBXORMMO MPOBECTU peHTreHonorudeckoe uccneposanme mnm KT
ry64aThix KOCTEM (4epen, Ta3, MO3BOHOUHMK, pebpa), cuMHTUrpadouio ckeneta,
MpU KOTOPbIX BYRYT BUAHbI O4ArM OCTEORECTPYKLMM MM OYArOBOE MOBbIEHWE
Hakornexus pagrodbapmnpenapara. [ns Gonee TOYHON AUATHOCTUKM NPUMe-
HSETCs TPENAHOBMONCUA KOCTHOrO MO3rd, KOTOPAs YACTO MO3BOMSET BbISBMTH
MPUYUHY GHEMMM — CREHOKAPLMHOMY, OYOrOBOE MOPAXEHWE KOCTHOMO MO3-
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ra MIMMdPOMON, 04AroByio dOOPMY MHOXECTBEHHOW MUETIOMbI, M3OMMPOBAHHbIN
Ty6epKynes KOCTHOTO MO3ra MU T. 4. M3 coBpemeHHbIX cnocoBoB AMArHOCTUKM
cneumdonyeckoro MOPAXeHusi KOCTHOTO MO3ra HAMGOMbWEH YYBCTBUTENLHOCTLIO
obnapaer NosuTpoHHo-a3mmMccuoHHas Tomorpadous (M3T). OHa npakt1yecku
6esonacHa png nauueHta, 8 omuune ot petreHorpadomu, KT m cunHturpo-
dorr He OKABLIBAET NYyYEBOTO BO3MEMCTBMA, HE BbI3bIBAET OCIOXHEHMI, KOK
uHea3meHble npouepypbl. Hepoctatkamu MN3T sensiorcs HUMSKAS ROCTYMHOCTb,
OYeHb BLICOKAS LIEHO OBOPYROBAHMA M CAMOTO mccneposanus. MN3T Henpume-
HMMO Asl TOYHOM AMATHOCTMKM 3060NEBAHMS, MO3TOMY MOXET MCMONb3OBATLCS
Ans CTOAMPOBAHMS MPOLIECC MPU M3BECTHOM MATONOMMM, HO BecronesHa npu
HESCHOM MOPAXEHUM KOCTEM M KOCTHOTO MO3rd, MPU KOTOPOM MOKA3AHO MMCTO-
NOTMYECKOE UCCNEROBAHME (TPENAHOBHONCHS) ANs BEPUAPMKALIMM AMArHO3A.

[leyeHne aHeMMM NPU METACTATUYECKOM MOPAXEHMM KOCTHOTO MO3ra, Kak
NPOBKIO, CMMNTOMATMYECKOE (FEeMOTPAHCARY3HM) B COYETAHMM CO CNIELMANU3N-
POBAHHbIM NEYEHMEM OCHOBHOTO 3a6onesaHus. [porHo3 3aBUCHUT OT MPHUMHBI,
BbI3BABLIEN AHEMMIO.

10.10. AyTOMMMYHHQS reMOnUTUYECKAs AHEMMS

IMproBpeTeHHble rEMONUTUYECKIE OHEMMM, MPH KOTOPLIX MOBLILLEHHOE PA3PY-
WEHWE SPUTPOLIMTOB SBMSETC PE3YNLTATOM PA3PYWAIOWEro BOAEMCTBIMS OyTOOH-
TUTEN, HAMPABIEHHBIX MPOTUB HEUBMEHEHHBIX OHTUFEHOB MEMOPAHbI COBCTBEHHBIX
3PUTPOLIMTOB BOMLHOMO, HA3IBAIOTCS AyToMMMYHHbIMK (ATA).

Yacrora AUTA cocraenser 1:80 000 HaceneHms, yalle 6oneioT XeHLmHbI.

Teuerue n nportos AMIA Bo MHOrOM OMPERENIIOTCS TUMIOM AYTOQHTUIPHT-
POLMTAPHBIX QHTUTEN, LMPKYIUPYIOWMX B KPOBKM GOMLHOTO.

AyTonmmyHHble aHtmtena vawe umetor ™ IgG, pexe — IgM un IgA.
OHu MoryT 0BHAPYXMBATH HAMGOMbWYIO GKTMBHOCTb MPM BLICOKOW TEMNepa-
Type Tena (Tennosble AHTMTENA), WAKM MPU HWU3KOM TeMnepaType (xonopossie
QHTUTENA), MM COMKCMPOBATLCS HO SPUTPOLIMTAX MPU HWU3KOM Temneparype,
O OKA3bIBATH MOBPEXAAIOWEE AEHCTBUE NPU Temnepatype Tena (asyxdoasHsie
axtvrena Jonata—/IlaHpwreiinepal.

Knaccudoukauyms

l.  AMIA ¢ HenonHbIMM TEMNOBBIMM QFTMIIOTUHUHAMM:
V" ugMonatmyeckue;
v cuMnTomaTueckue y GonbHbIX C TMMdponponcbepaTHBHbIMU 3a60ne-
BAHMAMM (XpOHMueckuit numdponeitkos, numdpomsl), CKB, pesmatounp-
HbIM QPTPUTOM, Y3ENKOBBIM NEPUAPTEPUUTOM, OMYXONsSMMU SUYHMKOB,
3000NeBAHUSIMM WMTOBMAHOM Xenessl.
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Il.  AMTA c tennoBbiMM remonuamHamu:
V" upMonatuueckue;
v\ cumnTomaTMueckme y GOMbHBIX C MMENOdoMBPO3OM M XPOHMYECKMM
NMMdPONENKO30M.
Il. AMTA c nonHbIMM XONOROBLIMM ArTMIOTUHUHOMM:
V" upMonatuueckue;
v cuMNTOMaTMYECKMe Y GOMbHBIX MOCNE MEPEHECEHHOM BUPYCHOM MHEB-
MOHMM, MHADEKLUMOHHOTO MOHOHYKNEo3d, ¢ TMMdPonpondoepaTmBHbI-
MM 3060NEBAHUIMM, MAKPOTNOBynMHemmen BanbaeHcTpema, MOHOKO-
HQNBHOM FAOMMANATMEN U XPOHUUYECKMM TeNATUTOM.
IV. AUTA ¢ [BYXCPA3HLIMM XONOROBLIMM remonunanHamu Tuna Jonata—IlaHg-
wrelHepa:
V" upmonatmyeckue;
v cumMnTOMaTMYeckMe Y GOMbHBIX C AANEKO 3alleUMMU DOPMAMM CdoM-
nmca, npu BupycHbix MHdpekumax (LIMB).

10.10.1. AUTA ¢ HenonHbLIMK TEMNOBLIMM AFTMIOTUHUHAMM

Snupemmonorms

AUTA ¢ HenonHbimKu Tennoebimu arrniotHuHamu (HTA) sensetcs HanGonee
pacnpoctpaHeHHoit doopmoit (80-85 %) atoro tMna remonutnueckux axe-
mui. AUTA ¢ HTA sctpeyaetcs Bo Bcex BO3PACTHBIX TPYNMAX, HO yale y mio-
neit cpenHero sospacta, ¢ yacroroit 1:80 000 Hacenenus. Cpean 60nbHbIX
oTMeuaeTcs HekoTopoe npeobnapanue xerumt (55-60%). C pasHoit yacto-
TOM BCTPEUAIOTCS MAMOMNATUYECKME M CUMMTOMATHYECKME GOOPMSI.

DTMonorus n natoreHes

Mexanuam remonusa npu AUTA ¢ HTA nmeer BHYTPUKNETOUHBIA Xa-
paKTep, T.e. PA3PYLWEHME SPUTPOLIMTOB OCYLIECTBASETCS MAKPOOAramM,
obnapatouwmrmmn MMmyHornobynuHosbiMmu peuentopamu. Darouyutosy moryt
MOABEPraTLCS SPUTPOLIUTHI LIENUKOM (3PUTPOCOArOLIMTOS) MM UX OPATMEHTbI.
B nocnepHem cnyuae spuUTPOLMTHI YMEHBIAIOTCS B PASMEPAX M MPUHUMAIOT
BU[ MUKPOLIUTOB.

Hanbonee MHTEHCUMBHO BHYTPUKNETOUHbIM FEMONN3 MPOTEKAET B CENe3eH-
Ke, A€ B CMHYCOX MPOMCXOAMT COU3MONOrMYECKOE 3aMEANEeHMEe KPOBOTOKA M,
CNefoBATENLHO, YAMHSETCS MPOROMKMTENLHOCTh KOHTAKTA CEHCUBMNM3MPOBAH-
HbIX SPUTPOLIMTOB 1 MAKPOCPAroB, BLICTUIQIOWMX CTEHKM CUHYCOB.

AHanornuHbiit TMn BHyTpUKnetouHoro remonusa npu AMMA ¢ HTA umeer
MECTO M B MeYeHM, KOCTHOM MO3re M ApYrMx opraHax, Gorarkix makpodpara-
M.
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Knunuka

AUTA ¢ HTA, kak npaeuno, HOYMHOETCS MOCTENEHHO M XAPAKTEPU3yeTCs
Me[iNeHHO nporpeccupytoleit GneaHOCTbIO, XENTYLHOCTbIO KOXM U CIM3MUCTBIX,
nHorpa — cybdpebpunbHoi Temnepatypoit. B cessn ¢ nocrenenHoit apan-
TAUMEN K MelNeHHOMY CHMXEHMIO YPOBHA remornobuHa obujee coctosHue
GonbHOTO CTpapaeT HesHaumtensHo. Pexe BcTpeuaetcs octpoe M nofoctpoe
Ha4ano GonesHu C yMeHblueHuem rematokputa Ha 5 % u Gonee kaxpsie 24 y,
npu 3ToM GLICTPO HAPACTAET XenTyxd, MosensioTcs peskas obuwas cnabocTs,
LMOHO3, OfbIKA, TAXMKAPAWS M ApYrMe MPU3HAKM CEPREYHO-COCYAMUCTON He-
pocratouHoctv. B panbHeliwem sabonesaHue, Kak npasuno, npuobperaer
XPOHUYECKOE TeUEeHMe, MPU KOTOPOM 3MMU30fbl YCHNEHUS FEMONN3A CMEHSIOTCS
KNMHMKO-TeMAaTONOrMYecKoi KomneHcaumen. Peunpusbl remonunsa moryT npo-
BOLIMPOBATLCS MHAPEKLIMSIMM, XMPYPTMYECKMMM BMELIATENLCTBAMM M BepemeH-
HOCTbIO.

HesHauutensHoe ysenuuenune nevenn otmeuaercs y '/,—'/, GombHbIX,
a yMepeHHOe yBenuueHue ceneseHkn — y Gonee '/, GonbHbIX.

OuarHocTtuka

Anemus npu AUTA ¢ HTA HOCHT HOPMOXPOMHbIN M Clierka Makpouutap-
HbII XAPOKTEP (30 CYET YBENMUYEHHOTO COREPXKAHMS PETUKYNOLMTOB, BAMbLIMX
Mo CBOMM PA3Mepam, Yem HopmoLwmTsl). [pu npocMoTpe Maska KposK OTMeUa-
IOTCS 3AMETHAS MONMXPOMA3NS M QHM3OLIUTOS, MPUCYTCTBUE MUKPOCCEPOLIMTOB
M HOPMOBNACTOB (0COBEHHO y GOMbHbIX C AKTUBHLIM remonuaom). PeHomeH
ayrtoarrnioTMHaumMmu Habniopaetcs peako. CopepXaHue peTuKynoLmMToB MoBbl-
weHo. [poaoNXMUTENLHOCTb XM3HW SPUTPOLIMTOB YKOPOUYEHA.

OcMoTHyecKas PE3UCTEHTHOCTb 30 CYET M3MEHEHMS CBOWCTB MEMOGPQHbI
PUKCMPOBAHHBIMM AYTOQHTUTENAMM OBBIMHO CHXKEHA, 3TUM Xe OBbICHSETCS
ChpepoLMTO3 SPUTPOLIMTOB.

Yucno neiikounToB Yale BCEro Cnerka MoBbILEHO BO BPEMS FeMONMTUYEC
knx Kpusos. Konmuectso TpoMBOLMTOB HOPMANLHOE MM HECKOMLKO CHUKEHO.
[Mpyn HANMYMM, NOMMMO AHTUSPUTPOLIUTAPHBIX, TAKXE TPOMBOLIMTAPHBIX QHTUTEN
(cnHapom Puwepa—3IsaHca) passueaeTcs comyTctByiowas rmyGokas TpoMbo-
LIMTOMEHMS, YTO MOXET BbI3BATL THXENbIE FEMOPPArMYECKME OCTIOXHEHMS.

B kocTHoM Mosre oBHAPYXMBAETCS BbLIPQXEHHAS MMMEPnNasns KPACHOro
poctka kposetsoperus (puc. 10.7), uHoraa ¢ MeranobnacTHsIMKU YepTami,
BCNIEICTBME OTHOCMTENbHON HEOCTATOYHOCTU GPONATOB, MOTPEGNEHME KOTOPbIX
QKTUBHO MPONUCPEPUPYIOLMMM HOPMOBNACTAMM 3HAUMUTENLHO MOBLILIAETCS.

B nnasme onpepensercs runepGuaMpyGMHEMUs 30 CYET HEKOHBIOTUPOBAH-
HO¥ (HENPSMOM) copaKkLmMM, B KaNe MOBBILAETCS COREPXAHME CTEPKOBMNUHA,
B MOYe — YpPOOMAMHA.
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PUC. 10.7. Tunepnnasus sputpo-
MOHOTO POCTKA KOCTHOTO MO3ra
npyu ayTOMMMYHHOM remonuTMyec-
KOW aHeMMM

Ouarnos AUTA ¢ HTA ycraHasnveaioT npu 0BHAPYXEHUM KNMHUYECKMX
M NaBOPATOPHbIX MPU3HAKOB MPUOBPETEHHOTO BHYTPUKNETOYHOTO reMONM3a
M MOMNOXMTENbHBIX PE3YNLTATAX MPAMON AHTUrMOBYNMHOBOM Npobsl Kymbea.

OudodpepeHumnanbHas fUATHOCTHUKA

Oudbdpeperumposats AUTA ¢ HTA MHOTRQ NPUXORMTCS C NEKAPCTBEHHbIMM
MMMYHHbIMKM FEMONUTUYECKUMU OHEMMAMM, MPHU KOTOPbIX TAKXE MOXET BbITb MO-
noxutensHon npsmas npo6a Kymbea. B ocHose nocnefHmx nexut nsmeHexue
QHTUFEHHOM CTPYKTYpbl MEMGPQAHbI 3PUTPOLMTA MO [ENCTBUEM NEKAPCTBEH-
HOTO MPEenapPaATa — FANTEHA, B PE3YNLTATE YErO HA SPUTPOLMTE MOSBNAETCS
HOBbIM GHTMIEH W, KOK CNEAcTBMe, BbipabaTbiBatlotcs antutena k Hemy. Cpepu
NPEenapaToB, KOTOPbIE MOTYT BbI3bIBAT MMMYHHbIA FEMONM3, CIEAYET YMNOMSHYTh
a-MeTMnaony, UedpanocnopuHsl, PUADAMMULMH, QHANBIMH, XMHMAWH, NAPa-
ueramon v Ap. [osToMy y Bcex GOMbHbIX C MONOXMUTENLHOM NPAMON NPOBOi
Kymbca, cobupas aHamHes, HEOBXOAMMO MCKITIOUWTL ANUTENbHBIA MPUEM ne-
KOPCTBEHHbIX CPEACTB, OTMEHA KOTOPbIX OBBIYHO BEAET K MPEKPALEHMIO reMO-
nu3a u genaet npoby Kym6ca otpuuatensHoM.

JTeyenune

OchoeHbim meTopom nedenns AUTA ¢ HTA ssngetcs HasHaueHWe KOpTHKO-
CTepouaoB (MpeaHu3onoHa unu ero axanoros). B cpenHem mcnonssyercs 1 mr
npeaHmsonoHa Ha 1 kr maccel Tena GonsHoro (60-80 mr/cyt). B Takoh pose
MPERHM30NOH HABHAYOETCS BO HOPMANM3ALMM YPOBHS reMornobuHa, ucues-
HOBEHMS XENTyXu U [PYrMx NaBOPATOPHbIX MPU3HAKOB FEeMONUad, YTo MHorad
COMPOBOXAAETCS OTPULATENbHLIM PE3YNETATOM NpsAMoit npobl Kym6ca. 3arem
no3y NpepHM3onoHa nocrenerHo cHikator no 0,5-1 tabnetke B 2-3 pHa fo
MOMHOM OTMeHbI. [leyeHne NPegHM3oNOHOM NPUBOAKMT K HOPMANM3ALMM KOHLIEH-
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TpAUMK remornobuHa y 75 % GonbHbix, xots npsmas npoba Kymbca npu stom
MOXET OCTABATLCS MONOXMTENbHOM.

Mpn HeadpdpeKTMBHOCTH KOPTUKOCTEPOMAOB, YTO CTAHOBMTCS SCHbIM B Te-
YeHue 2 Hel. HaBnoaeHUs 3a GONbHLIM, MNK MPKU PELMAMBE TEMONM3A MOCe
€ro OTMEHbl MOKA3CAHA CMNEHIKTOMMS, KOTOPAS MOXET MPUBECTU K MOMHOMY
BbISAOPOBNEHMIO BOMLHOTO MK MO3BOMMUT YBENUYMTL MHTEPBAMLI MEXAY KYPCO-
MM Tepanuu KOPTMKOCTEPOMAAMM. [ns neyeHus GOMbHbIX C PE3UCTEHTHOCTbIO
K MPEAHM3ONOHY M MPU OTCYTCTBUM 3PAPEKTA OT CMNEHIKTOMUU MCMOMb3YIOTCS
LMTOCTOTMKM, MMMYHOAEMPECCAHTbI: A3OTMOMPUH MM MEPKANTOMYPHH B AO3E
100-150 mr B cytku, umknodpocdbammp 8 pose 200 mr/cyt, xnopambyuun
5-10 mr/cyr, umknocnopun 5 mr/kr/cyt v pp. B GonbwmHctee cnyyaes mm-
MYHOCYNPECCHBHAS TePAMNMs NPUBOAMT K YNY4LEHMIO TEMATONOrMYECKMX MOKa-
3aTenei, OAHAKO CTOMKAS PEMMCCHS HOBNIORABTCS HEYACTO.

B reuenune nocnepHux net B nevenmnn pesucrenteix doopm AUMA ucnons-
3yloTcs MoHoKnoHanbHbie aHtutena k CD20 — putykeumab 375 mr/m? 8/s
1 pas 8 Hepenio B Teuenne 4 Hen. Yacrora pemucenin gocturaer 55-80%,
nopRepXuMBaiowei Tepanmu obbvHO He Tpebyercs. B tsxenbix cnyyasx moxer
MCMONb30BATLCS NNAsmMadoepes.

MonoxutensHbiit acbdpekT HOrAa AaeT B/B BBEAEHME BOMBIIMX AO3 MMMY-
HOrMOBYNMHOB, HEMTPANMBYIOWMX AYTOOHTUTENA M MX BO3REMCTBME HA SPUTPO-
umtsl. K coxanenuio, otmeHa B/B MMMYHOMMOBYNMHOB COMPOBOXAAETCS PeLm-
AvBOM 3060NeBaHMS.

B cnydyae rnyGokoit GHEMMM C CHMNTOMOMM TUMOKCHMKM MEPENMBATL GOnb-
Heim AMTA ¢ HTA MoxHO Tonbko cneuuansHo NOFOBPAHHYIO 3PUTPOLIMTAPHYIO
maccy. C 3ToM Uenblo HO CTAHLMSX NEPENMBAHMSA KPOBM MM B BAHKAX KPOBM
apUTPOLMTE foHOPOoB (06bIHO oT 15-20 uenosek) MHKYBUpYIOTCS (KOXAbI
obpasel oraentHo) B nnasme GonbHoro npu Temneparype 37 °C. Mocne ato-
o C KaXXAbM OBPA3LIOM AOHOPCKMX 3PUTPOLIMTOB MPOBORMTCS NpsSmas npoba
Kym6eca. B cnyyae arrniotMHaumm FOHOPCKMX SPMTPOLIMTOB QHTUrMOGYNMHO-
BOM CbIBOPOTKOM WMCMOMb3OBATH MX AN MEPENUBAHMS HEMb3d, T.K. HO MeMBpa-
He [OHOPCKMX SPUTPOLMTOB COREPXATCS TE€ XE CAHTUrEHbl, MPOTMB KOTOPbIX
HaMpaBneHbl aHTUTENA B Nnasme GonsHoro. MoxHO nepenueath Tonbko Te Ao-
HOPCKMe 3PUTPOLMTHI, KOTOpble Mocne MHKyGaumu B nnasme GOnbHOro fanu
oTpuuaTenthyto npsmyto npoby Kymbea.

TeyeHue u nporHos

[ns AUTA ¢ HTA xapaktepHO BONHOOGPA3HOE TEHEHUE C YEPEAOBAHMIMM
KNMHM4Yeckoro Gnarononyuns u peunpmeos Goneshu. [popgonxutensHocTb 3a-
6onesaHMs Konebnetcs ot HECKONLKMX MecsLEeB O MHOrmx net. Y 1/4 60nbHbIX
HOCTYNaeT MOMHOEe BbI3NOPOBNEHME CO CTOMKMM MEPEXONOM MONOXMTENbHOV
npo6bl Kymbca B oTpuLiaTentHyio.
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B uenom nportos npu AMTA ¢ HTA cnepyer cuntats cepbesHbiM, oco-
GEHHO NPU BTOPMUHBIX (POPMAX, OCMOXHSIOWMX XPOHMYECKMI NMdponenkos
n CKB.

10.10.2. ATA ¢ nonHbIMKM TEMNOBLIMM FEMONMU3UHAMM

AUTA, 0GycnoBneHHas MCKMIOYUTENBHO FTEMONMBUHAMM, BCTPEYAETCS [OBOMb-
Ho pepko. Yauwe Tennossie remonuautbl (TF) o6Hapyxueatotcs y GonbHbix AVTA
¢ HTA, 410 3HQUMTENbHO YXYAWOET MPOrHO3 MPK STOM 3060NEBAHMM.

Knuuuka

AUTA ¢ TI' MoXeT npoTekaTs KAk OCTPO, TAK U XPOHUYECKH. MKTEpUUHOCTD
KOXM M CIIM3MCTBIX BBIPAXKEHA HE3HAUMTENLHO. BO Bpems remonunaa BO3MOXHI
Gonb B GPIOWHOM MONOCTM U MOBbILEHAE TemnepaTypsl Tena. B nepuon remo-
NATUYECKOTO KPM3Q MOTYT PO3BMBATLCS TPOMGO3bI PASIMYHOM NOKANM3ALIMM.

lMeyeHb M ceneseHKa OOLIYHO He yBenuueHbl. [lockombky paspylweHue
3PMTPOLMTOB MOA AHCTBMEM T MPOMCXOAMT MPU AKTUBHOM YYACTMM OKTMBM-
POBOHHOTO KOMMIEMEHTA BHYTPU COCYROB, KNMHUYECKME MPU3HAKM BKIIOYAIOT
MOsBNEHME YEPHOM MOYM M3-30 COREPXKAHMS B HEM OKWUCTIEHHOTO remornobu-
Ha MK remornoBuHypuio. [Mpu XPOHMYECKOM BHYTPMCOCYAWUCTOM FEMonu3e
y 6onbHoro AMIA ¢ TI' B Moye TaKXe NpPUCYTCTBYET reMOCHAEPHH.

Ouarnoctuka

XapakTtepHbl HOPMOXPOMHQS HOPMOLMTAPHAS GHEMMS, PETUKYNOLMTO3.
B nnasme nosbiwaercs yposeHb CBOGORHOrO reMOMOBUHA M CHUXAETC KOH-
LeHTpauus rantornobuHa. B moue — remornobuHypms M reMocupepuHypums.
Yuactue komnnementa B npoteccax remonusa npu AUIA ¢ T npueopmr k chu-
XEHMIO OKTMBHOCTM KOMMNemeHTd, npuyem komnoHentsl C3, C4, C9 komnne-
MEHTA MOTYT BbITh OGHAPYXEHBI B PUKCHMPOBAHHOM COCTOSIHUM HO MOBEPXHOCTM
3PUTPOLIMTOB C MOMOLULIO CHTUKOMMNEMEHTAPHOM ChiBopoTkM. [Mpoba Kymbea
y 6onbHbix AUTA ¢ TI' oBbluHo oTpuuatensHas. [duarHoctupyetcs ato sa6one-
BAHME MO TECTY HO AYTOreMONM3: KPOBb GOMHOMO, B3STAS C LMTPATOM, MOMe-
waercs 8 Tepmoctat npu Temneparype 37 °C. Yepes 30-40 muH npowmcxopmt
MOKPACHEHME MIA3MbI BCIEACTBUE PASPYIEHNS SPUTPOLIMTOB MPUCYTCTBYOLMMM
B MNCA3Me TEMNOBLIMM AYTOrEMONM3MHAMM.

leuenune

B repanun AUTA ¢ TI' npo6ytor MCnonb3oBaTs KOPTUKOCTEPOMAL M UMMY-
HOfenpeccaHTbl. MHoraa oTMeyaeTcs passuTe AMUTENLHON PEMMCCMM, ORHAKO
MONHOE BbIAOPOBNEHME HAGMIORAETCS PEAKO.
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MNporHos

Mporxos AMIA ¢ TI' 30BUCHT OT 4OCTOTbI U MHTEHCMBHOCTM 3MWU3OQO0B re-
MOMM3a.

10.10.3. ALUTA ¢ NonHbLIMK XONOQOBbLIMMU ATTMIOTUHUHAMM

AMIA ¢ nonHbIMKM XONOROBLIMM ATTMIOTUHUHAMM, MM XONOROBAS ArTTIIOTH-
HuHoBaS GonesHb (XAB), HaBnopaeTcs rMaBHLIM OBPA3OM Y MOXMILIX MIOREH.
Yawe sctpeyatorcs cumntomatnueckue doopmbl XAB y GonbHbIX XPOHUYECKMM
numdponeitkosom, mMakpornobynuHemmeit BanspeHctpema, npu 3nokavectsen-
HbIX IMMCDOMOX M MOHOKIOHANLHOM rammanatiu. Y monopsix nopert XAB
MOXET MOSBUTLCA Mocne MHADEKUMOHHOTO MOHOHYKIE03d, MMKOMNA3MEHHOM
nnesmoHmu. XAB cocrasnser okono 10-20 % scex cnyvaes AMTA. Heckonbko
yawe XAB 6onetoT XeHWuHbI.

Knuuuka

XAB cBoiicTBeHHO XpoHMueckoe TeueHue. 3abonesaHune HAYMHAETCs no-
CTEMNEHHO; XAUPAKTEPHOM 0COBEHHOCTbIO BONesHM ABNAETCS NNOXAs NepeHoCH-
MOCTb XONOMd, MOA BO3AEMCTBUEM KOTOPOrO Y GONbHLIX MOSBNSETCA AKPOLMa-
HO3 B BM[IE NOCMHEHMs M NOBNENHEHNs KOXM MAnbLEB, YWeN U KOHYMKA HOCa.
3meHeHHMe LBETA KOXM MOXET COMPOBOXAATLCS HAPYWEHMEM HyBCTBUTENLHOC-
TM 1 noseneHMem Gonu. DT CUMNTOMbI, XAPAKTEPHbIE ANs cuHapoma PeitHo,
06bI4HO OBPATUMBI M MCYE3AIOT, KAK TOMLKO MALMEHT NONAACET B TEMNOE Nome-
weHne. OgHAKO NPU ANUTENLHOM NPEBLIBAHMM HA XONOAE BO3MOXHO PA3BUTHE
FOHrPEHbl B MECTaX OXNnaxpaeHus Tend. AKTMBHOCTh remonusa npu XAB, kak
MPABMNO, HEBENWUKA, MO3TOMY MOXET ObiTh NMWb NErkas MKTEPUYHOCTb KOXM
M CIIM3UCTbIX, MEYEHb M CeneseHKa OGbIMHO He ysenuueHsl. Paspywenue ar-
FMIOTUHMPOBABLUMX IPUTPOLIMTOB OCYLECTBNSETCS MAKPOCDAraMH, T. €. reMonm3
HOCMT BHYTPMKNETOUHbIA XAPAKTEP.

OuvarnocTrka

AHeMMsi OBbIMHO HOCHMT HOPMOXPOMHbBIA M HOPMOLMTAPHbIA XAPAKTEp,
a yposeHb remornobuna pesko chuxaercs go 80 r/n. Mpu npocmotpe mas-
KOB KPOBM 06pALLAET HA ceBsi BHUMAHME BbIPAXKEHHAS CMOHTAHHAS AYTOArTio-
TUHALMS SPUTPOLMTOB, YTO 3ATPYAHSIET MX MOACHET.

OuarHos XAB ocHoBbiBaeTcs HO cnocoGHOCTH ChIBOPOTKM GOMLHOTO B yC-
NOBMAX XONOAA BbI3bIBATH ATTMIOTMHALMIO ROHOPCKMX 3puTpoumtos rpynmsl O.
TuTp aHTMTeEn, T.€. CTeneHb PA3BEAEHMs, MPU KOTOPOM COXPAHSETCs Cnocob-
HOCTb CbIBOPOTKM GONLHOTO QrrMIOTMHMPOBATL 3PMTPOLMTLI, Konebnetcs ot
1:1000 po 1:1 000 000. Tutp arrmOTUHMHOB M TEMMNEPATYPHBIA ONTUMYM MX
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AECTBMS BO MHOTOM OMPEAENSIOT KIMHMKY 3a60neBaHus. XonofgoBbie armioTu-
HWHbI OTHOCSTCS K IgM 1 0BbIYHO HAMPABNEHb NPOTUB AHTMIEHOB MEMBPAHDI
aputpoumTos Tna l/i.

OndbdepeHumanbHas AMATHOCTHKA

Oudbcbeperumposats XAB Hepenko NPMXOAMTCS C 3a60NEBAHMIMM, CONPO-
BOXAQIOWMMMUCS HOPYLWEHUEM MUKPOLIMPKYNSLIMM HO XONOAE, — KpUornoBynu-
HeMMel n cuHapoMom PeitHo cocyancToro reHesa, HepefKko OCNOXHSIOWMMM
PEBMATHYECKME 3060NEBAHMS (PEBMATOMAHDIA APTPMT).

Teyenune

Cninenaktomus u koptukoctepoupsl npu XAB obbiuHO HeadddpeKTHBHbI.
[MonoxutenbHbie pesynbTarbl AAET MCMOMb3OBAHME MMMYHOREMPECCAHTOB (XNo-
pambyumn, umknodpocdamua). Xots HeOBXOAMMOCTb B FrEMOTPAHCDY3MSIX NPy
XAB BO3HMKAET OTHOCHTENBHO PERKO, CNEAYET MOMHMTb, YTO MALMEHTOM C STMM
3060NeBAHMEM MOXHO MEPENMBATh TOMLKO OTMBIThIE B GOU3UONOTUHECKOM PaC-
TBOPE 3PUTPOLMTI, HE COREPXALLME HO CBOEHM MOBEPXHOCTU KOMMIEMEHT.

B GonbumHcTee cnyuaes xopouwmit 3dpdoekT AaoT TaKKe NPOoCTbie MeponpH-
STUS, KOK M3GEraHMe KOHTOKTA C XONOMIOM, COrpeBaHue GONbHOTO M MocTenb-
HbIA PEXMM.

Teyenune u MPOrHos

Teuenne XAB otHocHTENbHO AOBPOKAYECTBEHHOE C NEPUOACMM YXYRILIEHMS
3MMOM M MOYTM MONHBIM MCYE3HOBEHMEM CMMMTOMOB NeToM. [lonHoro Bbisfo-
posnenus or XAB npaktyeckn He GbIBAET, BMECTE C TEM Cy4aM NETANLHOMO
MCXOAA OTMEYAIOTCS KPAHe pefKo.

Mpu cumntomatuecknx doopmax XAB nporHos, kak npasuno, onpepens-
€TCsi OCHOBHbIM 3060NEBAHUEM.

10.10.4. ALTA ¢ pByXdpa3HBIMM XONOAOBLIMU FEMONM3UHAMM,
MNM NAPOKCU3MANBLHAS XONOAOBAS FrEMOrNOBUHYpPUS

MNapokcusmansHas xonoposas remornobuHypus (MXI) sensetcs ogHum U3
Haubonee pepko ctpeuaiowmxcs eupos AMIA. TIXIT xapaktepusyetcs anu-
3000MM (MOPOKCH3MAMM) BHYTPUCOCYAMCTOTO FEMONM3A, FeMOrMOBMHypHeEN,
KOTOpbIE MPOBOLIMPYIOTCS OXNAXACHUEM.

[XI ebisbiBaetcss aHtuTenamu IgG-Tuna, kotopsie 0BbIYHO HAMPABNEHD! NPO-
TvB P-aHTMreHa spuTPOLIMTOB M COMKCHPYIOTCS HO HMX MPU HIM3KOM Temneparype.
eMonua xe NPOMCXOAMT NP YYACTMM KOMMNEMEHTA NP TeMneparype Tend.

0. Doxat u K. NlanpwreiHep ewe B Hauane XX B. BbISBMAM MPUUMHHYIO
CBA3b MEXAY 3AMYLEHHbIM CUCPUNMCOM, OCOBEHHO Ero BPOXAEHHON CPOPMONH,
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n MNXI. B Hacroswee Bpems YCTAHOBNEHO, YTO POfb CUCPUAMCA B PA3BUTUM
MXI" Hesenuka, ofHAKO 3TO 3060NEBAHKE MOXET OCNOXHSTL TEYEHUE HEKOTO-
PbIX OCTPbIX BUPYCHbIX MHADEKLUMIM (KOPH, KPACHYXM, MHAPEKLMOHHOTO MOHO-
HYKNI€03d M AP.) UMK BO3HMKATH 6€3 YCTAOHOBNEHHOM MPUUMHBI (MEMONATUYECKAS

dopmal).

Knunuka

[XI Bctpeyaetcs Bo Bcex BO3PACTHbIX rpymnnax, HO yae y peteid. C opu-
HOKOBOM yacToTol mopaxatorcs oba nona. Hanbonee xapakrepHoi oco-
6enHoctbto X[ aBnseTcs noseneHne MouM YEPHOrO LBETA MOCNe MECTHOro
MM obLero NepeoxnaxpeHmns, 0COBEHHO B TEYEHUE NOCTATOUHO [UTENLHOTO
BPEMEHM.

3aboneBaHne HOUYMHAETCS OCTPO: Yepes HECKOMbKO MMHYT Wik YOCOB MOC-
ne NepeoxnaXpeH1s NosenaloTcs mblieyHas 6onb, 6onk B GPIOWHOM NonocTy,
obuas cnabocTh, PBOTA U NOTPACAIOWMIA O3HOG C MOBLILIEHUEM TEMNEPATYPbI
Tena fo dpebpunbHbix Lmdpp. Bo Bpems atoro npucryna mnm Bckope nocne
Hero Bbigensercs YepHas mouyd. B panbHeifwem nosensercs XenTywWHOCTb KOX-
HbIX MOKPOBOB 1 cknep. [Npu creptbix doopmax, Kotopbie Habmopatotes y '/,
GONbHbIX, BCE 3TM CUMMTOMbI BLIPCXKEHbI 3HAUYMTENLHO cnabee.

OuvarnocTtuka

AHeMMs pa3BMBAETCS TONLKO B MEPUOA FEMONUTUYECKOTO KpH3a. BeipaxkeH-
HOCTb OHEMWW U PETUKYNIOLIMTO3 3ABMCAT OT MHTEHCMBHOCTM M YOCTOTbI MAPOK-
cn3moB remonusa. B kpoBu nosbiwaeTcs KOHLEHTPALMS CBOGORHOrO remorno-
6uHa (Bo Bpems kpusa). B Mode — remornoGuHypus, otciofa ee uepHoe
OKPAWMBAHME.

MNpucytcTne peyxdoasHbix aytoantuten tvna [JoHata—/laHpwreitnepa
MOXHO YCTOHOBMTL MO remonusy npu Temneparype 37 °C npefsaputensHo
OXNAXAEHHOW KPOBM, 4TO MPOSBASETCS NOKPACHEHMeM nnasmsl (npoba [o-
Hata—/laHgwrenHepa). YcTaHoBNEHO, 4TO ABYXCPA3HbIE FEMONM3MHbI B OT-
NU4YMe OT XONOROBbIX ATTMIOTMHMHOB PEAKO MPUCYTCTBYIOT B KPOBM B BbICOKOM
™MTpE.

MNpo6a Kymbca, ecnn oHa nposefeHa Npu HU3KOM Temnepartype, Gynet
MONOXWTENbHOM, O B CTAHACPTHBIX YCNOBUAX PE3ynbTaThl 3TOM NPobbl OTPMLG-
TenbHble.

Neyenne

Mpun cumntomatuyecknx cpopmax MNXI, kak npaeuno, HabnopaeTcs CnoH-
TAHHOE BbI3ROPOBNEHUE MO MEPE M3NEYEHNS OT OCHOBHOrO 3a60nesaHus. B Te-
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PANMM MAMONATMYECKMX DOPM BAXHEMLYIO POMb UIPAIOT NPOCOUNAKTUYECKHE
Mepbl, HaNPABNEHHbE HA NPENOTBPAIIEHNE NEPEOXNAXACHMS.
Koptukoctepoupsl 1 crinenaktomus npu X HeadpbdbekTHBHbI.

10.11. HacnepcteeHHsbI cdpepoumTos

[emonuTUyeckMe OHemMM, OOYCNOBNEHHbIE HAPYWEHUEM CTPYKTYpbl Gen-
KOB M COREPXAHMS MUMMAOB MEMBPAHBI 3PUTPOLMTOB (MeMBpaHonaTum), Kak
NPABMNO, MUMEIOT HOCNEACTBEHHbIM XAPAKTEP.

B saBrcrMocTH OT popMbI SPUTPOLIMTOB B rPYMMEe BPOXAEHHbIX FEMONUTHYE-
CKMX aHEeMMM, 0ByCnoBNeHHbIX AedPEKTOM MEMBPAHbI SPUTPOLIMTOB, BbIAENSIOT:

v’ HacnencteeHHbIl ccbepolutos, unu GonesHb Munkosckoro—LLlodbdpa-

pa;

v’ HQCNECTBEHHBIF 3MTMUNTOLMTO3 MNM OBANOLMTOS;

v/ HOCNEACTBEHHbIN CTOMATOUMTOS;

v’ HQCNEeNCTBEHHBIF OKAHTOLMTOS.

Snupemmnonorms

Hanbonee yacto ns meMGpaHONATHIA BCTPEUAETCA HACNEACTBEHHBIM Cdoe-
pouutos, unu GonesH» Munkosckoro—LLlodpdpapa. Yacrora atoro sabonesa-
Hus coctasnset 1:4500 HaceneHus, oTMeuaeTcs raBHLIM O6PA3OM B CTPAHAX
cesepHoit Esponbl u Amepukn. Hacnepyetcs 6onestr Munkosckoro—LLodp-
doapa Mo ayTOCOMHO-JOMUHOHTHOMY Ty

DTMonorus n natoreHes

MNaTonorus memBpaH spuTPOLMTOB 3aKNIOYAETCs B AecpuumTe Benkos aH-
KPMHO M CMEKTPUHA, YTO BEAET K HOPYWEHMIO MX MPOHWULAEMOCTM M MOCTY-
MNEHMIO BHYTPb 3PUTPOLMTA M3GbITKa MoHos Na*, a cnegoBaTtentHo, M BOfbI.
Knetkn HabyxatoT 1 npuHumatot cdpepuyeckyto doopmy. [Npu npoxoxaernn
Yepes CHHYChl CENE3eHKM B KPACHOM Nymnbre TAKME SPUTPOLMTE MOABEPratOT-
CS PA3pyLEHUIO, T.K. CMHYCbl MMEIOT MEMOPAHbI C OTBEPCTMAMM MEHbLIETO
AMaMETPa (B0 2 MKM), YeM AMAMETP HOPMANBLHOTO 3pUTPOLMTA (6—8 MKM).
HopMmarbHbie apuTpoumTsl 0610ACIOT AOCTATOUHOM MAACTUHHOCTBIO U CNOCO6-
Hbl MOMHOCTBIO CKMOABIBATLCS MPU MPOXOXAEHMM 3THX otBepcTuit. CdpepoumThi
TAKMMM CMOCOGHOCTIMM He OBNAACIOT M MPK NPOXOXAEHUH Yepes meMbpa-
Hbl B CUHYCOX CeneseHKu B0 MONHOCTLIO PA3PYWAIOTCS (0 MX dPPATMEHTHI
darountpytoTcs Makpodparamu), TM6o TEPSIOT YOCTb MEMGPAHbI, MPKU 3TOM
YMEHBLAIOTCS B PA3MEpPEe M MPEBPALAIOTCS B MUKPOCHEPOLMTL, T. K. MeM-
6PAHA 3PUTPOLMTA MMEET CMOCOBHOCTh BOCCTAHABNMBATLCA MOCNE MOTEPH
ee dpparmerra.
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3amenneHme KpOBOTOKA B CMHYCOX HOPMANbHOW CENeseHku MMeeT donsmono-
rMYeckoe 3HaYeHUe, MOCKOMbKY YBENMUYMBAETCS NPOAOIKMTENLHOCTb KOHTAKTA 3ne-
MEHTOB KPOBM C MAKPOGDAramu, MoKPbIBAIOWMMM CTEHKU CMHYCOB, YTO MO3BONSET
MOKpOdbaram M3snekaTh M3 KpoBu OAKTEPMM, BUPYChl M MMMYHHbIE KOMMIEKCI.
3pech Xe NPOMCXOAMT PA3PYLIEHUE CTAPLIX SPUTPOLIMTOB, MEMBPAHA KOTOPLIX MO-
Tepsna HEOBXOAMMYIO MIACTUYHOCTb. TOKMM OBPA3OM, CUHYCbI CENE3EHKM SBNAIOTCA
CBOEOBPA3HLIM CPUMLTPOM HA MYTU TOKA KPOBMU.

PaspyweHne cdoepoUMTOB NMPOUCXOAUT MUCKIIOUYMTENBHO B CMHYCOX Cene-
3€HKM, T.€. UMEET MECTO BHYTPUKNETOUHbIA FEMONM3.

Knunuka

KnuHuueckas kaptMHa nmeet oblume YepTbl C APYTMMM FeMOIUTUYECKMMM
OHEMMSIMM, COMPOBOXAAETCS TPMAAOW CMMIMTOMOB FEMONM3A, CrNeHOMEranu-
eit. Yawe Bcero HacneacTeeHHbI cdpepoLnTos npossnsercs B Aetcree. bonesHs
MOXET NPOTEKATh U C YACTLIMM TAXKENBIMU PELIMAMBUPYIOWMMM TEMONUTUYECKM-
MM KPU3aMM, OHOKO Y GOMbWMHCTBA GONMbHBIX PA3BMBAETCS YMEPEHHAS KOM-
MEHCUPOBAHHAS FEMONUTMYECKAS OHEMMS C XKENTYXOW, YBENMYEHUEM CeneseH-
KM M CKNOHHOCTbIO K OBPA30BAHMIO KAMHEN B XenyHom nysbipe. [1pu yactbix
M BBIPAXKEHHBIX TEMONMUTUYECKMX KPU3AX MOTYT PA3BUTLCA M3BMEHEHMS cKeneta
B BMAe OAWEHHOro Yepena, M3MEHeHWs Pacrnonoxerus 3y6os, dOPMMPOBA-
HMsI BLICOKOTO BEPXHEro HEBA, a TAKXKE MUKPOODTANbMMM.

OvarHocTtuka

B kposu npeobnapator cdpepountsl. [NosbiweHne uncna Mmukpocdpepo-
LMTOB OTPOXAET YCUNEHWME FEMONM3A M COMPOBOXAAETCS PETUKYNOLMTO3OM.
eMonuTHMyeCcKMe KPU3bl MPK HOCIEACTBEHHOM CADEpOLMTO3e Yalle BCero npo-
BOLMPYIOTCS MHAPEKLIMSIMM.

Nusnc cdpepountos nponcxoput npu Gonee HU3KOM OCMONSPHOCTH Cpe-
Abl, T.K. YMEHbLAETCS CNOCOBHOCTh MEMOPAHBI CPEPOLIMTOB K PACTIKEHUIO.
B runotoHuueckom pactBope remonns HaYMHAETCS B KOHLIEHTPALMM, BNM3KoM
K maotonunyeckoit: B 0,75% pacrsope Hatpus xnopuaa nusmpyercs 7—10%
apuTpoumToB. [103TOMY BbISBNEHME CHUXEHHOM OCMOTMYECKOW PE3UCTEHTHOCTH
MIPOET BAXHYIO POMb B MOCTAHOBKE AUATHO3A.

Wuorpa cdpepountos moxet Habniopatses npu AMMA ¢ HTA. D10 npowuc-
XORMT BCNEACTBME MOBbILEHNS NPOHULIOEMOCTH MEMOPAHbI 3PUTPOLIMTOB B OT-
HOLEHMM BOfbl M3-30 OMKCALMM HO Hel ayToaHTuTen. B amux cnydasx cdpepo-
LIUTO3 HE CTOMb BBIPAXKEH M HOCHT MPUOBPETEHHBIA XAPAKTEP.

MpoponXuTensHOCTb  XKM3HM SPUTPOLIMTOB, YCTAHOBIEHHAS C MOMOLLbIO
*!Cr, npu HACNEACTBEHHOM CPEPOLMTO3e YMEHbLEHA B 2 Pasa Mo CpPaBHe-
HMIO C HOPMAbHBIMM KNETKAMM.
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Teyenune

OCHOBHbIM M €MHCTBEHHbIM METOIOM NEYEHUS HACNEACTBEHHOrO cdpepo-
LMTO3Q ABNSETCA CMNEHIKTOMMS, T. K. OHO MPUBOAMT K NPEKPAIIEHMIO FreMOnM3a
M KYMMUPOBAHMIO GHEMMM, XOTS COEPOLIMTO3 B KPOBM COXPAHAETCS.

MoKA3aHMS K CNNEH3KTOMUM

1. ABconiotHble:

V' BLIDQXEHHAS QHEMMS, OCTIOXHEHHAS XENYHOKAMEHHOM GONesHbIo;

v’ Tpodpmueckme a3sbl roneHet;

YNOPHAs XenTyxa.

2. OTHocuTenbHsble:

v’ KpU3OBOE TeueHue;

v GonbUWON Pa3Mep CeneseHkM C MPU3HAKAMM TMNEPCINEHU3MA.

BonbHbiM B Bo3pacte 10-25 ner HE3ABMCHMO OT KOHLIEHTPALMKM reMorno-
6uHa nokasaHa crneHaktomms. Y petert go 10 ner ot cnneHaKToMmMu Leneco-
06pa3HO BO3REPXKATHCA, T.K. YAANEHME CENE3EHKM MPUBORWT K CYLUECTBEHHOMY
CHUXEHUIO MMMyHMTETA. YRaneHue nnaupapma MMMAOOMAHOM TKAHM, HAXORs-
Wwewcs B Genoi nynbne CeneseHku, d TAKXe CeneseHkn Kak doumsTpa HA MmyTw
MHOPEKLMM BOMETHO MOBLIAET PUCK CEMTUYECKOTO TEYEHMS MHADEKLMOHHBIX
npoueccos. [lTpuMeHeHWe NANAPOCKONMYECKOM TEXHONOTMM B MPOBEAEHMM
CMNEHIKTOMMU (MHOMAO — OFHOBPEMEHHO C XONELMCTIKTOMMEN) 3HAUMTENLHO
CHM3MNO PUCK MOCNEONEPALMOHHBIX OCTOXHEHMH Y 3TUX BOMbHBIX.

10.12. TemonutHueckas aHemus BcrneacTeme
nedbuumta rioko3so-6-goocdaTernaporeHass

DepMeHTONATUM SPUTPOLMTOB — 3TO HACNIEACTBEHHbIE HAPYLIEHMS OKTMB-
HocTn dpepmerTos. CHUxXeHWe dpepMEHTATMBHOM CKTUBHOCTM B GOMblUIMHCTBE
CNy4yOeB He O3HAYAET OTCYTCTBMS GDEPMEHTOB B SPUTPOLIMTE, HO SBNSETCS pe-
3yNbTATOM HAMMYMA Y GONHOTO €ro NAToNOrMyeckor MANOaKTMBHON COOPMSI.
HacnencreeHHas HEROCTATOYHOCTb AKTUBHOCTM CDEPMEHTOB SPUTPOLIMTOB M3-3
HOPYWeHWs BbIPAGOTKM BHEPrMM, O TAKXKE B PE3ynbTaTe CHUXEHMs Croco6-
HOCTM MPOTMBOCTOSTL BO3NEMCTBUIO OKUCTIMTENEH MOXET MPMBECTU K PA3BMTHUIO
TAK HO3bIBAEMbIX BPOXAEHHbIX HECPEPOLMUTAPHBIX FEMONUTUYECKUX GHEMMH,
KOTOpble OBbEAMHSIOT Cnefytolme NPU3HAKM:
v’ orcyTcTane cchepounTosa MnM APYrUX XAPAKTEPHbIX M3MeHeHui chop-
Mbl SPUTPOLIMTOB;

v HOPMOQNbHAS MNK YBENUUYEHHAS OCMOTUYECKAS PE3UCTEHTHOCTb SPUTPO-
LMTOB;

v/ 4acToe MosBNEHME remonM3d NPy NPUEME HEKOTOPbIX NEeKAPCTBEHHbIX
CpencTs;
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V' HeadpdheKTUBHOCTL CIINEHIKTOMMM;
PEeLeCCHBHbINA TUM HACTEROBAHMS.
Cpeant BPOXAEHHbIX SH3UMOMATUHECKMX FTEMOMUTMYECKMX AHEMMIA HAMGO-
nee PACMPOCTPOHEHA TEMONUTMYECKAS OHEMMS, PO3BMBAIOWASCS BCIEACTBUE
RedpMUMTa OKTUBHOCTHM rntoko3o-6-cbocdpataermpporeqassi (I-6-PON).

Snupemmnonorms

Mo paxHbiM BO3, Ha semHom wape npoxusaer okono 200 mnH yenosek
c reHetndeckum [-6-PI 8 sputpountax, rnaeHsim obpasom B crpaHax Cpe-
ansemHomopes, B Adppuke, Ha CpegHem Boctoke, MHauniickom cyBKOHTUHEH-
Te n B cTpaHax tOro-BocrouHoit Asun. Ha pacnpocrpanerHocts aedouumra
[-6-DI B 3TMX paioHAX 3HAYMTENBHOE BAMSHUE, MO-BMAMMOMY, OKO3ANA BbICO-
KOs 30601€BAEMOCTb HOCENneHUs manspueit. bonslas ycronumsocTs HocuTeneit
nedpuumta [-6-PI k Manspum nocnyxmna cenekTMeHbLIM OAKTOPOM B pPACNpO-
CTPAHEHWUM AedPULMTA STOrO dPEPMEHTA.

B Hacroswee spems ussectHo Gonee 200 naronormyeckux BAPUAHTOB
[-6-PMl, pasnmualowmnxcs No GUOXUMUYECKUM M KUHETMYECKMM CBOMCTBOM
M BHYTPMKNETO4HOM crabunsHoct. HanGonee wmayuers adppukanckuit (A7)
M CPeRr3aeMHOMOPCKMIA BapuaHTbl aedouumta [-6-P[I.

DTUONOrna U NAaToreHes

len, omsetcteenHbit 3a crpyktypy [-6-®II, Haxoputcs Ha X-xpomocome,
noatoMy HacneposaHue aedouumta -6-PII cessaHo ¢ nonom. lemonutyeckas
aHemus, obycnoenerHas aedomumtom aktmeroctn [-6-PI, Habniopaertcs rnas-
HbIM OBPA30M Y MYXX4MH, YHOCNE[OBABLIMX 3Ty NATONOTMIO OT MATEPEN, U Y To-
MO3MIOTHBIX XEHIUMH, KOTOPLIM AAHHAsS doepmeHTonaT1s Bbina nepefaHa o6o-
MMM poaMTENsIMU. Y XKEHLMH-TETEPO3UIOT C NATONOMMEN FeHA, OTBETCTBEHHOTO
3a crpykrypy [-6-®Mr, tonbko 8 1 X-xpomocome B KPOBM MPMUCYTCTBYIOT 2 Mo-
NyNALMM SPUTPOLIMTOB: HOPMANLHAS M naTonoruyeckas ¢ pedpuumtom [-6-PI.
B GonbmHcTBE Cry4aes BCNEACTBIME HEZHAYUTENLHOMO COREPXKAHMS B KPOBM Na-
TONOMMYECKMX SPUTPOLIMTOB TeTepO3UroTHoe Hocutenscteo Aedouumta M-6-POI
NpoTeKaeT GECCUMITOMHO, OfHOKO Yy '/, FeTepO3UrOTHIX XEHWMH C AOCTa-
TO4YHO Bbicokoi nponopumen [-6-PAM-gedomumTHbIX 3pUTPOLMTOB HaBNOAAOTCS
KNMHMYECKME MPU3HAKM remonmsal.

[emonuTyeckue KpU3bl PA3BMBAIOTCS MOCNE MPUEMA MPOTUBOMAMSPHIAHBIX
NPEenapaTos (XMHWH, MPUMAXMH), CynbOAHUIAMMAOB, HUTPOCDYPAHOB, HOMMAMK-
COBOM KMCMOTbI, TPYMMbl NPENApPATOB M3OHUKOTMHOBOM KMCIOThI, CANMLMIATOB,
OMWMHOCONMLMIOBOM KUCTOThI M MEHOAMOHA HATPUS BrcynbdomTa.

Bce 31 nekapcTBeHHble CPEACTBA, ABNSSCh OKTUBHBIMM BOCCTAHOBUTENSIMM,
KOTQNM3UPYIOT OKMCIUTENbHYIO AEHATYPALMIO FEMOrMOBMHA MONEKYNSPHbIM
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kucnopogom, kotopas npu aedpuumte [-6-OMIN nponcxopnT BCneacteme Hapy-
WweHns metabonuama rnytatnoHa. Beinaswue B ocapok uenu rmobuHa, B3am-
MofieicTBys ¢ Henkamm MeMbpaHbl 3pUTpoLMTOB, 06pasytoT Tenbld eiHua,
KOTOpPble HOPYLWAOT MPOHULIAEMOCTb KNETOYHOW MEMOPAHLI M 0ByCnoBnMBaIOT
BHYTPMCOCYAMCTBIA NU3NUC SPUTPOLIMTOB, O TAKXKE CMOCOBCTBYIOT MX doarouuTo-
3y MaKpOaramu ceneseHku.

Knuuuka

Hanbonee tvnunuHbiM KnnHuuecknm nposienennem aedpmumta -6-OAI ss-
NSIOTCS reMonuTHYeckue Kpmabl. [emonus oBbiYHO pasBuBAETCS Y GOMbHBbIX,
SPMTPOLIMTL KOTOPBIX COREPXAT MeHee !/, HopmanbHow aktnsHoctu [-6-D[r.

IekapcTBeHHbI remMonus paseusaetcs npu noboM BapuaHTe AedpuumTa
[-6-®I. OpHako Hanbonee TAXeENblE rEMONUTUYECKUE KPU3bl C PE3KMM NAfe-
HMEM YPOBHS reMOrMOBUHA M BbIAENEHUEM MOYM YEPHOTO LBETA, O MHOTAA W
C PO3BMTMEM LIOKA M OCTPOWM MOYEYHOW HEAOCTATOYHOCTM HABMIOAAIOTCA MPK
Cpear3eMHOMOpPCKoM BapuanTe gedomumta [-6-OMr.

B TMnmuHbIX cnyuasx nekapcTBeHHblid remonus npu pecpmumte [-6-OI Hao-
crynaert cnycts 2-3 [HdS nocne npuema Mpenapard, a ero BblPAXeHHOCTb
30BMCHT OT NpuHATON AO3bl. OFHAKO B KAXAOM KOHKPETHOM Clly4de HO OKTMB-
HOCTb remonuaa sausitoT creneHb aecouumra [-6-Ol7, ocobeHHoCTM B3aUMOREH-
CTBMS TEMOMNMU3UPYIOWETO MEAMKAMEHTO3HOTO CPEACTBA M AOHHOTO BAPMAHTA
NaTonornyeckoro doepMeHTa, MHAMBUAYQAMbHbIE PA3NMUYMS METABONM3MA M IKC-
Kpeum1u NeKapCTBEHHOrO CPEeACTBA M3 OPraHM3Ma GonbHOTO.

Y Hekotopbix GonbHbix ¢ pedpuumtom [-6-OI passuTMe aHemmmn MoxeT
6biTb OBYCNOBNEHO WMHOPEKLMOHHBIM MPOLIECCOM BHE CBA3M C MPUEMOM KO-
KMX-NTMBO NEKAPCTBEHHbIX CPEACTB. [€eMONM3 B 3TUX Cry4asx MPOUCXOAMT Yepes
HeCKOMbKO AHelN nocrne nossneHus doeBpunbHOM TeMnepaTypbl U OBbLIYHO He
GbiBaET 3HAUMTENbHLIM. JKENnTyxa YMEPEHHO BLIPOXEHA, O PETUKYNOLMUTO3 NPH
COXPAHEHUM MHAPEKLIMOHHOTO MPOLIECCA OTCYTCTBYET.

Y 6onbHbiX CO CpPepn3eMHOMOPCKMM BapuaHtom pedomumra [-6-Or re-
monu3 moxert GbiTh BbI3BAH ynoTpebneHnem 6obos Fava (dpasuam). Ito oc-
NoXHeHWe, OgHAKO, He Habnopaetcs npu A~-sapuatte aecpuumta -6-Or.
Ynotpebnerne 60608 Fava obb4HO NPOBOLMPYET OCTPYIO FEMONUTUYECKYIO
QHEMMIO, NPOTEKAIOWYIO C BbIPAXEHHON FrEMOrNOBUHEMMUEN U reMOrnoBUHY-
pHeit, KOTOPAs MOXET 3aKOHYMTLCS OCTPOW MOYEYHOW HEROCTATOYHOCTLIO M
LWOKOM.

Xota Bce GonbHble doasmamom crpapaior pecpuumtom [-6-PAI, paneko
He B KAXAOM cnyyae pedouumta atoro doepmeHta BosHukaet doasmam. [lo-
CKOMbKY PACMPOCTPAHEHME CPABM3MA, MO-BUAMMOMY, OTPOHUYEHO OTREMbHBIMM
CEMbSIMM, MPEAMONAraercs, YTo AN PA3BMTUS STOTO OCNOXHEHMs HEOBXOoaM-
Mbl OMOMHUTENbHbIE FEHETUHECKME CPAKTOPSbI, MPUPOAA KOTOPbIX HEU3BECTHA.
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leMonusmpyiolee BellectBo, Cofepxaleecs B 606ax Fava, Takke ewe He
YCTAHOBNEHO.

HOedonumt [-6-DMI MoxeT GbiTb OTBETCTBEHHbLIM 30 PA3BMTUE XENTYXW Y
HOBOPOXAEHHBIX MPKU OTCYTCTBUKM KAKOW-TMOO TPyNnoBOM HECOBMECTUMOCTM
MEXAY MATEpPbIO M MNOAOM. HeoHatansHas runepbunmnpyGuHemus uale pas-
BMBQETCS NMPM cpefmnsemHomopckom BapuarTte fedpuumta [-6-DN u y nmy ku-
TAMCKOro NPOUCXOXAEHMS C AedoULMTOM 3Toro doepmeHTa. B Tsxensix cnyuasx
3H3MMONATHYECKOM BONEe3HU HOBOPOXAEHHbIX HOBMIORAETCA AREPHAS XKENTyXd
C BLIPOXXEHHOM HEBPONOrMYECKOW CUMMTOMATUKOM.

Y Hekotopbix GonbHbix ¢ gedouumntom -6-PLI umeer mecto xpoHuueckas
reMONUTUYECKAs aHEeMMs, OBHAPYXMBAOWAACS C PaHHero Aetcted. [1puumHbl
NOCTOSAHHOTO FEMONM3A B 3TUX CYYAAX HESCHBI, O CTINEHIKTOMMS HeadpdoeKTHE-
Ha. XpoHuueckn npotekaiowmi remonus npu aecpuumte -6-OAI yeunusaetcs
nocne nNpUemMa HeKOTOPbIX NEKAPCTBEHHbBIX CPEACTB M NMPU MHAPEKLMOHHBIX 3C-
HoneBaHusX.

OuarHocTtuka

BHe remonutnyeckoro kpusa sputpoumtsl ¢ gedonumntom [-6-PII He omu-
4aloTCs OT HOpMAnbHbIX. HenocpeacTseHHO nepen Pa3BUTUEM NEKAPCTBEHHOTO
FEMONM3a MK B ero paHHei dpase B aputpoumtax ¢ aecouumtom -6-OI 06-
Hapyxwsatotcs Tenbua leiiHua. MNpu TXenom remonmse B Maske KPOBHM MOsBS-
toTcs cdpepoumTbl 1 PPArMEHTUPOBAHHbIE 3pUTPOLMTI. CHUXEHME YPOBHS re-
MOTMOBMHA COMNPOBOXACETCA MOSBIEHUEM PETMKYNOLIMTO3A M MOMUXPOMA3MM.
B nnosme onpepensetcs runepOUIMpPyBHHEMMS 30 CYET HEKOHBIOTMPOBAHHOM
dopaKkumM M reMornoGUHEMMS, O B MOYE — MOBbLILIEHWE COREPXAHMUS YPOBMIM-
HO M CBOBORHOIO reMornobumHa.

Oedorumr [-6-®PII ycTaHABNMBAETCS HA OCHOBAHWM KOMMYECTBEHHOTO
OMpEeReneHns aKTUBHOCTM 3TOr0 PePMEHTA B IPUTPOLIMTAX BGUOXMMUHECKUM
MW LUMTOXMMMUYECKMM METOAOM, O TOKXKE C MOMOLbIO CKPUHUHI-TECTOB: NPOGbI
C 6PUANMAHTOBBIM KPE3UNOBLIM CUHUM, TECTO TETPASONMEBOTO MSTHA M BOCCTO-
HoBuTenbHO-UHrMEMpYytowero tecta GSU (raytatmona).

Neyenne

Heobxopumocts Tepanum npu pedpuumte [-6-O BosHMKAET TOMbKO NPK
MNOSIBNEHMM reMONUTHYECKMX KPH30B. [1pK anmM3opax nerkoro reMmonuaa nokasa-
HQ TONbKO OTMEHA MPOBOLMPYIOIETO NEKAPCTBEHHOTO cpeacTea. [pu Tsxensix
FEMOINUTUYECKMX KPU3AX, MPOTEKAIOWMX C BbIPAKEHHOM reMornoGuHypweit,
OCHOBHble TEPANEBTUYECKME MEPONPUSITHS CIefyeT HANPABUTL HA NPOdoMak-
TMKY M NeYeHMe OCTPOM MOYEYHOM HEeROCTATOMHOCTU. [pu sHauMTENbHOM Na-
[EHMM YPOBHS reMornoG1HA M PEe3KOM CHUXEHWM TeMATOKPMTA HEOBXOAMMO
nepen1BaHue PUTPOLIMTAPHON Macchl. [1pu XenTyxe HOBOPOXAEHHbIX, OBy-
cnosneHHo pecpuumtom [-6-PI, nposopsT 0OMEHHbIE NEPENMBAHUS KPOBM.
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Crinenakromus npu anemuu, obycnoenenHoi pecpuumtom [-6-OI7, kak npaeu-
no, HeadpdpeKTUBHA.

10.13. CeproBMpHOKNETOUHAS QHEMMS

CepnosupHoknetouHas aHemms (CKA), snepsbie onmcanHas 8 1910 .
umkarckum spatom Herrick, sensetcs romosurotHeim coctosHmem no HbS, 1.e.
B apuTpoumnTax GombHbx cofepxutcs HbSS.

Snupemmonorus

HbS wupoko pacnpoctparet 8 Adopuke, rMasHLIM OBPA3OM B LIEHTPAb-
HOM 1 BOCTOUHOM ee yacTax. B Yranpe (Boctounas Adopuka) HbS scrpeuaercs
y 41-50% Hacenenuns. HbS pacnpoctpaHeH takxe B otaenbHbix paioHax
peumn, Typumn, ctpan Cpeprero Boctoka u Mupum. Cpenn HerputaHckoro
Hacenenus tOxHon Amepuku, CLUA 1 ctpan Kapubekoro 6acceitHa obiee
uncno Hocwuteneit HbS cocraenser noutn 300 mnH yenosex.

MNpepnonaraercs, 4to Nnasmognu manspuu, Tpedylowme Ans CBOEro pas-
BUTMS KMCIOPOR, CO3RAIOT B 3PUTPOLUTE COCTOSHUE TUMOKCMM, YTO AAXE Y
reteposuror ¢ HbAS seisbisaer ssinaperne HbS B ocapok n o6pasosatue
ceprosuaHbIX apuTpoumTos. [eteposurotHbie HbAS-a3putpoumTsl, copepxatme
nnasmopui, npuobperas ceprosuaHylo OOPMY, OKTMBHO dOAroUMTUPYIOTCS
makpodparamu, B pesynstare UMK PasBuTMs Nnasmopms npepsisaercs. [lpu
aTom 3a6onesaHure (Manspus) npotekaet B Gonee nerkoi oopme 1 He conpo-
BOXAQETCS NETANbHbIMM MCXOAAMM. DTO CO3AAET NPEUMYILECTBO AN HOCHUTENEH
HbS no cpasHetmio ¢ octansHo nonynaumMen, 3pUTPOLMTE KOTOPOM COREPXAT
Tonbko HopmansHblit HbA.

DTUONOrUS U NATOTEeHes

3amera B B-uenn HbS B nonoxerun 6 nonoxutensHo 3apskeHHOM ryTa-
MMHOBOM KMCNOTbl HO HEMTPANbHBIA BAMH MPUBOAMT K PE3KOMY YMEHbLIEHMIO
pacteopumoctn HbS B BoccrarosneHHom coctosHum (nocne otaaum kucnopopa).
BoccranoenenHsii HbS nocne pesokcurenaumm s ycnosusx Huskoro napumans-
HOro paeneHus kucnopopa (35-45 mm pr. cr.), cywecrsylowero B KaNMANSPAx
W BEHYNAX, MEPEXOIUT B refb C OBPA3OBAHMEM MOMYKPUCTANIMYECKMX OBAbHBIX
TAKTOWMAOB, NPUACIOWMX SpUTPOLMTY chopmy cepra. [Monapas B nerkve u BHOBb
NPUCOEAMHSAS KUCTOPOA, YACTb CEPMOBUAHBIX SPUTPOLIMTOB MPK ROBABIEHNN KUC-
NOPORC BOCCTAHABAMBAET OBbIMHYIO OOPMY. DTOT PEHOMEH HA3bIBAETCA O6pa-
TUMO# CEPMOBUAHOCTBIO M BoNee XAPAKTEPEH AN MOMOABIX SPUTPOLIUTOB.

OCHOBHbIMK CNEACTBUSIMM UBMEHEHUS CDOPMBI SPUTPOLIMTOB, COAEPXKALUMX
HbSS, sensetcs cnoco6HOCT CEPMOBMBHbIX SPUTPOLMTOB MPMAMNATH K SHRO-
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TENuio, KOTOPAs MPEBbILAET TAKOBYIO Y HOPMAnbHbIX apuTpoumTos B 10 pas.
Bce 310 cospaer ycnoeus ans 3akynopku u TPOMOMPOBAHMS MENKMUX COCYROB,
4YTO MPMBOAMT K HOPYWEHMIO OKCMIEHAUMM TKOHEM M K TKOHEBOM TMMOKCHM
C OCENTMYECKUMM HEKPO3AMM.

YRaneHue cKNemBWMXCS CEPTOBUAHBIX SPUTPOLIMTOB OCYLIECTBSETCS MAK-
podparamu, T.e. ans CKA B OCHOBHOM XAPAKTEPEH BHYTPMKIETOUHbIM rEMONM3.
OnpHako OH PefKo (30 UCKMIOYEHUEM TEMONUTUYECKMX KPHU3OB) HOCUT MHTEHCMB-
HbIi XapakTep, nostomy axemus npu CKA sbipaxeHa Hepesko.

[Ins o6pasosaHms ceprnosuaHbix apuTpoumTos y reteposmror HbAS Heo6-
XOAMMO MOAEHME MAPLMANLHOTO HACHIWEHMS KPOBU KUCTOpoRom O 10 MM
pT. CT., KOTOPOE B OPrOHWU3ME HE BCTPEUYAETCS, NO3TOMY B KPOBM rETEPO3UTOT
«cepnos» He 6biBaer. Ho OHM MOryT MoOsBAATLCS MPU MONAACGHWUM OPraHM3MA
B YCNOBMS SKCTPEMOMbHOM TMMOKCMM (MOneT Ha HerepMeTMyHOM CaMONeTe,
nogbem Ha Gomblyto BbICOTy, Hapkos). [na cpasHetms: y GonbHbix CKA cep-
MOBMAHBIE SPUTPOLIMTEI OBPA3YIOTCS MPK NAPLMANLHOM AABNEHWUM KMCNOPOAd
60 MM pr. CT., KOTOPOE CyLIECTBYET B KAMMNNAPAX M BEHYNAX.

Knunuka

Knuhuueckas kaptuHa, passuealowascs y i, romosurotHsix no HbS,
CKNAAbIBAETCS M3 CMMITOMOB, CBS3AHHBLIX C BA3OOKKMIO3MOHHBIM CUHEPOMOM
M MOBbILEHHBIM remonu3om. CUMNTOMATMKA OBHAPYXMBAETCS OBbIYHO Yepes
6 Mec. nocne poxaeHus pebeHKa, YTo 0OyCNOBNEHO MCYE3HOBEHMEM U3 DPHUT-
pouutos peberka HbF, npeo6napatowero B nepssie Mecsubl Xu3HK 1 npens-
crytowero suinageHuio HbS 8 ocapok.

B knuuuyeckon npaktuke petn ¢ CKA B HauGonbuweit crenenn cTpapa-
tOT OT 60NEBbIX BA3OOKKTIO3UOHHBIX KPH30B, BbI3BBAHHbIX SOKyI'IOpKOﬁ MenkKnx
COCYJIOB, MIIEMMeEN M AaXe HEKPO3OM OKpYXalowmx TkaHei. Hanbonee yac-
TO B PE3ynbTaTe BOA3OOKKMIO3UM CTPAACIOT KOCTM M CyCTABbI, MOCKOMbKY MM-
TalolMe UX COCYRbl HE MMeloT Konnatepanei. bnokapa MukpoumpKynsLmm
B KOCTHbIX COCYAOX MPMBOAMT K PE3KOH GONEe3HeHHOCTM CyCTUBOB KMCTEM PYK
M cTon (CepnoBUAHOKNETOUHbIM AAKTMIAMT WUIM MAPECTesus KUCTeld M cror),
acenTMYecKOMy HeKpo3y ronoBok GefpeHHOM U nneyvesoi koctel. Hepepko
PA3BMBAIOTCS TPOCOUUECKME 53BbI HUXKHWUX KOHEYHOCTeH. HapyweHne okcure-
HALKUN SPUTPOLIUTOB B NETKUX B PE3YNbTATE BOCMANUTENbHBIX NEro4HbIX 3a60-
NeBaHuit, TPOMGOIMEONUM U KMPOBON SIMBONMM (MOCKOMbKY B KOCTHOM MO3re
TAKXe MOTyT Pa3BMBATLCS HEKPO3bl) MOXET MPUBECTU K OKKMIO3MM NETOUHBIX
COCYNOB M, KOK CNEfCTBME, K BbIPQXKEHHOM MbIXATENbHOW HEROCTATOYHOCTMU.
BO3MOXHbI OKKNIO3MM MO3rOBbIX COCYOB C KAPTMHOM OCTPOro HAPYLEHMs
MO3rOBOro KPOBOOGPAIEHMS M COCYAOB MOYEK C FEMATYpPUER M laxe pa3su-
TMEM OCTPOW MOYEYHOW HEJOCTATOYHOCTM. TPOMBO3 COCYAOB CETYATKM TMas3
HEPEeRKO CNY>XMT NPUYMHOM CNenoTsl y TAKMX GonbHbIX. TakMm 06pasom, no-
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NMOPraHHOCTL BA3OOKKMIO3MOHHOTO cuHapoma npu CKA ouesmpHa 1 Hepep-
KO YrPOXAET XM3HU NALMEHTA.

Hanpotue, nhtencueHocts remonuaa npu CKA, kak npaeuno, Hesbicoka.
C perctea passusaetcs ymepeHHas avemus (remornobun 70-80 r/n), ko-
TOPAst B LIENOM HEMIOXO MEPEHOCHUTCS, HO BbI3LIBAET XPOHUYECKYIO TKOHEBYIO
UMOKCHIO, YTO MPUAAET GOMbHBIM XAPAKTEPHBINA BHEWHUM OBMMK: aCTeHMue-
CKOE TENOCNOXEHHE, ANUHHbIE M TOHKUE KOHEYHOCTH, YBENMYEHWE XKMBOTA M3-30
renaTocnneHoMeranMu 1, Hepepko, GawenHsii yepen. Habniopaetcs Takxe
MHCPAHTMNNEM C MPU3HAKAMM TMMOTOHAAN3MA.

Basookknioans Takke MMEET MecTo B COCYAOX CENe3eHKM, MPUBORMT K MH-
dPAPKTAM CENe3eHOUHOM MymbMbl C NOCNEAYIOWMM PUBPO3OM TKAHM CeneseH-
KM, YTO COMPOBOXAOETCS YMEHBLWEHUEM €€ PO3MEPOB M CHUXEHWEM CMOCOG-
HOCTM Y4YOCTBOBAT B MMMYHHBIX peakumsx. Paseueaertcs doyHKUMOHANbHbIN
OCMNEHU3M, YTO 3HAYMTENBHO CHMXAET ycToitumBocTh GombHbix CKA Kk uHdbek-
LMSM, KOTOpbIE MOTYT NPUOBPETaTh CENTUYECKMI XAPAKTEp.

Mpu oTHocHTENsHO CTABMNLHOM TeueHun aHemmn y GombHbix CKA moxert
HAGMIOAATLCS PE3KOE CHUXKEHUE FEMOrMOBMHA BCNEACTBUE TUMEPreMONUTUYE-
CKMX, QNNACTMYECKMX M CEKBECTPALMOHHBIX KPHU3OB.

TMNepremMonuTMYeckne KpU3abl XAPOKTEPHUIYIOTCS PE3KUM YCUNEHUEM re-
MONW3A, KOTOPOE BbI3LIBAET PE3KOE CHUXEHWE YPOBHS FEMOrMOGUHA MU yCH-
neHue Xentyxu. [TpUUMHOM PA3BUTMSA TUNEPTrEMONUTUYECKMX KPM30B Yalie
BCero GbIBAIOT MANSPUS U APYr1e MHAPEKLUMM, KOTOPbIE HOCAT CEMTUYECKMIA
XapaKTep.

Annactnyeckue Kpuabl MPOSBASIOTCS CHUXKEHMEM YPOBHS remornobuHa,
NAHUMTONEHWEN M peTmkynoumToneHueir. Cumtaercs, YTo NPUUMHON PA3BUTHS
QMIACTUYECKMX KPHU3OB SBSETCS BO3AEMCTBME NAPBOBMPYCA HA CTBONOBLIE KNET-
Kn GonbHOrO.

CeKBeCTpALMOHHbIE KPW3bl XAPAKTEPMU3YIOTCS PE3KUM MOAEHMEM YPOB-
H reMornobuHa 6es NMpusHAKOB ycuneHus remonusa. [pu stom otmedaercs
YBENUUEHME NEYEHN M CENE3EHKM, B KOTOPbIX CKAMAMBAETCS (cekBecTpupyeTcs)
Gonblwas MACca apUTPOLMTOB. [TPUUMHONM 3TUX KPU3OB SIBNSETCS HOPYWEHWE
OTTOKA KPOBM OT 3TMX OPraHOB BCNEACTBUE TPOMBO3OB BEHO3HBIX COCYROB.

OuarnocTtuka

Anemms npu CKA Hocut Hopmoxpomubiid xapakTtep. Mpu CKA, B omnumne
ot Hocutensctea HbS, aputpoumtsi B dopme cepna moryT GbiTb BUAHbI B OBbIY-
HbIX MO3KAX KPOBH, FAE TAKXE HEPEAKO MPUCYTCTBYIOT MULIEHEBUAHBIE SPUTPO-
LUWTbl, HOPMOBNACTBI M 3PUTPOLMTEI, CopepXalume H6a30dOUIbHYIO MYHKTALMIO
u Tensua Xayanna—Xonnu.

Hepenko HaBniopaiotcs NEKOLUMTO3 U YMEPEHHbIH MOHOLMTO3. XapakTep-
Ho samepnenne COD.
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PUC. 10.8. Snektpodpopes remornobuHos
NpU CeprioBUAHOKNETOHOM aHemMu (nonoca
MATONOrMyeckoro remornobuHa S) (matepuma-
nel B.K. Anbnuposckoro)

dnextpojoperpaMma u

GompHOl A,
lexorno6 I 35,6 %
A Gll-,f{ ]

B KocTHOM Mo3re oBHOPYXMBAETCS TMMNepnnasms KPACHOro POCTKA Kpo-
BETBOPEHMS.

Orpaxetuem remonutuueckoro npouecca npu CKA ssnsitotcs petmkyno-
LMTO3, rNepbunnpybuHemmns u ypobunmHypms.

[narHos CKA ycTaHOBNMBAIOT HO OCHOBAHWM MONOXMTENbHBIX PE3YNETATOB
npo6 Ha cepnosuaHocTs. Hanbonee pacnpocrpaHeHsl Npo6a ¢ Metabucynbdom-
TOM 1 NPOGA HAMOXEHMS XKIYTA HO OCHOBAHME NAMbLA, NPU KOTOPbIX CO3AAIOTCS
YCNOBMS NS YCKOPEHHOTO BOCCTAHOBNIEHNS TEMOMMOBMHA M NEPEXORA IPUTPOLIM-
o8, copepxawmx HbS, B cepnosuptyio doopmy. OkoHuatensHbiM NoATBEPXAE-
Huem guarHosa CKA moxer cnyxuts o6Hapyxenne HbS npu snektpodopese
remorno6buHa Ha Gymare unu rene (KPAXManbHOM, ArapOBOM MM OKPUIIOBOM)

(pnc. 10.8).

Neyenune

Nevenne CKA B HacTosiee Bpems HOCUT B OCHOBHOM CMMMTOMATUHECKMIA
XapakTep.

B nepvon KIMHMKO-TEMATONOTMYECKOM KOMMEHCALMM, KOK MPOBMIO, OCY-
WeECTBASIOTC MEPOMNPHUITHS, HAMPABIEHHbIE HO MPEROTBPAliEHNE OBOCTPEHMIA
3a60neBaHMs, KOTOpbIE BKMIOYAIOT:
perynspHbie NPoOdoMNaKTMYECKME OCMOTPbI;

OPraHM3aLMIO GREKBATHOTO MUTAHMS;

NPOdOUNAKTMKY MHAPEKLMM MPUMEHEHMEM QHTUBMOTMKOB MPONOHTUPO-
BAHHOTO AEWCTBUS M BCEX CTAHACPTHBIX MMMYHU3ALIMIA;

MOCTOSIHHYIO MPOTUBOMATSPHIHYIO MPOCOMNAKTHKY;

€XEHEBHbINA NPUEeM dPONMEBOM KMCIOTI.

NENEENENAN
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BHe pemuceun nevenne CKA onpepensercs xapakrepom kpusa, npeob-
NARAIOWETO B KMMHUYECKOW KAPTMHE 3060NEBAHMS.

Mpu Gonesbix (TPOMBOTUYECKMX) KPM3AX ANS YAYYWEHUs MMKPOLMPKY-
NAUMM B MENKMX COCYROX PEKOMEHAYETCS HOCHILEHME OPTraHM3MA XMAKOCTS-
mu (8/B 5% pacteop riokosbl, PACTBOPbI HM3KOMONEKYNSIPHOrO AEKCTPAHA)
M LENOYHBIMU CONIMM (BMKAPGOHAT HATPMS M MArHMs CynbddaT), HO3HAYEHWE
QHANre3npYyIoWnX, CEAATMBHBIX M COCYAOPACLIMPSIOWMX CPEACTB U OHTUKOATY-
NSHTOB.

MpyU reMonmUTMYECKMX CEKBECTPOLMOHHBIX KPM3AX, COMPOBOXACKOWMXCS
BLICTPLIM NafeHneM yposHs remornobura go 60 r/n 1 HUXe, NOKA3aHo nepe-
NUBAHME SPUTPOLIMTAPHOM MACCHI, O MPU HAIMYUM TPOMBOTMYECKOTO KOMMO-
HEHTA — MepOMPUSTUI, UCTIONb3YIOWMXCS ANs eYeHUs BONEBbIX KPHU3OB.

BonbHeim CKA co sHauuTtenbHOM cnneHomeranMei M naHUMTONEeHueM
BCMECTBUE [MMNEPCNNIEHM3MA PEKOMEHAYETCS YAANEHUe CeneseHku, XoTs
B octanbHbix cnyyasx CKA crnenskromms HeadpdpekTHBHa.

B nocneptue rogbl cpenm cpeacts, ymeHbluatowmx deHOMeH CeproBUAHOC-
™ npu CKA, xopowo usyyeHa rMapOKCUMOUEBMHA. [IOKA3AHO, YTO eXepHes-
HOE MPUMEHEHME TMAPOKCMMOYEBUHBI YMEHBLIAET CMOCOBHOCTL CEPMOBMAHBIX
KNeToK MpWAMNATL K COCYAMCTOMY 3SHROTenuio. EXenHeBHbit npuem ruppok-
cumouesmHbl B foze 10-15 Mr/kr npuBOAMT K 3HAYMTENBHOMY YMEHBWEHMIO
4aCTOTb GONEBbIX KPM3OB, BO3PACTAET YPOBEHb FEMOrMOBMHA, CHMXAETCS Mno-
TPeBHOCTb B reMOTPAHCAPY3MSIX. SHAUYUTENBHO YMyYLWOETCS KAYECTBO XM3HM
nauneHtos. Y 4actn GonbHbIX ¢ dOYHKLMOHQANbHbIM QCMNIEHM3MOM BOCCTOHGB-
nveaetcs doyHKums cenesenkn. HanGonee adpodpektmBHa rMapoKcMMoUeBHHa
y nogpoctkos M B3pocnbix. B Hekotopbix cnydasx CKA pns nonydenus knm-
HWYECKOTO M reMaTONOrMYeckoro adodPekTa AO3a TMAPOKCUMOUEBUHBI MOXET
6bitb yBenmueHa po 30 mr/kr/cyT. KoHeuHo, CHWXeHue uncna nemkoumtos
M TPOMGOUMTOB MPU ANMTENLHOM MPUEME TMAPOKCMMOUYEBMHbI Habniofaercs
y Bcex GonbHbix CKA, nostomy HEOGXORMMO BBIMOMHSAT AHANMM3bI KPOBM KAX-
nble 4-8 Hen. ONTMMAnbHBIM B TPOLIECCE NEYEHMs CYMTAETCS YPOBEHD MPAHYNO-
untos 6onee 2000/mkn, Tpomboumtos — Gonee 80 000/ mkn.

He onucaHo HM ogHOro ciyuas BOSHMKHOBEHMS NEMKO3A MMM APYTHX Ony-
xoner y GonbHbix CKA, MHOrMe rofsl Mony4aBlwMx Tepanmio rapPOKCUMOYEBH-
HOM.

B neuyernn CKA ucnonssyetcs v ppyras Tepanus — MNpuem aHANOra -
TMAMHO AeunTabuHa, TanMaoMmuad. Tpebyercs NpPOBEREHWE AANMbHEMWMX Kiu-
HUYECKMX MCCNIEAOBAHMM ANs OLIEHKM BE30MACHOCTM YKA3GHHbIX MPENapaToB.

Haubonee adbdpektmeHas crpaterus B nevenun CKA — TKM ¢ uensio
BOCCTOHOBMTb cMHTE3 remornobuHa A. OpHAKO AOCTYMHOCTb 3TOro MeToad
OrPaHMYEHA THKECTbIO MPOLIEAYPb, HEAOCTATKOM AOHOPOB, HEOBXOAMMOCTHIO
nposeaeHus Taxenoi cynpeccusHoit Tepanmu nocne TKM. Oco6oe sHUMaHHe



CeropHs yapensercs ycnexam KIETOYHOM MHXEHEepPHMH, Lenbto KOTOpOﬁ ABNAETCA
BHEjpeHMe IreHHOro BEKTOpa, OTBEYdIOWEro 3a CMHTE3 CbeTCIJ'II:HOFO remMorno-
6IAHG, B reMono3aTnyeckmne KneTku. OHHGKO, Y4nUTbIBOS BHEOpPEHUE B FE€HOM
XO39MHQA YyXepOoAHOro reHeTm4eckoro marepuand, Bonpoc NpPoOOHKOreHHOCTU
OCTaeTCs O6LEKTOM MHTEHCMBHOTO MN3YHEeHUA.

TeueHune u nporHos

CKA cBoiicTteHHO BONHOOGpA3HOE TeueHWe: nepuopsl o6ocTpeHus (kpu-
3bl) CMeHSIOTCS MEePMOAAMM OTHOCMTENsHoro Gnarononyyus. PaHee MHorune
GonbHble CKA ymmpanu B petcree oT MHADEKLMOHHBIX OCTOKHEHMA M TAXENbIX
reMONUTUYECKMUX KpU30B. B HacToslwee Bpems npu npoeepeHnm Bcex Heobxo-
[MMbIX NPOCOUNAKTUYECKUX MEPOMPUSTMIA, BKMIOYAS MPUEM TMAPOKCMMOYEBM-
Hbl, MHOTME BOMbHbIE JOXMBAIOT AO CTAPOCTU M faxe umetot feted. OcobeHHo
6naronpustHo 1 noutn 6eccumntomio CKA npotekaer y GonbHbiX ¢ nepeucTu-
pytowmm Hocutenscreom HbF.

leteposurotHoe coctostue no HbS (HbAS) B 06biuHbix ycnosusix He co-
NPOBOXAAETCH KAKMMM-TMGO KIMHUYECKMMM MPOSBNEHUAMM, Kpome Habnioa-
IOWMXCS B PEAKMX CNYYAsX M3OTUMOCTEHYPMM M TEMATYPUM. DT OCNOXHEHMS,
Mo-BUAMMOMY, OBYCNOBNEHbI BLICOKOM OCMOMSPHOCTBIO, KOTOPAS CO3RAETCS
B MOYEYHOM MAPEHXMME, CMOCOGHOM BbI3BATH CEPMOBUAHOCTL W CBA3AHHOE
C Hel HapyLeHUEe MUKPOLIMPKYNSLIMM B MOYKAX.

Mpu HeKOTOpPbIX SKCTPEMANbHLIX CUTYALMAX, COMPOBOXACIOWMXCS Nafe-
HMEM MAPLMANLHOTO AABNEHMS KMCIOPOAA (MpM MOFbEME HA BLICOTY, Monete
B HETEPMETMYHOM KABUHE CAMONETA, MMMOKCMM BO BPEMS HAPKO3Q), Yy HOCK-
tenent HbS BosmoxHo 06pasosaHme 3HAYUTENLHOrO KONMMYECTBA CEPMOBUAHbIX
3PUTPOLMTOB, CMIOCOBHBIX BbI3bIBATH BASOOKKIIO3MOHHBIE KPM3bI.

10.14. Tanaccemus

Tanaccemmu — 31O rpynna HACNEACTBEHHbIX 306ONEBAHMM, OTHOCWMX-
€A K KONMYECTBEHHbIM FEMOTNMOBMHONATMAM, MPU KOTOPbIX MMEET MeCTO HO-
pYleHWe CMHTE3d MONMMENTUAHLIX Lenei rmobuHa o unu [, 4To mpMBOAMT
K YMEHblEHMIO OBPA3OBAHMS OFHOM MM HECKOMbKMX CPPAKLIMIA HOPMAbHOTO
remornobuHa nMbo, B peakmnx Criyyqasx, K qoOPMMPOBAHUIO reMornobuHa, He
BCTPEUAIOWErocs Y 3HOPOBbIX NIOAEH.

[P rOMO3MIOTHBIX COCTOSHMAX 3TOT AedPEKT CMHTE3A Lenei rnobuHa
MPOABNAETCS FEMONUTMYECKON QHEMMEN PO3HOM CTeneHun BbipaxeHHocTH. [Tpu
reTepo3nUroTHbIX P-Tanaccemmsx sabonesaHme nNposenseTcs CaboBbIPAXEHHOM
FMMOXPOMHOW HEMMEN, d MPU3HAKM FeMONM3a OTCYTCTBYIOT.
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B 3aBMCMMOCTM OT HapyweHNs CUHTE3A o MK P-Lieneit MOBMHA BbIAENSIOT
fBe OCHOBHble CPOPMbI 3060NEBAHMSA: a- U B-TANACCEMMIO.

10.14.1. a-tanaccemms

a-Tanaccemus Brepebie Goina onucaHa B 1955 r. Buisensercs 8 Mpeumn,
Taunauge, Hurepuu, Asep6aitpxane, [larectane.

DTUONOrUS U NATOTEHEes

B ocHoBe a-tanaccemumn nexut HapyleHue cuHTesa a-Lenei rmobuna. MNo-
CKONbKY 3TM LIEMM BXOMAT B COCTAB BCEX HOPMANbHBIX OPAKLMIA reMorno6umHa,
MpM a-TANACCEMMM MPOUCXORNT POBHOMEPHOE CHUXEHME MX CHHTESA.

[lBe NouTM MAEHTUYHbIE KOMUM FEHA K-MOBGUHA HOXORATCS HA XPOMOCOME
16. Hanbonee wacro scrpeyaercs noteps ORHOTO MM HECKOMbKUX M3 3TUX
4 reHos (80-85 % cnyuaes).

Knuuuka

KnuHuyeckne nposiBieHms a-TanacceMmm Hanpsmyio KOppPenmpytor co cre-
MEHbIO HOPYWEHUS CUMHTE3d o-TMOGKMHOBLIX Lenei. [1pu paHHOM BMge aHOMO-
MUK CHMMTOMbI MEHEE BLIPCXKEHbI, YEM MPH B-TANCACCEMMM, YTO CBS3OHO C HO-
nnurem 4 reHos a-rno6uHa. AReKBaTHOE KOMMYECTBO o-Lenei obpasyercs fo
Tex nop, noka He ytpaumsaercs 3 unn 4 rena. Kpome Ttoro, B Tetpamep
(unn HbH), o6pasytowmiics npu Hepoctatke a-ueneit, Gonee pacTtBOpuM, Yem
o, TeTpamep. Benencrane atoro faxe npu BIPAXEHHOM HOPYWEHMM CUHTE3
o-Lienei npu a-TanacCeMMm reMonm3 ropasfo MEHee BbLIPAXEH, O SPUTPOMNO33
6onee adpdoeKTMBEH, YeM NPK B-Tanaccemmu.

[OMO3MrOTHOA O-TANACCEMMs, KOMAA MOPAXEHbl BCe 4 reHa, OTBETCTBEH-
Hble 30 CUHTE3 a-Lienel, — camas Taxenas oopMma a-Tanaccemuu. Berpeya-
etcs Takas dpopma Tonbko B crpaHax Oro-Bocrouroi Asun. 1o cocrositme
HECOBMECTUMO C XM3Hblo. bepemeHHoCTs B NogoBHbIX Cry4asx 30KOHYMBAET-
CS CAMOMPOM3BOMbHBIM BbIKMABIEM, MEPTBOPOXAEHUEM MM TMEENLIO MIOAA
B MepBble YAChl XM3HM (BOASHKA MIOAC), T.K. Y MNOAA He CUHTE3MpYeTCs doe-
TanbHbIA remornobuH (a,y,). CeoGopHeie y-ienu obpasytor Tetpameps (y,),
TAK HasbiBaembl remornobuH bapt. Takol remorno6uH obnapaer BbICOKUM
CPORCTBOM K KMCTOPORAY, YTO MPUBOAMT K TMMOKCMM TKOHEH MIORC, CEPAEYHOM
HEROCTATOYHOCTH, O B UTOTE — K rMGENM MNoAd.

Ouarnoctuka

B KpoBu — BhIpaxeHHble 3pUTPOBNACTEMMS, TMMOXPOMMS, MAKPOLIMTOS,
MMIIEHEBUHOCTb, GHWU30- M MOMKMNOLIMTO3. DNEKTPOCDOPETUYECKHM B SPUTPOLIM-
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Tax o6Hapyxueaetcs remornobun bapt (80-90%) & couetanmn ¢ HbH (cm.
puc. 10.8).

10.14.2. B-Tanaccemms

B-Tanaccemus oBycnosneHa PSAOM MyTALMIA B NOKyce P-rMOBGMHA HA Xpo-
mocome 11, Hapywaiowmx cuHTes B-Lenent. TM MyTALMUMU MOTYT NPOMCXOAMTH
HQ PasHbIX CTARMSX SKCMPECCUMU FeHA, OTBEYAIOWEro 3a CHHTE3 P-Lenei: fe-
doekt [IHK, HapyweHue reHa — perynstopa uenei rMmoGuHA UK TPAHCNOPT-
Hoi PHK.

SnupemMmnonorms

B-ranaccemus wupoko pacnpoctpaHeHa B ctpaHax CpeanseMHOMOpSbS
(Mranus, Mpeums, Kunp, Typums u ap.), LlentpansHoit u BoctouHoin Adppuke,
Ha BamxHem n Cpeprem Boctoke, 8 Muanu, FOro-Boctounoin Adppuke. lMpep-
MonaraeTcs, YTo WMPOKAs PACMIPOCTPAHEHHOCTh 3A6ONEBAHMS €CTb PE3YNsTaT
NyywWwei NepeHoCUMOCTU MANSIPUM GOMbHLIMU-TETEPO3UrOTaMM Mo B-Tanacce-
MMM, OAHOKO MEXOHM3M OCTAETCS HESCHBIM.

DTUoONOrna U NatoreHes

Mpu orpanuyermn Tparckpunumm TPHK obbiuHo cHuxaetcs cuntes f-ue-
ne — B*Tanaccemus. [Npu BO-Tanaccemmn MyTaumMs NPOMCXOAMT B 30HE KO-
[MPOBAHMS M BbI3LIBAET MOJHYIO OCTAHOBKY CMHTe3a [-Luenei. Bcero onucano
6onee 100 pasnuyHbix MyTaLMit TOKyca B-rMOBMHA, KOTOpblE NEpPEaaioTcs fo-
MWMHOHTHO, HO MHOTMAA BO3HMKAIOT B PE3yNbTaTe CMOHTAHHbBIX MYTALMA.

[NatoreHes KnMHMYeCKMX NPOSBNEHMIA MPU FOMO3UIOTHOM [-Tanaccemmm
CBA3GH He TOMbKO C HEAOCTATOYHOM NMPOAYKLMENH HOPMANbHOro remMornobmHa,
HO M C OTHOCMTENbHOW M3BLITOUHON BLIPABOTKON MANOPACTBOPUMBIX a-Lienei,
csobopHble o-Llenu obpasyioT TeTpamepsl. B konuyecTtBeHHOM oOTHOWEHMM
o-Lenu BbIPABATHIBAIOTCS HOPMANbHO. DTU M3GHLITOUYHbIE O-LEMM B BMAE BHY-
TPUKNETOYHbIX NPELMMNMTATOB BbINAAAIOT B OCAROK, Paspylas MeMopaHy kne-
TOK-NPEALECTBEHHML SPUTPOLIMTOB, BbI3bIBAS MX BHYTPUKOCTHOMO3rOBY!IO rubensb
(HeadbdpekTHBHbI PUTPONO33) U remonus yxe OGPA3OBABIIMXCA SPUTPOLIU-
ToB. Bce 310 NpMBOAMT K PA3BUTHIO OCHOBHOTO CUMMTOMA FOMO3MIOTHOM TaNAC-
CEMMU — QHEMMMU.

B oTBeT Ha pasBuTHME TKOHEBOM TMMOKCHMM, COMPOBOXAAIOWENH QHEMMIO,
MOYKM 3HAYUTENLHO NOBLIWAIOT BuipaBoTky SO, koTopbii cTMynupyet doop-
MMPOBAHME KPOBETBOPHOWM TKAHM B KOCTAIX, i€ OHA OObIYHO OTCYTCTBYET, BbI3bl-
Basi fecpopMaLMio KOCTeM (BaleHHbIM Yepern, MOHMONOMAHOCTb M AP.), A TaKXe
06pPa30BAHME 3KCTPAMERYNNSIPHOrO KPOBETBOPEHMS B MEYEHU M CEneseHKe C
MX BLIDCXKEHHBIM YBENMYEHUEM.
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Knuuuka

BbipaxeHHOCTb KNMHMYECKMX MPOSBIEHMI NPU FOMO3UFOTHOM [-Tanacce-
MMM 30BUCHUT OT CTEMEHN HAPYLEHUS CHHTE3A P-Lienei.

Camas taxenas doopma, nnm GonesHs Kynu, o6osHadaertcs kak Gonblas
BO-Tanaccemus. Mpu atoi doopme MONHOCTLIO OTCYTCTBYET CHHTES B-Lienei.

AHemus npu GonbLIOH TANACCEMMM PASBUBAETCS YXKE K MEPBOMY TORY KM3HM
peBeHKA M COMPOBOXACETCS OTCTABAHMEM B MCUXMYECKOM M CPM3MUECKOM Pas-
BuTin. CO BPEMEHEM OHEMMS MPOTPECCHMPYET, MOSBNAETCA XENTYWHOCTb KOXM
M CKNep, 3HAYMTENLHO YBENUUMBAETCS CENE3eHKA M MeyeHb, HEPEAKO HA KOXe
HOr 0BpasytoTCs TPOPMUECKME 513Bbl. XAPOKTEPEH BHEWHMI BUA GOMbHBIX AETEN
¢ GonesHbio Kynu: HenponopumoHansHo Gonblias AeOOPMUPOBAHHAS FONOBA
(6aweHHbI Yepen), MPUMNIOCHYTBIA HOC, CY>XEHbIE MMA3HbIE LWENU W BbIMYKIblE
CKybl (MPHU3HAKM MOHIONMOMAHOCTH). [leTh pesko oTCTaloT B pasBUTHM, OTMENTIOT-
€A MOBbIWEHHAS BOCTPUUMUYMBOCTL K MHOPEKLMSIM, MONOBOE HEAOPA3BMUTHE.

lNpu peHTreHoNorM4eckoM UCCNEAOBAHMM TPYBUATLIX KOCTEH OTMEYAIOTCS
MCTOHYEHME KOPTUKAMLHOTO CMOS U PACWIMPEHUE KOCTHOMO3IOBOTO KAHAMA.
[ns peHTreHorpadpniyeckoi KApT1Hbl KOCTEH Yepend XAPAKTEPHbI paclumpe-
HWE AMNIOMYECKOTO MPOCTPAHCTBA KOCTEN CBOAG YEPENA M MOsBNEHWUE PAAM-
QIbHOM MCYEPUEHHOCTU — BMA EXMKA MK WeTKM. CXORHbIE MBMEHEHMS CTPYK-
Typbl HOBMIOAQIOTCS B METACPM3AX TPYBUATLIX KOCTEH, MMOCKMX KOCTIX TA3d,
NonaTkax U pebpax.

B kposu — rnybokas aHemus (KOHUEHTpauMs remornobuHa —
30-50 r/n), BHIPQXEHHAS FMMOXPOMMS, AHU3OLMTO3, BHQUUTENbHAS MMILIEHE-
BUAHOCTb 3puTpoLMTOB, 6asodpunbHas nyHkTaums. [lpu snektpodpopese re-
morno6uHa sputpountos 98 % cocraenser HbF, 2-3 % — HbA, 1 Gonsuwoe
KONMUYECTBO CBOGOAHBIX a-Liene.

Panee nporHos npu 1ol doopme 3a6onesams Gbin KpaiHe Hebnaronpu-
STHBIM, MOCKONbKY GOMbWKHCTBO AeTer yMupanu B Bospacte 3—-4 ner. B Hao-
crosiliee BPEMS BbIAOPOBNEHNE fieTel C 3TOM TAKENOM NATONOrMeN BO3MOXHO
nocne annoTKM.

[Npu cpenHeTIXENoM 1 NPOMEXYTOUHON POPMAX *-TANACCEMMM CMSrYEHME
TAXECTH 3060NEBAHMS OBYCNOBNEHO YOACTUYHBIM COXPAHEHMEM CHHTE3A B-Lienei,
Q CNIeROBATENLHO, MPUCYTCTBUEM B 3PUTPOLMTAX HopMansHoro HbA.

Or crnocoBHOCTU CUHTE3UPOBATL B-LENK 3ABUCHT TAXKECTb TeUeHMs 3abone-
BaHus. [1pu HesHauMTEnbHOM NPOAYKLUMK B-Lenei 31a dbopma P-Tanaccemmm,
n |, 0603HAYAETCS KAK CPEefHETSXENas M No KnuMHuKe npubnuxaercs Kk 6o-
nestn Kynu. bonbHble fOXMBAIOT RO WKOMLHOMO BO3PACTA, O B MX SPUTPOLIMTAX
npeo6napaet HbF (60-80%), HbA, (3-9 %), cBo6oaHble a-uenu 1 nosensercs
He6onbwoe konnuectso HbA.

B*-Tanaccemus, Tvn |l, ¢ Bonee BbIpaXeHHOM NpPoAyKUMEN P-Lienei onuch-
BAETCA KAK NPOMEXYTOUHAsS POPMA C MEHEe BbIPAXKEHHOM aHemuel. bonbHbie
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[OXMBAIIOT 4O 3PENOro BO3PACTA, MNP AREKBATHOM FEeMOTPAHCHPY3UOHHOM Te-
pAnuKM NPAKTMYECKM HE OTCTAIOT B PA3BUTMM M CMOCOGHDI 3AKAHUYMBATL LWKOMY,
KONAEAX M AAXe MOMy4aTh BbiCIEE OOPA3OBAHME.

OuarHocTtuka

[larHocTMka roMo3MroTHOM B-TANaCCEMMM He BbI3bIBOET GOMbWIMX TPYRHO-
cTedn:
MPU3HOKM TEMONMTUYECKOM OHEMWM C [ETCTBA;
OTCTABAHME B PA3BMTUM M fedbopmaums ckeneta (Gonests Kynu u cpen-
HeTsxenas cphopmal);
renaro-, CieHOMEranms;
MMLEHEBUAHOCTb U TUMTIOXPOMMS SPUTPOLIMTOB;
npeo6napanue npu anektpodoopese HbF u ceobopHbix a-uenei, yse-
nnuenne HbA2 (puc. 10.9);
MONEKYNSPHAS AUArHOCTUKA (MCCNEoBAHME MYTALMI FEHOB, KORUPYIO-
wmx uyenu remornobuHa) (puc. 10.10).

AN N R NN

Neyenne

BonbwnM ROCTUXEHMEM B NEYEHMM TIKENOM M CPepHeTsxenon dpopm B-1a-
naccemuu crano npumererne annoTKM (vawe ot 6para unm cectpsl), nosso-
nuewee B 80-90 % pobuTbes BLIBROPOBNEHUS PAHEE HEKYPABEnbHbIX GOmMbHbIX.

bonbHble ¢ NpomexyTouHOM dpopMoit B*-Tanaccemmnu, Kak U ML C Taxe-
noit dpopmoit 3060neBaHMs, He MOTYT XMTb 6e3 NepPUOAMYECKMX TPAHCADY3MA
3PUTPOLIMTAPHON MACChI, YOCTOTA KOTOPBIX PErynMpYeTcs YPOBHEM KOHLIEHTPO-
UMM remornobumHa.

[ns HopmansHOrO Pa3BMUTUS pebGeHKa PEKOMEHRYETCS NOAAEPXMBATL KOH-
ueHTpaumio remornobuHa Ha yposHe 100-110 r/n. PerynspHsie remotpaHc-
dpy3Mm B COYETAHMM C MOBBILIEHHbIM BCACBIBAHMEM XENE3a B KMIWEYHMKE Y BONb-
HbIX C GHEMMEN CO3AAIOT OMACHOCTb PA3BUTHS FEMOCHAEPO3A C MOPAXEHUEM

R A 3navenun paxyuid
Hb A
Fractions % Ref. %
Hb A 947 < 958-978
Hb A2 53 > 22-32

T IR

PUC. 10.9. Snextpodhopes remornobuHos. Ysenuuenmne HbA2 y GonsHoro ¢ manoit B-ranaccemmeit
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Brisieaenne geaeunii 3.7; 4.2; 20.5; FIL; MED; SEA; THAI ¢
BOB.JICUEHIIEM MeHOB ajbLga-raobinnos

PesyawTaT obciienosanns

[pu nowcke nanGonee uacTbix aeneunii ¢ BOBAEUEHHEM TreHOB anbda-
raodutos metogom TMLIP, ¢ ananisom npoayktos nocne siektpodopesa e
araposnom rene, neneunn 3.7; 4.2; 20.5; FIL; MED; SEA; THAI ne
BBIABICHEL.

[lpn ananmse nocnenosatensnocTn renos anvtha-rnobuna HBAI u
HBA2 MeToAOM npAMOrO CeKBEHMPOBAHMA MYTALMH B CTOM-KOJOHE HE
O0HApYAEHBI.

Brissnienite mytaunii B rene dera-raoduna (HBB)

PesyabTat obenenosanns

AHANH3  nocnenosaTenbHOCTH rewa Oeta-rnoduna HBB  meTonom
NPAMOro CeKBEHHPOBAHHA MoOKa3an Hanuuue Mytauun CD36/37 -T s
TeTePO3HrOTHOM COCTOAHHM,

MyTauns onwcana B niteparype, kak npuBoaAman k f0-Tanaccemun.

PUC. 10.10. CkaH 3aknioueHm1s MONEKynsipHOro QHANM3A Yy TOro Xe GOmnbHOro

ceppua (kaparomeranus), nevenu (dombpos), nomkenynouHoM xenesbl (caxap-
HbIl AnaBeT), noyek (MoYeyHas HEeJOCTATOMHOCTL) U APYTMX opraHos. [Moatomy
reMOTPAHCPY3MOHHAS Tepanus AOMKHA COYETATLCA C MPUMEHEHUEM Xenaro-
06pasyiowmx NEKAPCTBEHHbIX NPenapaToB (RecbepoKCamMuH, aedbepasmpokc),
KOTOpPbIE CMOCOGHbI CBA3bIBATL CBOGOAHOE ChIBOPOTOMHOE XENeso, BHyTPMKIIE-
TOYHOE XKENes3o M3 renaToumToB, M3BNEKATL ErO M3 KOMMNEKCA C TpaHcdeppH-
HOM U CPepPPUTUHOM.
NPy MACCHBHOM CMIEHOMEranuMM PEKOMEHRYETCS MPOBEAEHUE CrINEHIKTO-
mun. [Mokasanms:
v/ nporpeccupyioliee ysenmueHme pasMepos ceneseHku (> 8 cm ua-nop
Kpas pebepHoi pyru);
yBenuyeHue norpebHocTH B remoTpaHcdpyausx Gonee yem Ha 50 % ot
MCXORHOTO YPOBHS B TeyeHne & mec.;
v’ nosbiweHne MOTPeBHOCTM B 3PUTPOLMTAPHOM Macce Bonee uem Ha
250 mn B TeyeHue ropa.

[MporHos

Taxenas u cpepHetsxenas oOpPMbl TANACCEMUM Ge3 PAAMKANLHOTO neye-
Hus (TKM) umetor HeBnaronpustHbI nporHos. bonbHele Yacto sasucuMbl o1
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rEeMOTPAHCAPY3Hit, 4TO, B CBOIO O4YEPERb, PE3KO OrPAHMYMBAET KAYECTBO XMU3HM
W BbI3bIBOET BONbLIOE KOMMYECTBO OCTOXKHEHUM. TAKME NALMEHTbI, KOK NPABMNO,
He JOXMBAIOT A0 3penoro Bospacrta. Jlerkue doopmsl B-Tanaccemmu n GonblumH-
CTBA O-TANACCEMMIA MO3BONSIOT NALMEHTAM AOXMBATL IO B3POCNOrO COCTOSHMS
6e3 cepbesHbIX NPOGNEM CO 3FOPOBLEM, YACTO NMPOSBNSIOTCS TOMLKO B MOXMNOM
BO3PACTE, KOTAA CUMMTOMbI GHEMMMU CTAHOBATCS Bonee BbIPAXKEHHbIMM.

10.15. lemonutMueckme aHemMuu, CB3aHHbIE
C HE3PUTPOLUTAPHBIMK dPOKTOPaMM

10.15.1. Mapuwesas remorno6uHypms

CBs3aHO C MOBBIWEHHbIM PA3PYIIEHNEM SPUTPOLMTOB B KAMMANIPAX CTOM
npu AnuTensHol xofbbe, conposoxpaatoweics yaapamu cron o semnio. [lpo-
ABNSIETCS MPU3HAKAMM BHYTPUCOCY[MCTOrO FEMONM3d: MOsiBNEHME remornobu-
HYPUM, TEMOCHAEPHUHYPUM (TEMHOM MOUM) MOCTE ANUTENbHBIX MEPEXOROB, GHE-
MMsi, KOK NPOBMNO HE PA3BMUBAETCS.

leuenne. CneumanusampoBaHHOro nedeHus He Tpebyercs, PeKOMEHAOoBA-
HO BO3AEPXATbCS OT HArPY3KM HA CTOMbl (M3GErath ANMTENbHbIX MEPEXOROB,
HOWEHWE MArKOM OBYBM), MPU ANMTENLHOM TEYEHMM 3QGONEBAHMS BO3MOXHO
CHUXeHue copepams xenesa — passute XA, Tpebyioweit HasHAYEHMS
npenapaTos xenesa.

10.15.2. AHemMs NpM NATONOrMM COCYAOB CPEAHErO
n 6onbworo guameTpa

Hab6niopatotcs npusHakKM BHYTPMCOCYAUCTOTO FEMONM3d, CBA3AHHOTO C Typ-
GYNEHTHbIM TEYEHUEM KPOBM B MBMEHEHHBIX COCYAAX (KOOPKTALIMA QOPTbI, AHEB-
PM3MbI COCYIOB, GHIMOMbI, MOPOKM CEPALI, MCKYCCTBEHHbIE KNAMAHbI CepaLa,
3M0KAYECTBEHHbIE OMyXOmH).

[leueHne cB43aHO € YCTPOHEHMEM MPMUYMHBI FEMONM3A, NPU XPOHUYECKOM
reMOrno6uMH- M FrEMOCMAEPUHYPUM — HASHAYEHME NPENapPATOB Xenesa.

11.15.3. MukpoaHr1onatMyeckue reMonUTMUECKUE AHEMMM

TepMUH «MWKpPOQHTHONATHYECKAs remonuTnieckas axemus» (MATA) mc-
MNonb3yeTcs Ans 0603HAYEHMS FEMONUTUYECKOTO CMHAPOMA, B OCHOBE KOTOPOTO
NeXuT dPPArMEHTALMS SPUTPOLIMTOB BO BPEMS MX LIMPKYISLMM MO M3MEHEHHBIM
MENKMM COCYAOM.

Hanbonee yacto MATA Habniogaetcs npu MMMYHOKOMMIEKCHOM NaTono-
rum 1 [IBC-cuiapome, obycnosnnsaiowmx passmutme:
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V' [eMONUTMKO-YPEMUUECKOTO CUHAPOMT;

v TPOMBOTHUYECKO#M TPOMBOLMTONEHUYECKON MypPypS;

v MQCCHBHOTO TPOMGOOBPAIOBAHMS M NPU NPEXAEBPEMEHHOM OTCTIONKE
NAALEHTb, SMOONMM OKONOMNORHBIMM BOAAMM M [PYTHX 3A60NEBAHMIX.

DTUONOrUS U NATOTeHes

MopaxeHue MENnKux COCymoB (B OCHOBHOM, APTEPMON) MPU UMMYHOKOM-
nnekcHoi naronormu u [IBC coctont B HapyweHMM LENOCTHOCTH COCYRMUCTOrO
SHROTENUS W BHYTPUCOCYRMCTOM OTNOXEHUM COUBPUHA. DPUTPOLMTEI, MPOXO-
ns yepes HebonbluMe OTBEPCTUS MEXAY HUTIMM CPUBPUHA MM KOHTAKTMPYS
C OTPOCTKAMM KNETOK MOBPEXAEHHOrO SHAOTENMS, TPABMMPYIOTCS, B PE3YNbTa-
Te Yero OHM PACMAAAIOTCA HA OTAEMbHbIE CPPATMEHTbI (LWMCTOLMTLI) MK Teps-
toT 4acTb 0BONOYKM, MPUHUMAs cPopMYy MHKpocdbepoumnTos. MHTEHCHMBHOCTL
PPArMEHTALMM SPUTPOLIMTOB 30BUCHT OT PACTIPOCTPAHEHHOCTH MUKPOGHTHO-
MATUM 1 CKOPOCTH TOKA 3PUTPOLIMTOB YEPE3 MOPAXeHHbe cocyasl. ocnepHss
BO MHOTOM OMPERENAETCs BENUMUMHON APTEPUANLHOTO FABNEHMS, KOTOPOE Mpw
MHOTMX 3060NEBAHMSX, COMPOBOXAAIOWMXCS MMMYHOKOMMIEKCHOM NaTonoru-
ei 1 [IBC-cMHAPOMOM, OKO3bIBAETCS MOBBILIEHHbIM.

Knuuuka

Teuenne MATA BO MHOrOM 3QBUCHUT OT OCHOBHOTO 3060NEBAHMS.

MNpu reMonnTko-ypemmyeckom cMHEpome, HaBMIORAIOWEMCS B OCHOBHOM
y neTeil nocne MHAPEKLUMOHHbIX 3060NEBAHMI M BAKLMHALMMA, CUMMTOMbI re-
MONMUTUYECKOH aHEMMM (CNABOCTb, MOBBIWEHHAS YTOMISEMOCTb, BNEHOCTb M
XENTYWHOCTb KOXHbIX MOKPOBOB) COYETAIOTCS C MPU3HAKAMM BHICTPO HAPACTA-
fowei NoYeYHOM HEFOCTATOYHOCTU (OTCYTCTBME AMMETMTA, PBOTA, GOMb B MOSC-
HWYHOM OBNACTH, ONUrYPUs U AHYPUS).

Mpu 1PpOoMBoTHYECKOH TPOMBOUMTONEHUIECKOM Myprype, KOTOpas yalye
BcTpevaercs B Bospacte 30-40 ner u xapakrepusyercs Gonee pacnpocTpa-
HEHHbIMM COCYAMCTBIMM MOPCKEHUAMM, B KITMHUMYECKOM KAPTUHE Mpeobnaaaior
FeMOPPArnYeCcKMit CMHAPOM, SBNSIOWMIACS CneacTenem rmybokoi TpombouuTo-
MEeHWUH, U HEBPONOTrMYECKME HAPYLIEHNS: NOTeps CO3HAHMS, RENMPHIA, adpasus,
aTakeus U ap.

Mpu octpoii nechubpuHaumm, pasemBatoleics Npu cencuce, Npexpespe-
MEHHO OTCnoike MNALeHTbl, SMOONMM OKONOMMOAHLIMM BOACAMM U HEKOTOPOW
[PYroi aKylWepCKOW NATONOMMM, B KIMHUKE AOMMHMPYIOT NPOdoy3Hbie KPOBOTe-
YeHus, OBYCNOBNEHHbIE MONHOM MOTEpPei CMOCOBHOCTH KPOBU K CBEPTHIBAHMIO.
Mockonbky remonus npu MATA, conposoxaatolei 3T COCTOHMS, MPOUCXORMT
B OCHOBHOM BHYTPMCOCYAMCTO, CENe3eHKA M MeveHb, KAK NPABMIO, HE yBenuye-
Hbl.
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[labopatopHbie paHHbIe

BuipakeHHocts aHemun npu MATA 3aeucut or pacnpocTpaHeHHOCTH co-
cyamucTbix nopaxernid. [pyu npocmotpe Maska Kposu obpalaer Ha cebs
BHUMOHME NPUCYTCTBUE GONbLIOrO KONMUYECTBA PPArMEHTOB 3PUTPOLMTOB (Wi-
croumtos). OTMeHaIoTCs TAKKE MUKPOCHPEPOLIMTOS, HANMYME HOPMOGNACTOB,
MNOMMXPOMA3NS 1 YMEPEHHbIA PETUKYNOLMTO3. YMCrIO NEMKOLUMTOB NOBBIEHO 3d
cyeT Heitpodpunos. B GonblmHcTee cnydaer HaGnofaetcs TPOMOOLMTONEHMS
BCNEACTBME MOTPEGNeHUs KPOoBsHbIX nnactuHok B npouecce [1BC.

Haunbonee BbipaxeHHas TpoMboLMTONeHNs Habnopaetcs npu TpoM6oTH-
4eCKOM TPOMBOLMTONEHMYECKO Nyprype U OCTPOr RedpMBPUHALIMM.

Mpo6a Kymbca otpuuarensHas, NpORonXKUTENbHOCTb XMU3HWA 3PUTPOLIMTOB
YKOPOYEHQ.

B kocTHOM Mo3re — runepnnasus 3PUTPOMAHONO POCTKA M HEKOTOPOE
YBENMUYEHNE KOMMYECTBA METAKAPHUOLIMTOB 30 CYET MOMOMABIX CPOPM.

Yeenuuerne yposHs CBOGORHOTO reMorno6uHA CbIBOPOTKM, HM3KAS KOH-
LIEHTPALMS ranTornobMHa U YMEpPeHHas runepounmpybmHemms CBUOETENbCTBY-
IOT O BHYTPMCOCYAWUCTOM XAPAKTEPE FEMONM3A.

[Mpn pasBKUTUM NOYEUHOM HEROCTATOYHOCTM B MNA3ME MOBLIWAETCS COAEpP-
XOHME OCTATOYHOrO A30TA, C30TA, MOYEBMHbI M KpedaTiHuHa. [pu octpoit pe-
doubprHaumm Habnopatotcs yeenuyenue [1TB u TB, cHuxeHne KoHUeHTpaLMM
doakropos V, VI, doubpurorera u nossiwerne copepxanus MMOD.

Mpu xporndeckom [BC, kotopoe HaGMIORAETCA NMPHU FEMONUTUKO-YPEMM-
4ECKOM CMHAPOME M TPOMBOTUYECKOM TPOMBOLIMTONEHNYECKOM Nyprype, KOH-
LIEHTPALMS B KPOBM CBEPTHIBAKOWMX dPAKTOPOB, BKNIOHYAS OMBPMHOrEH, MOXET
6bITb HOPMANbHOM MK paxe noebiweHHoi. OpHako copepxanune MNAPD, kak
npaeuno, ysenuueHo, a yposerb ATl cHuxeH.

OvarHocTtuka

B anarnoctuke MATA Bepyluee 3HaueHWe MMEET OBHAPYXEHWE WMCTOLM-
7030 B MO3Kax kposu u npusHakos [ABC: nporpeccupyioleit Tpomboumtone-
HUKM, oUBpHHOreHoneHuu, nosblweHHoro copepxanus MNAD, D-gumepa, Hanu-
umns aktvsmposaHHbix doaktopos X, XIl u cHuxenms yposns ATIII.

Neyenune

Neuenne MATA skniouaer:

1) Tepanmio ocHosHoro sabonesatus, seissaswero passutue ABC;

2) tepanmnio [IBC ¢ nomowsto renapuna s gose 25-30 E[/kr/u4, nepe-
nueaHui nnasmel (uctounmnk ATII), anbByMMHA, REKCTPAHA M BBEAEHMS
QHTUCPUOPUHONUTUHECKMX NPENAPATOB (ANPOTUHUH U Ap.);

3) obmeHHble nepenvBaHms Kposu 1 nnasmadoepes;

4) npy 3HOYMTENLHOM AHEMM3ALMM — 3AMECTUTENbHBIE FEMOTPAHCADY3MM.
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[MporHos

Mportos npu MATA LenMkom 3aBUCHT OT OCHOBHOTO 3a60neBaHMs. Tak,
€CNU NPU FEMONUTUKO-YPEMUUECKOM CHHAPOME YMUPAET 5 % BonbHbIX, TO Npu
TPOMBOTUYECKON TPOMBOLMTONEHNYECKOM MYpPrype CMEPTHOCTh B MepBble
3 mec. poctmraer 80 %, a meHee 10 % GonbHbix xusyT Gonee 1 ropa.

10.15.4. AHeMM$, BbI3BAOHHAS BO3OEMCTBUEM XMMMUYECKMX
QreHToB M NAPA3MTOB (Manspus)

AHeMMs PA3BMBAETCS B CBA3U C HEMOCPEACTBEHHBIM MOBPEXAEHUEM SPUT-
POLIMTOB MQNSPUAHBIMM MIA3MORMAMM (LUIMBOTOHMS) MM PASIMYHBIMUA CHHTETH-
YECKMMH (dpeHnnrmapasmt, mblwbsk, cBuHew) sewectsamu. B pebiote saGone-
BOHMS OCHOBHOM FEMOMNM3 MPOXOAUT BHYTPU COCYAUCTOrO PYCrd, 3dTem, npw
runepnnasum oprados POC (renatocnneHomeranus), NpUCOeamHsETCS BHYTPH-
KNETOUHbIA reMonms.

Ans Manspum XapOKTEPHA KIMHMYECKAS KOPTMHA, CBA3CGHHAS C KM3HEH-
HbIM LIMKNOM MONSPUIHOTO nnasmopus: 3—4-aHesHas dpeBpunbHAs TMXOPAAKA
FEeKTMYECKOrO TUMA B COYETAHWM C MOSBNEHMEM TEMHOM (KPOCHOM) MOuM, yBe-
NUYEHUEM MEYEHN M CENE3EHKM, AHEMMEN.

[OnarHoct1ka cBA3aHa CO CBOEBPEMEHHBIM OMPERENEHMEM XAPAKTEPHBIX
KNMMHNUYECKNX CUMNTOMOB 3G60ﬂeBGHM9|, BblABNEHNEM MOHﬂpMﬁHbIX nnasmoanes
B apuUTpOLMTAX (TONCTas Kanns).

JleyeHue cBI3QHO C MPOTMBOMANIPUIAHOM TEPANMEN, MHADY3MOHHOW Tepa-
nueit, ynyswatowei peonormio kposu, npodpunaktmkoit IBC-cungpoma npu
TAXKEMbIX FEMONUTUYECKUX KPU3OX.

11.15.5. AHeMMsi NP1 OTPOBNEHUM FEMONUTUYECKUMM SACMM

PassuBaetcs npu oTpaBneHUM NPUPOAHbLIMM BUONOTUYECKMMM SRaMM (OT-
paBneHne rpuGamu, yKyChl 3Mei).

MHTEHCMBHOCTb TeMONM3a SPUTPOLIMTOB YENOBEKA, BbI3bIBAEMOrO GMONO-
FMYECKUMU AAOMM, NPOMOPLMOHANLHA KOHLEHTPALMM SAd M Temnepartype
cpenbi: npu Temnepatype 37 °C remonus 3HOUYMTENLHO MHTEHCMBHEE, 4YEM
npu 2 °C.

B spax acnupos copepxarcs NpsMoM M HEMpsSMON reMONM3uHbI, MOf Biu-
SHMEM KOTOPBIX PA3BMBAETCS FEMONMTUYECKMI SCPDEKT, O B SACX PEMYYMX
3MEM M rapiok — HEMpPSAMOW reMONM3MH, ACCOLMMPOBAHHBIA ¢ dpocdbonmna-
3o A. Temonutueckoe peitctene dooccponunassl A ocyuwectsnsercs B npu-
CYTCTBUMM HE3PUTPOLIMTAPHOTO MCTOYHMKA CPOCCPONMNMAOB NELUTMHA, KOTO-
Pbii MOA BIMSHMEM CPEPMEHTA MPEBPALAETCS B NM3ONELMTUH M AEHCTBYET HA
MeMBpPaHy apuTpounTos. [emonusy npepuwecTsyioT NoBpPexXAeHME MEMOPAHSI
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3PUTPOLMTOB M paclyenneHre ee dpocdponmnmpos. [psmoi remonuamH Hermo-
CPEACTBEHHO PA3PYLIAET SPUTPOLMTL, YTO OBYCNOBNEHO KAK OCMOTUYECKMM,
TAK M HEOCMOTUYECKMM KOMMOHEHTOM, TOrAd KOK NMTMYeCKMid adpdpekT dpoc-
dponmnassl A CBI3aH C HEOCMOTUYECKMM KOMMOHEHTOM.

3MeuHble bl NO-PASHOMY AEMCTBYIOT HA CBEPTLIBAIOLLYIO CUCTEMY KPOBM:
MOTYT BbI3bIBATb KOQIYNMPYIOWMIA, OHTUKOATYNMUPYIOWMIA 3PdoeKTbl, OKA3bIBATH
AByxdpasHOe feicTame.

[levenne. Obecneunts MONHLIA MOKOM M HEMOABMKHOCTL KOHEYHOCTU C
MECTOM YKyCa, 3dnpeleHO HAKNAAbIBATL XryT, ny4ylle NpoBeCTU SKCTPAKLUMIO
KPOBM M3 PAHbI (ACMIMPALMS KPOBM PE3MHOBOM rpyLleit, Haapes paHsl). O6unb-
Hoe nuTbe. [ToKasaHa KCTPEHHAs roCMUTANM3aLMS.

Cneuundpnueckoe neyeHme — BBEAEHME QHTUTOKCMYECKOW MMMYHHOM Cbl-
BopoTku. CumnTomaTHyeckas Tepanms HaNPABNEHa HA NPEROTBPALEHHE WOKA
M [bIXQTENbHBIX PACCTPOMCTB, Mepbl Mo Gopbbe ¢ MHADeKLMen M ocylecTse-
Hue oBWMX NOAREPXKMBAIOLIMX MEPOMPHSTHIA.

10.15.6. AHemms npu MHDpeKLMsX

HaunBonee BbipaxeH reMonus apuTpoLMToB Npr 3060MEBAHMSIX, CBA3AHHBIX
nndomumnposanmem Clostridium perfringens, o- u B-remonutnueckumu crpento-
KOKKOMM, MEHUHTOKOKKOMM.

B KpoBM, MOMMMO GHEMMM, HEMPAMOW TUMNEPOUIUPYBUHEMMM, BbISBNSIOTCS
SXMHOLMTOS3, WM3OLMTO3, TPOMBOLIMTONEHMS, CBI3AHHbBIE C AKTUBALMEN MAKPO-
doaros opravos PIC, HelTpodommbHbIA NeMKoLmMTOS.

[TeueHne cBI3aQHO € AEBUHTOKCMKALMOHHOM, QHTMBAKTEPUANLHOM Tepany-
eif; aHeMus, KK MPABUIO, HeTsxenas, He Tpebylowas TPAHCy3Mu apUTpPo-
LMTOPHOM MACChI.

10.15.7. AHemus npu runepcnneHnsme

AHEMMM TpU TUNEPCTNEHNU3ME MMEIOT YEPTbl FEMONUTUYECKONW GHEMMM
C BHYTPMKJ'IeTO"IHbIM remMonn3oMm, OiHAKO CBA3CAHbLI M C MNOBbLIWEHHBIM HAKOMNNe-
Huem (ceksecTpaumert) sputpoumnTos B ceneserke. CreneHs aHeMMM, KOK Npa-
BMNO, KOPPENUPYET C PA3MEPOMM CENE3EHKM, HEPEAKO CoYeTaeTcs C TpoMbo-
LUMTOMNEHNEN M NENKONEHUEN.

[leveHme Takmx aHEMMIT BKNIOYAET CNINEHIKTOMMIO, ECNIM AHEMMM MUK TPOM-
GOLMTONEHUM TAXKENON CTEMNEHM, O CMNEHOMETANMUs CBI3AHA C U3ONMPOBAHHOI
NATONOrMEN CENneseHkM (COPKOMA CeneseHku, NMMAPOLMTOMA CeneseHku, rv-
Mepnnasus CeneseHku Mpu HACNEACTBEHHOM CPEPOLMTO3E, XPOHUYECKOI
AUTA). CnneHakTomMmsi NPOTMBOMOKA3AHA NPK MUMENONPONMAIEPATHUBHBIX 30-
BonesaHusx (octeommnenodombpos, spUTpemms), npu 3aGONEBAHMSIX NEYEHM
(TOKCHUYECKMit, QNKOTOMbHbINA LIMPPO3 MEYEHU, XPOHUIECKUI BUPYCHBIA renatmt
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C ucxopoMm B uMppos). [Npu yMepeHHOM aHeMWUM MOKA3AHbI BbDKMAATENLHAS
TAKTUKA, NEYEHNEe OCHOBHOTO 306ONEBAHMS, YTO MOXET MPMBECTM K YMEHbLUE-
HMIO CENeseHKM (XMMMOTEpPanMs Npu reMoGnacTosax, renaTonpoTeKTopsl Npu
3060NEBAHMAX NEYEHM).

eMoTpaHcdpyamm y TakMX GOMNbHbIX HEIPADEKTHBHBI, T.K. OHM TOMBKO YCY-
ry6nsioT CneHOMeranmio M KIMHUKy runepcrneHmsma. 1o XusHeHHbIM noka-
3QHMAM NPM TEKENOM OHEMMM BOBMOXHO NEPENMBAHMUE OTMbITbIX SPUTPOLIMTOB,
Q MPM THKENON TPOMBOLIMTONEHUM C TEMOPPArUYECKUM CUHAPOMOM MOKA3AHbI
TPAHCAY3UU TPOMBOLMTAPHOM MACCHI.

10.16. Ocrtpas noctremopparuyeckas aHemus

Octpas noctreMopparkyeckas aHeMMs CBA3OHA C GbICTPON noTepei Gonb-
woro obsema kposu. CreneHb AHEMM3ALIMM 3ABUCHMT OT CKOPOCTH M 0Bbema Teps-
emoit kposw. [NpuumHamm MoryT Gbith kposotederne ms opraHos XKKT (s3seHHas
GonesHb XenyAaka M [BEHOALOTUMNEPCTHON KMILKM, MPOGOAEHME KMILEYHMKA MpH
TPOABME, PA3PYLIEHUN COCYROB OMyXOfM), OPraHOB AbIXATENbHON CHMCTEMBI (KPO-
BOXOPKAHbE MpM TyGepkynese, MHAPOPKTE NErkoro, reMOoTOPAKC MpW TPABME),
MOBPEXAEHME KPYMHbIX COCYAOB, COCYROB GPIOWHOM MONOCTH NPK TyMnoH TpaBme
(PO3pbIB NEUeHH ceneseHKu) 1 Pe3aHOM NPOHMKAIOWEN PAHE XMBOTA, MATOUHIX
KPOBOTEUYEHMSAX (MOCNEPOROBOE KPOBOTEHEHME, OTCNIOMKA MIALEHTbI, BHEMATOYHAS
GepeMeHHOCTs C pa3pbiBoM MaTouHoM TpyGsl. MNpu notepe 10-15% obvema
umpkynupytoweit kposu (OLIK) He BO3HMKAET CylecTBEHHBIX MBMEHEHWI COMOYYB-
creus, ymerblwenne OLIK > 25% oBycnosnmsaet Taxensie coctosHus, Tpebyio-
e oBS3ATENbHOM FOCMUTANM3ALMU U MHTEHCUBHOM Tepanuu. [lepsble NpuaHAKM
OCTPOIt KPOBOMOTEPH, KAK MPABKNO, KIMHUYECKHE (Konnanc — peskas cnaGocTs,
ronoBOKPYXeHue, cHkerne All, TOXMKOPAMS, XOMORHBIM MOT, BNERHOCTL, PBOTA,
CYAOPOTH), 1 TOMBKO MOCHE STOTO PA3BMBAIOTCS TABOPATOPHbIE M3MEHEHMS.

Ocrpyto kpoBomnoTeplo CleayeT CYMTATb MOCCHMBHOM, €CNM B TEYEHUEe He-
ckonbkmx vacos noteps kposu cocrasuna He medee 30% OLIK u npu atom
perncTpupytotcs croikoe cHimkeHne All, ymeHblueHWe NoYacoBoro Anypesda,
ORbILIKA, BLIPAXEHHAS GNEFHOCTb KOXKHbIX MOKPOBOB M KOHbIOHKTHB. OCHOBHbIM
NOBPEXAAOWMM dOAKTOPOM MPK OCTPOM 3MU3OAE CYMTOETCS PA3BUTME TUMO-
TEH3UM, TMNOKCEMMM M TMMOKCUU BCNIEACTBME MOCCUBHOM KPOBOMOTEPH, OKTHU-
BAUMS CUCTEMbI CBepPTbIBAHMA C passutiem [BC-cuHppoma.

Knuuuka u OUNArHOoCTMKa

lNepBas cTapms NOCTreMOpPPArMyeckoi aHeMMM — PedPNEKTOPHbIM Crnasm
COCYAOB CO CHMXEHMEM Nepdpysun KpoBM M HapylieHuem Anypesd. [dnutens-
HocTh — 8—12 u. B kpoBu aHemus He peructpupyertcs B CBs3n C notepeit Kak
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3PUTPOLIMTOB, TAK M MNA3Mbl. MOXET BbISBNATLCS TPOMBOLMTONEHMS, CBA3AHHAS
C NMOBLIWEHHOM MoTepei u notpebneHnem Tpomboumtos npu [ABC-cuHppome.

PedpnekropHas dbasa yepes HeCKOMbKO YACOB HOYMHOET CMEHSTbCA re-
MORMIIOUMEN — PA3BEAEHUEM KPOBM MEXTKOHEBOW KMAKOCTbIO, 30AEPXKOM
XMAKOCTM B OPraHM3ME B CBS3W CO CHMXEHMEM AMypesd. B aty crapmio pas-
BMBOETCS CHEMMs, COOTBETCTBYIOWAS OBbeMY KPOBOMOTEPH, MAKCHMANbHOE
CHUXEHME reMOrnoBUHA OTMEUYAETCS Yepe3 HECKOMLKO AHEM Noche KpoBonoTe-
pu. Ha 5-7-% peHb paseuBaetcs petMkynoumutos Jo nossneHus Hopmobnacros
B NepudpepryecKoit KPOBM, YTO CBURETENLCTBYET 06 OKTUBALMM rEMOMNO33d; HA
3TOM dpoHe TAKXe, KaK MPABMNO, MPUCYTCTBYIOT TPOMBOLUTO3 M YMEPEHHIN
NeMKOLMTO3 CO CABMIOM BNEBO.

Neyenne

CB30HO, C OfHOM CTOPOHbI, C OBGA3ATENLHOM AMATHOCTMKOM MCTOYHMKA
KPOBOTEYEHMS U €ro OCTAHOBKOM, C PYrOi — C BOCCTAHOBNEHMEM B MEPBYIO
oyepens OLIK v nepdpysmm TkaHeit, ¢ nopfepXaHMEM YPOBHS MNA3MEHHbIX
dPaKTOPOB CBEPTHIBAHMS B KOMMYECTBAX, JOCTATO4HBIX AN rEMOCTA3d, U HAKO-
Hel, B BOCMOMHEHMM KONMMYECTBA LMPKYNMUPYIOWMX SPUTPOLMTOB O YPOBHS,
obecneunsaiowero MMHMMALHO OCTATOYHYIO JOCTABKY M NoTpebneHue Kuc-
nopopa B TkaHsx. Jluws npu norepe 6onee 40-50% sputpountos Tpebyetcs
TPAHCAY3UA SPUTPOLIMTAPHON MACCH, IPYrME COCTOSHMA KOMMEHCHPYIOTCA
CTPOTMM MOCTENbHBIM PEXMMOM MUIU YBENMYEHMEM KOHLEHTPALIMM KMCIOPOAd
BO BJbIXOEMOM BO3yxe (kucnopopHas macka). lNepenueanmne sputpoumtap-
HOM MACChI MOKA3AHO TeM GOMbHLIM, KOTOPbIM HEOBXONMMO XMPYpPruyeckoe
neyeHue Ans yCTPAHEHMsS MPMUYMHLI kpoBoTeueHns. CooTHoweHWe MHADY3MOH-
HOW M TPAHCAPY3UOHHOM Tepanuu ykasaHo B tabn. 10.5.

TAB/TUUA 10.5. O6beM 1 CTPYKTYPA TRPAHCHY3NOHHLIX CPE B 30BUCMOCTM OT 06beMa
kposonotepu (B.M. Topoaeukuin, A.W. Bopobbes, 1999)

T TpaHcpy3noHHas cpeaa, Mmn
KpoBonoTepu = v et

PACTBOPbI

. °/° OLIK

< 750 <15 2000 — — —

ConsiHble
Konnowasi

10% anb6ymMuH
CseXxe3amopo-
)XEHHas nnasma
SputpouunTsl
Tpombouutel

750-1500  15-30 1500-2000 600-800 — — — —
1500-2000 30-40 1500-2000 800-1200 100-200 1000-1500 [Mo nokasanusm —
> 2000 > 40  1500-2000 1200-1500 200-300 1500-2000  400-600  4-6 pos
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11. Noronrmn

[lopcbypmm — rpynna HACNEACTBEHHbIX 3AGONEBAHMIA, CBI3AHHBIX C HAPYILE-
HMEeM LMKNa 6MOCHHTE3d NMOPCOMPHHA, B Pe3ynbTaTe YEro NPOMCXORMT HAKOM-
neHue B TOKCMYECKMX KOHLEHTPALMAX METABONUTOB MOPCPMPUHOBOTO OBMEHA
M CHuxaeTcs obpasosaHme rema. [1pM HAKONNEHMM NPOMEXYTOUHBIX NPOAYK-
TOB LMKNA CMHTE3d MOPCOMPMHA PA3BMBAIOTCS CrieLmdpuyeckme TokcHyeckme
MNPOSBNEHMA, O NPU HAPYLWEHUM CUHTE3A FEMA CHUXAETCS CUHTE3 reMOrnobMHa
1 POPMMpPYETCs rMMNOXPOMHAS AHEMMS.

Knaccudoukauyms

B saBMcMMOCTH OT npenMyLecTBEHHON NOKANM3ALIMKM HAPYLEHWS CHHTE3a
NOPCOUPHHOB BLIAENSIOT MEYEHOUHbIE U SpUTPONOaTHYeckmne nopdompun. Knu-
HMYeCKM NOPcPMPUM NOAPA3RENSIOTCS HO OCTPble M NPOTeKaloWMe C Nopaxe-
HMEM KOXHbIX MOKPOBOB.

Kaaccngpmxauns nopghmpmii no Aokaamsaumm natorormveckoro npouecca
I. MeueHoumbie nopdoupum (cm. puc. 6.2):
nopcoupus npu gecpuumte germppasst AIK (Hakonnenme AJK);
octpas nepemexatowascs nopdoupus  (aedpekt nopdpoGunmuHoreH-
Ae30MMHA3bl — HaKoMneHue nopdpobunuHoreHal);
HaCneAcTBeHHAs konponopdonpus (AedpekT konponopdUpPUHOreHoK-
CMAQ3bl — HAKOMNEHME KOMPOMOpPdOUPHHOTeHa);
BapueratHas nopdoupus (aedpbekt npotonopdoupUHOreHOKCHAA3L —
HOKOMNeHue NpPoTonopdUPHHOreHal);
Mo3pHAS KOXHAs nopdonpus (Redpekt yponopdouprHoreHaekapbokeu-
na3sbl — HAKOMIEHWe YponopdoupHHoreHa).
Il. Spurponostnueckue nopdompuu:

BPOXAEHHAS 3pUTpONoaTHieckas nopdpoupus (nedpekt yponopdompu-

HoreH-lll-kocuHTeTa3b — HaKOMNEHME rAPOKCMMETUNBMNAHAY);

v’ aputponoatnyeckas nopdoupms.

D N N N N

Kannnueckas kaaccudpukaums nopgpupmii
I. Ocrptie nopdpmpun:
V" nopdoupus npu necouumte neruppassi ANK;
OCTpas nepemexatowascs nopdorpus;
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v’ HacnepcTeenHas konponopdompus;

v’ BapueratHas nopdpompms.

Il. Mopcbupmu c nopaxeruem koxHeix nokposoe:
nospHss KOXHas nopdoupms;

HOCNeRCTBEHHASs konponopdompms;
BAPMEraTHas nopdonpus;

BPOXAEHHAS SPUTPONO3THYECKAs nopdompms;
3PMUTPONO3TUYECKAs NOPAOUPHMS.

[pu octpbix NOopdpMpHaX, KOK NPABUIO, OTCYTCTBYIOT KOXHbIE NPOSBNEHMS
WMIIM OHM BbIPAXKEHBI CNABGO. DTO CBA3AHO C HAKOMNEHMEM PAHHMX MPOAYKTOB
BMOCHHTE30 NOPIOMPHHA, KOTOPbIE HE MMEIOT TPOMHOCTH K Aepme. Haobopor,
NP1 HaKoMNeHUn cybCcTpaToB, OOPASYIOWMXCS M3 FTMAPOKCUMETHMIOMNAHA, Yac-
TO MOBPEXAAIOTCS KOXHbe MOKPOBbI, YTO MPOSBASETCS GPOTOCEHCHBUNM3ALM-
el — cBeTobOosA3HbIO.

KnuHunueckas KapTHa nopdoupuii CKNOALIBAETCS M3 XAPAKTEPHbIX CHH-
APOMOB, CBS3QHHbIX C TPOMHOCTLIO MPOAYKTOB METAGONM3MA K OMPEAENEHHbIM
TKAHAM.

ASANENENEN

MopaxeHuns HEPBHOW cUCTeMbl NPU NopdPUPHUIX

Haunbonee Taxeno nporekaer NopaxeHne BEreTATUBHOM HEPBHOM CUCTe-
Mbl, KOTOPOE COMPOBOXACETCS CHMMLHOM (BMAOTh AO KIMHMKM OCTPOrO XMBOTQ)
6onbio B XMBOTE, CBA3AHHOM C HOPYLWEHUEM KPOBOCHAGXEHMS U ULIEMUEN TOH-
KOrO KMWEYHMKA, 3ANOPOM, TOWHOTOM, PBOTOM. [pyrMm BAXHbIM KOMMOHEHTOM
HOPYILEHWUS BETETATUBHOM HEPBHOM CMCTEMbI SBNAETCS APTEPUAnbHAS rMNepTeH-
3aus (BNNOTh RO BLICOKMX LMdPp), koTopas mpoTekaet kpuaoso. MNosbiwerne ALl
CBA30HO KOK C TOXMKAPAMEN, TAK M C QHIMOCMASMOM, PA3BMBAIOWMMCS M3-30
OKTMBALIMM CMMMATMYECKOW CUCTEMbI M [E3CAKTMBALIMM MAPACUMIATMYECKON
CUCTEMbI, HOPYWEHMS dPYHKLMM NOYEK BCNIEACTBME TOKCMYECKOTO REHCTBUS Npo-
[YKTOB MeTa6ONM3Ma LIMKNA BUOCKMHTE3a NMOPAOMPUHA.

Mopaxenne nepudpepuyeckoi HEPBHOM CUCTEMBI YaCTO npeobnapaet
B KNMHWUYECKOW KAPTUHE NOPAOMPHIt M NposBRsETCs: GONEBbIM CUHAPOMOM (6omb
B MbIWLIAX CMMHbI, WEWU, TPYAHON KNETKM) B COYETAHMM C MbILIEYHON CNABOCTbIO
BMAOTb A0 napanuya. OTuUUTENbHBIMK YEPTAMM NEPUADEPUIECKON NONUHENPO-
naTtMm Npu NopdoUpPHAX ABAIOTCH MX CUMMETPUYHOCTb, MPEOONAAAHME B NPOK-
CMMQANbHbIX YACTIX KOHEYHOCTEN C nocnepyowmm nx passutmem B AUCTANbHLIX
otpenax. HapyweHus geuratensHoi doyHKLMM COHETAIOTCS C PACCTPONCTBAMM
YYBCTBMTENLHOCTM, CHMXEHMEM KOXHOM 4YBCTBUTENLHOCTM M OAHOBPEMEHHBIM
yMeHblieHneM nopora 6onesoit wyscTeutensHocTH. [lpu nporpeccuposaHmm
3060n€eBaHMs B OTCYTCTBUE HEOOXONMMOM TEPANMM PA3BMBAIOTCS MOPAXEHME
4epPEernHO-MO3roBbLIX HEPBOB, AM3APTPMA, AMCAPArus, B UCXOfe — MApe3 aua-
doparmel, MPUBORSWMI K OCTPOM AbIXATENLHOM HEROCTATOMHOCTM KOK MPOsiBie-
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HWe nopaxeHus Gnyxaatowero Hepsd. [1pu rMCTONOrMYECKOM UCCNEROBAHMM
HEPBHbIX BONOKOH OTMEYOETCA YACTMYHAS MM MOMHAS MX AEMMENMHU3ALMS,
ceasaHHas ¢ m3bbitkom AJK.

OnHuM 13 Taxensix nposiBneHuit nopdoupui sensercs nopaxerne LIHC.
Haubonee yacto 310 npossnsercs sHUedbanonatMen, CHUXKEHUEM YMCTBEHHOM
OKTUBHOCTM W MHTENNEKTA, HEOREKBATHLIM MOBEAEHMEM, HEMOTUBUPOBAHHBIM
6eCrnoKOMCTBOM, AEMNPECCUeN, FaNMOUMHALMIMM, SMUNENTUCOOPMHBIMU MPU-
NAAKAMM, OTEKOM FONOBHOrO MO3rd.

[TopaxeHne Koxu npu nopdpupuax

lNopaxeHne KOXHbIX MOKPOBOB XAPGKTEPHO AN MHOMMX cbopm nopdom-
PUM U CBI3AHO C HAKOMIEHMEM B lEPME TOKCMUYHBIX MPOMEXYTOUHBIX NPOAYK-
TOB, HAYMHAA C rMppoKcumeTMnGunaHa. KnuHuueckme CMMNTOMbI 3ABMCST OT
KOHKPETHOrO BEeIECTBA, MOryT MPOSBAATLCS MMNEPNMIMEHTALMEN M runepTpu-
XO30M, 4YACTO CBA3AHLI C NOBbILEHHOM YYBCTBUTENIbHOCTbIO K COTHEYHOMY CBETY.
OCHOBHOW MEXAHM3M MOPAXEHMS KOXM OBYCNIOBNEH OBPA30BAHMEM OKTMBHbIX
POAMKANOB M BLICBOBOXAEHMEM MENMATOPOB BOCTIANEHMS TYUYHbIMU KIETKAMM
Npu BO3REWCTBMM YNbTPACOUONETA, B PE3YNLTATE YETO MPOMCXOAMT MOBPEXHe-
HWe 6a3anbHOM MeMOpPaHbl, MPUNEralowWmMx cnoes anuMaepMUcd. Ha oTkpbITbix
YHOCTKAX KOXM PO3BMBAIOTCS siBNEHMS CDOTOAEPMATO3A: 3PUTEMA, BOMAbIPH,
MNOXO 3CXMBAIOWME IPO3NM, TPEWMHDI.

[MopaxeHne nouek npu nopdpupuax

OueHb XAPAKTEPHLIM CUMMTOMOM SBNSIETCS M3MEHeHWe LpeTd MouM. [lpu
HOKOMNEHUM MPOAYKTOB METABONM3MA MOPCPMPMHA YACTb M3 HMX BbIBORMTCS
MOYKAMM, YTO MPMBOAMT K MOSBNEHMIO KPOCHOWM MIM TEMHO-KOPUYHEBOM MOUM.
HakonneHne NUrMeHTOB B TKOHSX MOYEK BbI3bIBAET MOPCXKEHWE KAHAMbLEB, YTO
B COYETAHWMM C NMOKAMBHOW FMMOKCUEN MPU CUCTEMHOM HAPYLEHWM KPOBOCHAG-
XEHMs TKAOHEN MOXET NPMBOMTL K PAZBMTUIO OCTPOMN NOYEYHOU HEAOCTATOYHOCTH.

[MopaxeHne nevyeHnn npu nopdupmsx

NopaxeHue neueHn OBYCNOBNEHO HOKOMIEHMEM TOKCHMYHBIX MUTMEHTOB
B renatoumtax, KyndpepoBCKMX KNeTkax, MaKpPodoarax neveHu, 4to npossns-
eTC NPU3HOKAMM renatmra (6unupyburemueit, doepmeHtemment) U neveHou-
HOM HELOCTATOYHOCTbIO.

[TopaxeHne SHROKPUHHOM cUCTEMB NPU NOPPUPHUIX

M3 nopaskeHuit SHROKPUHHOM CUCTEMBI NPKM NOPAPMpPHsX HanBonee xapak-
TEPHO HapyleHWe NPORYKLUMM AHTURUYPETUYECKOTO FOPMOHA, MPOosBAsioLeecs
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BbIPCKEHHOM runoHaTpuemmen. OCHOBHBIM KTMHUYECKUM CUHIPOMOM SBNSETCS
pa3BuTHE OBWEMO3rOBOM CUMMTOMATMKM B CBA3M C OTEKOM FONIOBHOTO MO3ra.

[MopaxeHne KPOBETBOPHOMN CUMCTEMbl MPU NopdPUPHUIX

Llnkn 6rocuHTesa nopdompuHa sBasetcs NpoLeccom 0Bpa30BAHMS remd,
M3 KOTOPOro CoBMpPaETCs MONEKYNna remornobuHa, MosToMy MPM HEKOTOPbIX
NopdoMpHsX OTMEUAETCA aHEeMMs. TsaXenbie aHeMMM, CBA3AHHBIE C HEQOCTO-
TOYHbIM OBPU3OBAHMEM reMa (BPOXAEHHAS SPUTPOMO3TMYECKAs MopdompHs,
OTPABNEHME CBMHLIOM), XOPAKTEPU3YIOTCS TMMOXPOMMEN B COYETAHWUU C MO-
BbILIEHHBIM FEMONIM3OM (PETMKYNOLMTO3OM, CrNEHOMEranuen, MoBbIEHUEM
COAEPXAHMS XENUHbIX MUrMeHToB). B KOCTHOM Mo3re onpepenstotcs AM3spPU-
TPOMO33, TMNEPNNA3NS SPUTPOMAHOTO POCTKA, B KPOBM — MOMMXPOMA3MS,
6a30OUNbHAS MYHKTALMSA SPUTPOLIMTOB.

[Npu nporpeccrpoBaHmm NOPAOMPHMM K HEBPONOTMYECKOM CMMMTOMATUKE
MPUCOEAMHAIOTCS MOYEUHAS M MEYEHOUHAS HEJOCTATOYHOCTb, HAPYLIEHUS B Pa-
60Te cepAeyHO-COCYIUCTON CUCTEMDI.

CumnTombl nopghupmn:

v neuxmyeckue HOPYLWEHMS C HEBPONOTrMYECKOM CUMMTOMOTUKOM;

v’ 6onb B XMBOTE, 30MOP;

v M3MeHeHUs OKPACKM MOUM;

v’ Taxukappus;

v rUnoHaTpremms.

[Mpn HaNMUMKM TAKMX CUMNTOMOB BPAY AOMXKEH B NEPBYIO OYEPEAb 3AMNOAO-
3pUTb MOPCOUPMIO M He MPERMPUHMMATL OKTUBHBIX MEPOMPHUSTUIA, HAMPABIEH-
HbIX HO NIEYEHME TOTO WM MHOTO CMMMTOMA. DTO HaMBONEE BAXHO Y GOMbHbIX
C NOAO3PEHUEM HA XMPYPTUYECKYIO MATONOMMIO, Y KOTOPbIX SKCMNOPATUBHbIE
onepaLun AOCTOBEPHO YXYAWAIOT NporHo3. BaxHo BbinonHWT, obcnefosaHmne
HO HONMYME NOPCPUPUM RO PABBUTUS TAXKENbIX HEBPONOrMYECKMX HAPYLIEHMI,
KOTOPbIE MOTYT MPMBOANTL K HEOOPATUMBIM NAPE3AM, MHBANMAM3ALMK U AAXe
NeTanLHOMY UCXOpY.

OuvarnocTtrka

1. Onpepenetue NpoRyKTOB METAGONM3MA NOPCPMPHHA B MOYE:!

®  KQYeCTBEHHbIN TECT C PEAKTMBOM Dpnuxa no metopy YOoTcoHa—
Wsapua. Mcenepyercs ceexas nopums MOuM, MPU HAMMYMKM MOBbI-
WEHHOTO KOMUYECTBA MOPAPOBUIMHOrEHa MOYd MPUOBPETAET po-
30BO-KPACHbIM LIBET;

®  KONUYECTBEHHOE OrpefeneHne NopdPoBUNMHOreHa B Move (B HOpP-
me He 6onee 2 mr/n);

®  oBHapyxeHue Bbicokoi KoHueHTpauun AJIK.
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2. Onpepenenue npopykToB MeraGonuama nopdompuHa B kane. B Hopme
Kkonuyectso nopdpupuHos B kane He Gonee 200 Hmonb/r cyxoro seuwe-
cBa. [ToBbiweHMe YPOBHA MUTMEHTOB B MOYE MPU HOPMANBHOM WX 3HO-
YEHMM B KONE XAPOKTEPHO AN OCTPOM Mepemexatoleics nopdoupum,
yBENMUYEHME COREPXAHMS MOPCPUPHMHOB B KANE MOATBEPXACET HANMYME
BPOXAEHHOM KOMPOMOPOUPUHM MK BAPUErATHOM NOPdOUPHK.

3. Onpepenexne npopykTos cuHTe3a nopdoupmHa B nnasme. [lossonser
npoBectM AMdodPepEeHUMANbHYIO AMATHOCTHKY BPOXAEHHOM KOomponop-
dorpumn 1 BapHeraTHoi nopdomnpmu.

4. OnpepeneHue aKTMBHOCTU DEPMEHTOB!

*  NopdpOBUIMHOTEHRE3AMUHA3bI B SPUTPOLIMTAX;
*  KOMPONOPHPUPUHOrEHOKCHUAASbI B TUMADOLIMTAX;
®  NpOTONOPHOMPHUHOTEHOKCHAA3bI B MTMMCPOLIMTAX.

5. MonekynspHas anarHoctuka. MpoBOAKUTCS Y BCEX YNEHOB CEMbU BOMbHO-
O C YCTAHOBNEHHbIM AMATHO30M MOPCPMPHH.

Teyenune

Mopdoupmu ABNSIOTCA rEHETUHECKU AETEPMMHUPOBAHHBIMM, BPOXAEHHbIMM 30
GONEBAHMIMM, MOSTOMY M3nedeHne BOmbHbIX HEBO3MOXHO. OCHOBHAS Lienb Tepa-
MMM — 310 nopasneHue aktMeHOCTH cuHtesd AJTK. Yuutbisas sbipaxeHHOe MHMMEU-
TopHOe BozgeiicTame rema Ha metabonuam AJTK, nokasaHo HO3HAYEHME BBICOKMX
03 Er0 CMHTETUYECKOTO AHANOrA — APrUHATA remMa (remuH). MNMokasanms K Tepa-
MMM — KIMHAYECKAS KAPTUHA MOPOMPHM U HANMYME MOBBILIEHHOTO KONMYECTBA
MPOMEXYTOUHBIX MPOAYKTOB CUHTE3A MOPCPMPHHAL.

Cxema nevenus:

* remuH (3 mr/kr B cyTku /B KanensHo B TeueHue 47 aHeit);

e yrnesopHas Harpyska (riokosa 40 % 8 gose 1000 mn B cyTku B/B
KanensHo B Teyenne 14-28 preit);

°  3AMMMHALMS NPORYKTOB MeTaBonmama nopdompuHa (nnasmadoepes
no '/, OLUK 2-3 pasa 8 Hepenio, 7-10 ceancos, remocop6ums);

* MmeraGonuyeckas tepanms (2% uHosun 10 mn 1-2 pasa B cyTku
8/B kanensHo B TeueHne 14-28 preil);

°  CHMNTOMATMYECKAs Tepanms.

Cumnromatnueckas Tepanus CBI3OHA C KYMMPOBAHMEM MHOXECTBEHHbIX
OPraHHBIX U CMCTEMHBIX MOPAXEHUM, XAPAKTEPHBIX ANs NMOPAOUPHA, U BKIIO-
yaer B cebs TUMNOTEH3MBHbIE CPEACTBA M P-appeHoGnokatops (areHonon,
nponpatonon), yny4werne motopukmu XKT (cenHa, Hatpus nukocynbdpar),
06e36011BAHME (MECTHOS QHECTE3Ws — MPOKAWH, BynuBaKauH; oblee obes-
GONMBOHME — WHAOMETALMH, CPEHTOHMA), LEHTPAMbHLIE MPOTUBOPBOTHLIE
CPEencTea  (HEOCTUrMMHA  METMACYNbAdPAT, MPOMA3MWH), MPOTUBOCYROPOXHYIO
TEPAMNUIO LEHTPANLHOrO AeicTeus (aMasenam, knoHasenam). MNpu passutim

199



TAXENbIX MOPAXEHMIA HEPBHOW CUCTEMBI, IbIXATENbHOW CUCTEMBI, CEPREYHO-CO-
CYAMCTOM CMCTEMbI, MOYEK, MEYEHM, KOXM MOKA3AHA MHTEHCMBHAS Tepanus
B OTAENEHWUM PEAHUMALMM.

MNporuos

[NporHos nopdompmin 3aBMCHT OT YACTOTbI MPUCTYMOB, MX TAKECTH, CBOEBPE-
MEHHOCTM M QeKBATHOCTM MEMLIMHCKOM MOMOLM, NPABMNLHOCTH NPOdoMnaK-
TUdecknx meponpustuid. [NonHoe msneueHne HEBO3MOXHO.

Npodunaktuka

Mpodounaktika sakmoyaetcs B obecneyeHnt MAKCMMANbHOM 3QLWMTbI OT
BO3AEMCTBMS CONMHEUHbIX Ny4yei. HeobxognMmo naberath ronogaHms, MHAPEKLmi
(eupycHbie renatutel, LIMB, BMY), npuema ankorons; MCKOUMTL MCMOMb30BA-
Hne HIBC, 6apburypatos, pspa aHtMbMOTMKOB. [lokasaHbl ropMoHanbHaAs
PErynsums MEHCTPYQnbHOTO LMKNG, MPOdPMNAKTMKA M MIGHUPOBAHME Bepe-
MEHHOCTU. BaXHbIM NpEeACTaBnaeTcs paHHAS MONEKYNSPHAS AMATHOCTUKA HOCK-
TEeNnbCTBA reHOB NOPAPMPUI Y AETEN U POACTBEHHUKOB B CEMbAX BOMbHBIX C MOf-
TBEPXAEHHbLIM AMArHO30M.
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12. [EMOPPATMYECKUE
IMATE3b

12.1. lNatonorus cocypucroro remocrasa

Kak npasuno, Bbissnsercs npu MaMEHEHMIX COCYAOB HEGOMbLIOTO AMAMETPA
M XAPOKTEPU3YETCA NOKAMLHOM KPOBOTOUMBOCTLIO (HOCOBbIE, XKEMYAOUHO-KHULIEY-
Hble, Nero4vyHoie KpOBOTe“IeHMﬂ). ﬂpM 3TOM 4YACTO He BbLIABNAETCA CUCTEMHbBIX HO-
PYWeHHH TPOMBOLMTAPHOrO M MiasMeHHoro remocrasa. HanBonee uactbie
3060NeBAHMS, XQPAKTEPUIYIOWMECS AAHHBIM TUMOM KPOBOTOYMBOCTM, — 3TO
HOCNEACTBEHHAsS reMopparuyeckas Teneaxrakrasus (Gonests Pango—Ocne-
pa), cuHppom nepca—Lannoca, cuiapom Kasabaxa—Mepputr, aprepuo-
BEHO3HbIE LWYHTbI.

BonesHb Panpio—Ocnepa

Bonestb Pangio—Ocnepa (HacnenctseHHas reMopparMyeckas TeneaHru-
3KTA3MS, reMOPPArMYECKMin AHIMOMATO3) MMEET CEMENHBIN XapakTep 3abone-
BOHMS, B OCHOBE KOTOPOTO NEXMT HEMOMHOLEHHOCTb COCYAMCTOrO SHAOTENMS,
B PE3yNbTATe Yero HA PA3HbIX YYACTKAX KOXM M CNU3UCTbIX 0BONOYKax ry6,
pTA, BO BHYTPEHHMX OPraHAX OBPA3YIOTCS MHOXECTBEHHbIE QHTMOMbI M Te-
neaHruaktasmu. [lepepaercs Mo OyTOCOMHO-BOMMHOHTHOMY TWMy, 4ACTOTA
Bctpedaemoctn 1:5000 uenosek. KnuHuueckas KapTMHa xapakrepuayercs
NoKanbHeIMK KposoTedeHuamn (8 60 % cnydaes — HOCOBBIMM), KOTOpble HO-
CTYMNQIOT COMOCTOSITENLHO MW MPU HE3HAUYUTENbHBIX MOBPEXAEHMAX, BUAMMbIMM
npu cneumansHoOM o6CnefoBaHMM (BPOHXOCKOMMS, PUHOCKOMMS) M3MEHEHMUSIMM
COCYROB M OTCYTCTBUEM M3MEHEHMIM B CHCTEME FrEMOCTA3A.

IleueHne cBasaHO c oBecrneyeHMEM MECTHOro reMocTasd (TAMMOHAAd,
COCYROCYXMBAIOWME CPEACTBA), MPUMEHEHMEM MPENAPATOB, YMyHWAIOWMX
CBEPTLIBAEMOCTb KPOBM (TPAHEKCAMOBAS KMCNOTA, STAM3MIAT, GMWHOKAMPO-
HOBQS KMCMOTA, MEHOMOH), MECTHbIX SMUTENU3UPYIOWMX U PEreHepupyioLmx
cpencte. [Tpn THKENOM TeYeHMM 3a6ONEBAHMS (YaCTble OBMIbHbIE KPOBOTEYE-
HMS, COMPOBOXAQIOWMECH CUCTEMHBIMM HAPYLEHUAMM FEMOCTA3A U PASBUTUEM
QHEMMM) MUCTONb3YIOTCA NA3EPHAs MM KPMORECTPYKLMS, XMPYPruieckoe yaa-
neHue NoKANLHOro o4ara.
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CuHppom Dnepca—/[lannoca

370 reTeporeHHas rpynna HACNEACTBEHHbIX 30GONEBAHMN COEAMHMUTENBHOM
TKOHM, B OCHOBE KOTOPbIX NEXMT HEOCTATOMHOE PA3BMTUE KOMNArEHOBBIX CTPYK-
TYP B PQA3AMYHBIX CUCTEMOX OPraHM3MA, XAPAKTEPMYIOWEECs PACTIKMMOCTBIO
KOXM, PA3BONTAHHOCTBIO CyCTABOB, MIOXMUM 3CKMBNIEHUEM PAH, PA3PbIBAMM Ck-
3UCTBIX M KOXM (YOCTbIE PAHbI), remopparuiyeckum amaresom. Y GombHbIX nerko
BO3HMKQIIOT SKXUMO3bl, KPOBOMOATEKM, FEMATOMbI PASNIMYHOM NoKanM3aLmu. Bos-
MO>XHbI KPOBOTEYEHMS M3 ECEH, XENyJOYHO-KMILIEYHbIE M MATOYHbIE KPOBOTEYE-
HMSI, NPM 3TOM NOKA3ATENM CBEPTLIBAEMOCTM KPOBM, KOK MPABMIO, HE M3MEHEHSI.

[IMarHos ycTaHQBAMBAIOT HO OCHOBOHMM GHOMHECTUYECKMX CBEAEHMI (3a-
IEPXKA MOTOPHOTO PA3BUTHS, MNOXAS 3CKMBASEMOCTb PAH, BbIBUXM CyCTABOB),
XAPOKTEPHOM KIMHUYECKOM KAPTUHBI (FUMEP3NACTUYHOCTL M XPYMKOCTb KOXH,
TMNEPMOBUNLHOCTL CYCTOBOB B COYETAHMM C NATONOrMEH CEPALd, CKNOHHOCTb
K KPOBOTEYEHMSM M SKXMMO3AM M AiP.).

[levenne. Cneumndpnueckie metofbl neveHus He paspaGotaksl. Mcnonbay-
IOTCS CUMMTOMATUYECKAS TEPANMS, MECTHbIN FTEMOCTA3, XMPYPrUYECKOe NeveHHe.

Cunapom Kazabaxa—Mepputr

Cunppom Kasabaxa—MeppHTT — conUTapHAs reMaHrMoMa C TPOM-
GoLMTONEHNEN M HAPYWEHMEM KOArynsuMOHHOro remoctasa. Yawe scero
NPOSBNSETCS Yy AETEM FPYAHOrO BO3PACTA, MPU 3TOM HAGMIOAAETCS OfHA WM
HECKONbKO QHMMOM (COCYAMCTBIX OMyxonem) HA KOXe WM BHYTPEHHUX Opra-
Hax. KpoBoTouMBOCTb MOXET MPOSBNATLCS B BMAE KPOBOW3NMSHMIA MOA KOXY,
KPOBOTEYEHMIA M3 CIUBUCTBIX, KEMYAOYHO-KUILIEYHBIM KPOBOTEYEHUEM, KPOBOMS-
NUAHMSIMM B FOMOBHOW MO3M WMIM CUCTEMHBIM FEMOPPArMYECKUM CHMHAPOMOM,
casaHHbiM ¢ [IBC-cuHppomom.

[IMarHoCcTKa OCHOBAHA HA HAMMYUM IOKANLHOM FEMAHTMOMbI B COMETAHMM
C TPOMBOLMTONEHNEN, HOPYIWEHUEM NIA3MEHHOTO FEMOCTA3A M XAPAKTEPHOI
KIMHUYECKOM KAPTUHO (ReBIOTUPYET y AeTe rPyRHOrO BO3PACTA, MMEET BO-
HOOGPA3HOE TeYeHMe).

[NaToreHeT4eckoe neveHne CBI3AHO C XMPYPrYECKMM YACNEHMEM COCY-
AWCTOM OMYXONK, MPU HEBO3MOXHOCTH KOTOPOTO MOXHO MPOBECTU 3MEoNN3aa-
LMIO MU NYYEBYIO TEPAMMIO B COYETAHUM MMIOKOKOPTUKOMAAMM.

12.2. [emopparuyeckuii Backynmt
(6onests LenneHa—IleHoxa)

[NaHHoe 3a6oneBaHne npenctaenseT coboi acenTMyeckoe BOCNANEHUe Cre-
HOK MMKPOCOCY[IOB CO MHOXECTBEHHbBIM MMKPOTPOMOOOOPA3OBAHKMEM, MOPC-
XKQIOWMM COCYRbI KOXM U BHYTPEHHWUX OPraHOB (4alLLe BCEro Novek 1 KMWEUHUKA).
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DTtnonorus

Smmonoruyeckue doaKTOPb BKNIOHAIOT MHADEKLMM, MPHUBUBKM, XPOHUUECKYIO
MHJPeKLMIO, annepruyeckme Peakumm, YKyCbl HOCEKOMbIX, MAPA3UTOPHbIE MH-
dbekumMM, NepeoxnaxaeHne, oUsnIeckme M SMOLMOHAbHBIE NEPErpy3kM.

[MaToreHes

MNatoreHes 3a6onesaHMs CBI3AH C MOABNEHMEM LMPKYNMPYIOWMX UMMYH-
HbIX KOMMIEKCOB, BO3REHCTBYIOWMX HO SHROTENUH, TPOMBOUMTAPHBIA M NNas-
MEHHBIN FeMOCTa3, B PE3ymnbTaTe Yero PAasBUBAIOTCS MOBPEXAEHUE CTEHKW Mer-
KMX COCYAOB C OOPMMPOBAHUEM MUKPOTPOMBO3OB M MUKPOHEKPO3OB TKAHEV
B MOPOXEHHbIX YYOACTKOX C PO3BMTMEM HOPYLEHMS BCEX 3BEHLEB FEMOCTA3A
oty go ABC-curppoma (puc. 12.1).

Knunuka

Kannnueckmne ghopmel remopparnyeckoro BackyAmta:

V' KOXHQ$ (KOXHBI FeMOpPArkyeckmii CMHAPOM; cM. puc. 9.5);

v KOXHO-OBROMUHANLHAS (KOXHbINA TEMOPPATMYECcKMi CURAPOM + aBpo-
MMHQANbHBIA CUHAPOM: NPUXOAALAS HENOKANM3OBAHHAS 6ONb, NMXOPAf-
Ka, NeMKoumTos);

v KOXHO-CYCTOBHAS (KOXHbIA rEeMOPPArMYECKMi CMHAPOM + CYCTOBHOV
CUHAPOM: MUrpupytowas Gonb, cybdoebpunurert);

v/ KOXHO-TIOUEUHQS, MOMEUHAS (KOXHBIA FEeMOPPArMYEcKUi CHHPOM +
MOYEUHbIA CUHAPOM: TeMaTypus, LMIMHAPYPUS, MHOTAA HedopoTMyec-
KUM CHHAPOM);

v MONMOPraHHble, CMeWaHHble dOOPMbI (KOXKHBIA FEMOPPATUYECKUA CHH-
npom c BoeneveHnem cocypos nerkux, LIHC, meHuHreansHsix o6ono-
yek, cepaual.

Kaaccudprxauns remopparnieckoro BacKyAMTa no crerieHM TSKeCTH:
v’ nerkas (MMHMMaNLHOS) CTeneHb: obliee COCTOSHME HAPYWEHO Mo,
TEMMepaTypa Tena HOPMAnbHAs MK cybdoebpunbHas, remopparmnyec-

LMK

[ BaCKYyJIUT T[ runeparperanysa TpOM6OLlMTOB ] [ FMHepKO&Fy}THLlMOHHb[ﬂ CHUHIIpOM ]

l /
[HEKPOB CTEHOK COCyZ[OB]

PUC. 12.1. MNatoreHes paseutis reMoppArMieckoro BacKynmra.
LIMK — unpkynnpyiowme MMMyHHbIE KOMMNEKCHI
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KMe BbICBINOHMA HO KOXE KOHEYHOCTeM, npexopswas 6onb B CycTaBaX,
MHOTAA — B MbIWLIAX; AOAOMMHANbBHBIM M MOYEUHbIA CUHAPOMbI OTCYT-
CTBYIOT;

v’ cpenHss cTeneHb: obliee COCTOSHUE CPEfHei TIXECTH, TeMnepaTypa
Tena nossiweHa go 38 °C, BhIpaXeH KOXHbIA M/MNK CyCTOBHOM CHH-
[POM CO BCEMMW MPU3HAKAMM BOCMANEHMS; ABAOMMHANbHBIA CUHAPOM
(TowHoTa, pBoTa, GOMb B XMBOTE, y4dAlEHWE CTyna); U3ONMPOBAHHbIM
MOYEBOM CUHAPOM;

v/ TAXenas CTeneHb: COCTOAHMUE TAXENOoe, XAnobbl HO rONOBHYIO 60Mb, CNIC-
60CTb, TOWHOTY, MOXET ObiTb MHOFOKPATHAS PBOTA C KPOBbIO, YOCTbINA
CTYn; BbLIPCKEH CYCTOBHOM, GOQOMMHANbHLIA M MOYEUHbIM CMHAPOMbI;
KOXHbIM CUHAPOM HOCMUT CIMBHOM, HEKPOTMYECKMIM XAPAKTEP; BO3MOX-
Hbl CEPAEYHO-COCYANCTbIE PACCTPOMCTBA, MOPAXEHME LEHTPANbHOM
1 nepudoeprUIecKkoi HEPBHOM CUCTEMbI.

Kaaccuehmkauns remopparn4eckoro BaCKyAMTa 1o Te4eHmIo:
octpoe (go 2 Mmec.);
v’ nopoctpoe (2-6 Mec.);
v’ xpohuueckoe (> 6 Mec.): peako peumamempytouee TedeHme (1 pas
B rog), yacto peumansmupytowee (3 pasa B rop), HeNpPepsIBHO peunan-
BUpYIOLee (exemecsyHo).

OvarHocTtuka

bonesHb LenneitHo—TIeHoxa sBnseTcs AMArHO30OM WMCKMIOUEHMS, KOTOPbIN
OCHOBOH HO XAPAKTEPHOW KNMHUYECKOM KAPTMHE B COYETAHMM C nabopaTop-
HbIMM U3MEHEHMAMM, KOPPENUPYIOIMMMU C THXECTLIO TEYEHWUs 30OONEBAHMS.
HeobxonMMo NOMHWTL, 4TO B 06A3ATENLHOM MOPSAKE HOAO MPOBOAMTL AMd-
doepeHUManbHYO AMArHOCTUKY C TAKMMM 3060NEBAHMAMM, KOK OYTOUMMYHHbIE
M UMMYHOKOMIEKCHble 3060NEBAHMS, FEMOCMAEPO3bl KOXM, HACNEACTBEHHbIe
1 NproBpeTeHHble BA3ONATUM, MHAPEKLMOHHBIE M OMYyXOmNeBble 3060NEBAHMS.

Neyenne

eyeHne reMopparnyeckoro BACKyIMTA 30BUCHT OT KITMHMYECKOH POPMSI,
TAXECTU U TeueHUs 3060NeBaHMs.

B craHpaptHoe neveHue BXOPAT MOCTENbHbIM PEXMM, AMeTa (orpaHuue-
HME XMPHOrO, XAPEHOro, MPMNPAB, CAXAPA M T. M. U NEKAPCTBEHHbe Cpef-
ctea. CTaproBas Tepanus BKMIOYAET MPUMEHEHME AEe3arperaHToB, HAMPaB-
NEHHbIX HA MPEeoTBPAlleHHe TPOMGOOBPA3OBAHMS (AMMMPMAAMON BHYTPb MO
25-75 mr 2-3 pasa B cytku, neHtokcudomnnmH /8 unun BHyTps no 200—
400 mr 2-3 pasa B cyTku unm knonuporpen 75 mr 1 pas B cytkn — gnu-
tensHo), HMBC (anknodperak Hatpus 50-150 mr 8 cyTky, pasgeneHtex Ha
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2-3 npuema, BHYTPb MnM napeHtepansHo, MbynpodpeH BHyTpb no 400-
600 mr 3-4 pasa B cytku B Teverne 14 pHen).

HononHutensHoe neYeHne MCromMb3yeTCs NPU TIXENbIX OCTPLIX M PELIMANBH-
pytowmx doopmax Goneshun Lennenna—IeHoxa. OcHoeHas TakTMKa Hanpas-
neHa Ha npodomnaktuky M nedexne [ABC-cunapoma, ynyuweHune mukpoump-
Kynsumm, NpodoMnaKTHKY MOYEYHOM HEROCTATOYHOCTM M cencuca. [ng atoro
ncnonsaytot renaput (1000 E[l/4 8/B ¢ nomowsto MHpy3oMaTa nog KOHTPO-
nem AYTB), uHdoysmoHHylO Tepanuio, aHTMEAKTEPUANbHLIE M MPOTUBOBUPYC-
Hble NPEenapaThl (SMIMPUIECKH), AHTUIUCTAMMHHBIE MPENAPATI.

MNpn PesnCTEHTHOM M MpPOrpeccupylolemM TeueHUM 3a60neBaHns pPaspa-
GOTAH ANrOPUTM ANBTEPHATUBHOTO NEYEHMS, B KOTOPbIA BXORST MMIOKOKOPTUKO-
WAbl (npepHMsonoH eHyTps 1 mr/kr/cyt B Tevenne 14-21 pHa ¢ nocteneHHoM
OTMEHOM; nynbc-Tepanus metunnpepHusonoHom B/ 500-1500 mr/cyt (He
Gonee 2 r) B TeyeHne 3 pHer). B kauectse cnepyiowero stana tepanuu, npm
HEeadPPEKTUBHOCTM TOPMOHAMBHOM TEPANMM, MPUMEHSIOT LIMTOCTATUYECKHE
npenaparsl (suHkpuctud 1,5 mr/m? 8/8 1 pas B Hepento, 3-5 BeepeHuit;
umknodpocchamnp 200 mr/m? 1 pas B Hepento B/B mnu BHYTPb, 3-5 BBene-
Huit; mepkantonypuH 20 Mr/m2/cyt sHyTpb B Tesenune 3-5 Hen.). [ns ynane-
HUS LUMPKYNHPYIOWMX UMMYHHBIX KOMMIEKCOB MPKU PELMAMBUAPYIOWNUX OOPMAX
reMoppParMyeckoro BACKYNMTA OMPABACGHO MCMOMb3OBAHME MasMadoepesd
(samera 30-70% obbema umpkynupytoweit nnasmsl), nepssie 3—-4 ceaHca
eXefHeBHO, fanee C nepepbiBom 1-3 AHs.

12.3. Tpombouuronatus

TpombGouuTonarum MoryT GbiTb KOK HOCTIEACTBEHHbIE, TAK M MPUOBPETEHHbIE
(npu nedouumte BuTammuHa B.,, unHre, ypemmn, Gonesnsx nedenn, IBC-cuu-
[POMe, MACCHBHBIX TPAHCAy3nsx, HapylweHun obpasosatms npu MOC, mue-
nonponudoepaTMBHbIX 30601EBAHMAX, BIOKARE NAPANPOTEMHAMM U Ap.).

OuarnocTtuka

OnarHos TpoMBOLMTONATHM CTABUTCA HO OCHOBOHWM METEXMANbHO-MATHMC-
TOro TMNA KPOBOTOUMBOCTM NMPU HopmanbHbix nokasarensx [1TB, AYTB, TB, dou-
BpHUHOreHa, HOPMALHOM MM HE3HAUMTENBHO CHUXEHHOM YMCNe TPOMBOLIUTOB
(> 20 000/mkn) u HapyweHnn arperaumm Tpomboumtos. dudbdpeperumans-
HbI AMATHO3 TPOMBOLMTOMATMI MPOBOAMTCA MO PASHMLE B PEAKLMM Arpera-
UMK TPOMBOLMTOB C PA3NMuHbIMKM akTueatopamu (rabn. 12.1), no Hannumio
WK OTCYTCTBMIO BTOPOW BOMHbI arperaumu. [ns NOHUMAHMS AMATHOCTUHECKMX
BO3MOXHOCTE METOfA QrperatorpamMbl HEOGXOAMMO 3HATb CTPOEHME MEM-
6paHsl TpomGounta (cm. puc. 8.1).



TAB/INLLA 12.1. MokasaTenu arperarorpamMmel Mpv PAsnmnyHbIx TOOMOOLUTONATAIX

Peakuunsg c aktmsaropamm arperaumm

3abonesanune
Hedbext peuentopa la konnarexa N -/ N
Hedbexr peuentopa b vWF N N -/

(cnrapom Beprapa—Cynse)

Dedpext peuentopos llb-llla dnbpurorera - - N
(rpom6actenms MmaHumaHHa)

[edbekt nyna xpanerus (aecbmumt sewectsa -/ -/ N
rpanyn). Onpepensetcs no oTcyTCTBUIO
TONLKO BTOPOM BOMHbI Arperaumu

N — Hopma; -/ — oTcyTcTBue/CHMXeHMe arperaumm.

Neyenne

INeuenne TpombouMTONATHIT B OCHOBHOM CUMMTOMATMYECKOE: OPraHM3a-
UM PEXMMA, AMETA, MECTHAS Tepanus (TAOMNOHAAA C PACTBOPOM e-OMMHOKAT-
POHOBOM KMCMOTb, CPEACTBA, YCMNMBAIOWME COKPATUTENbHYIO CMOCOBHOCTb
MOTKM, M ApP.), 30MECTUTENbHAS TEPANUs FOHOPCKUMM TpoMmGouutamu (npu
reMoOppPArMieckoM CUHAPOME), HO3HAYEHWE MPEnapaToB, CTAGUAM3MPYIOLWMX
Cryctok (MHrMGMTOpLI MPOTEds, &-OMMHOKAMPOHOBAS KMCNOTA, QAMPOTUHMH),
MHMUMGUTOPOB PUBPHUHONM3A (TPAHEKCAMOBAS KMCNOTA), 3TAM3MNATA, KOTOPbI
0o6napaeT AHTUrMANyPOHUAA3HON AKTMBHOCTBIO M YBENUYMBAET CKOPOCTh OBPa-
30BAHMS NMEPBUYHOrO TPOMOA.

12.4. VIMMyHHas TpoMbouuToneHus

T (MMMyHHOS TPOMBOLIMTONEHMS, MAMONATUYECKAS TPOMBOLMTOMNEHM-
yeckas nypnypa, GonesHb Bepnbrodpa) — mMMMyHoomnocpenosaHHoe 3a6o-
NeBaHME, XAPAKTEPU3YIOWEECs MOBLILEHHBIM PA3PYLEHUEM W HAPYLEHWEM
NPORYKLMM TPOMBOLIMTOB, COMPOBOXACIOWEECS TPAH3UTOPHBIM MK MEPCUCTH-
PYIOWMM CHUXeHUEM uncna Tpombouutos go meHee 100 000/mkn. Tepmun
«MaMonNaATUYECKas TPOMBOLMTONEHUYECKAS MYPyPa» PEKOMEHAOBAHO UCKTIO-
4uTb M3 ynotpebnenus, a abbpesuarypy MTIT cneayer npumersts ans o6o3sHa-
YEHWS UMMYHHOM TPOMBOLMTONEHMM.

Knunuka

KanHnueckne ¢popmpr UTI:
v’ octpas (cpok 3a6onesaHus < 3 mec.);
v" nopoctpas (3-12 mec.);
v’ xponuueckas (> 12 mec.).
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Crenenu tsxectn UTI:

V' nerkas cpopma: TpomGoumTonenms > 20 000/mkn, orcyTcTene KpoBO-
TOUMBOCTH;

v’ cpenHeit Taxectn: TpomBouuTonenms > 20 000/mMkn, netexuansHele
BbICBIMAHMS (HWXKHSIS MOMOBMHA Tena);

v’ 1axenas cpopma: Tpombouutonenus < 20 000/mkn, netexuansHbie
BLICLINAHMS (BEPXHSS MONOBMHA TeNa), KPOBOW3MUAHMS B >KM3HEHHO
BODKHbIE OPTQHbI MM KPOBOTEYEHMS (XPOHMUYECKME MEPCUCTUPYIOLME,
OCTpble MACCHBHbIE).

OuarnocTtuka

Ons pmarnoctukn MTTT HeoBxopnMbI Ciepytowme KpUTEpUM: TPOMGOLMTO-
nexus meHee 100 000/Mkn; HopmanbHble PA3MEPbI CENE3EHKM; UCKIOYEHNE
CHUCTEMHbIX 3060NEBAHMIA KPOBM; UCKNIOYEHUE BUPYCHBIX MHADEKLMIA (renaTuTsl
B u C, BMY), cuctemHbix 3060n€BAHMA COEAMHUTENBHOM TKAHU; HONUYME MEra-
kapuoumTosa (puc. 12.2) B KOCTHOM MO3re, pexe — MerakapuoLMTONeH!H,
HanM4YMe MenKMX OFHOAREPHbIX (POPM METaKAPUOLIMTOB C HOPYIEHUEM OTWHY-
posku Tpomboumtos (puc. 12.3); nccneposaHmue AHTUTPOMEOLIMTAPHBIX QHTH-
Ten (AN AMArHOCTMKM AYTOMMMYHHOTO npoLecca Heobxoanumo Gonee 200 %).

Puc. 12.2. Mukpockonuueckuit
npenapar cpesa Tpenao6uonTata
KocTHoro mosra. MerakapmoumTos
B KOCTHOM MO3re

Puc. 12.3. Mukpockonuueckuit
Npenapar Maska KOCTHOTO MOSTd.

Menkue dpopmsl MerakapuoumTos ¢ O’ )

HOPYWEHUEM OTIIHYPOBKM TPOMBO-
unToB



Neuenune

Mpu konudectse Tpomboumntos Gonee 50 000/mkn 1 HeocTpoit chopme
3a60neBaHus NeyYeHue, Kak Npasmno, He Tpebyercs.

Mpw nerkoit dpopme MPOBORNTCS CUMNTOMATMYECKOE NIEYEHME.

Mpu croiikom cHuxeHun Tpombountos Huxe 50 000/mkn, npu Hanuumm
KIMHUYECKMX NPOSBNEHNI 3060NEBAHMS NOCNEROBATENLHO NPUMEHSIOT ClIEAYIO-
WMe MeTofbl:

v’ ropmoHoTepanus: AnMTensHas Tepanus (3 Hed.) NPEmHM3ONOHOM

BHYTPb | Mr/Kr B CyTKM C MOCTENeHHbIM CHuXeHWem Ha 5 Mr 1 pas
B 3 AHA; nynsc-repanus metmnnpenHusonoHom 5—10 mr/kr B cytku B/B
KanensHo B TedyeHne 3-5 gHew;

v\ crneHskToMMs MK putykeumab 375 mr/m? 8/B meaneHHo uxdpysoma-
ToM 30 6-8 4 c npemeanKaumen NPeaHM3ONOHOM MU QHTUMMCTAMMUH-
HbIMK Npenapatamu 1 pas B Hepento, 4 BBefeHus;

v ummyHorno6ynuH uenosedeckuit 400-1000 mr/kr /B kanensHo & Te-
yeHne 3-5 OHel ¢ nocnepyiowWwen CNNeHIKTOMUEN (Mpu TIXENOM TPOM-
GOLMTONEHNU U TEMOPPATUIECKOM CHMHAPOME);

v CMHTETMYECKME QHANOTM TPOMBGOMO3TMHA  (ANMTENbHO, MOHMTOPMHT
TpomGouunTos 1 pas B HERENIO C KOPPEKLMEN AO3bl, OTMEHA MPU YPOB-
He Tpomboumtos > 400 000/mkn): pomunnoctum 1 mkr/kr n/x 1 pas
B Hepenio, anTpombonar 50 Mr BHYTPb eXEeRHEBHO.

Mporxos

3abonesaHne npu ocTPoOi PopMe MONHOCTLIO M3NEYUMO (BTUTENLHAS MOTT-
Has pemuccus) B 80% cnydaes. XpoHuueckune doopMbl HYXXACKOTCS B MOXM3-
HEHHOM CMMNTOMATMYECKOM Tepanmu, NPOdOUIAKTMKE CHUKEHMS YUCTA TPOM-
6oumntos po menee 50 000/ mkn.

12.5. TpomboTtnyeckas TpoMGOLUTONEHUYECKAS
nypnypa

Tpombortnueckas TpombouuToneHudeckas nyprnypa (GonesHs Mouwkosu-
ua, TTM) — TpoMGouUTONEHMS C XAPAKTEPHBIM FEMOPPArMYECKUM CUHAPO-
MOM B CBAi3U C PE3KMM MOBbILIEHUEM ArPEraLmmu TPOMBOLMTOB C 0BPA3OBAHM-
eM TPOMBOLMTAPHbIX TPOMGOB, cocToswmx 13 TpomGoumtos n VWF, B menkmx
cocynax GoMblUMHCTBA OPTaHOB.

DTMONOrus M natoreHes

Boipensior HacnencteeHHyio M npuobpetentyto doopmsl TIT1. MNatorenes
3a6onesaHus CBI3aH ¢ HepoctatouHocTbio dpepmerta ADAMTS-13, ymetblua-
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towero pasmepsl Mynstumepos VWF nocpenctsom ux pacuennenus, B pesyrb-
TATE YEro MACCHBHbIE MOMEKYIbl PE3KO OKTUBUPYIOT GArE3MIO M Arperaumio
Tpom6Goumtos. [Mpu HacnepcteenHoi doopme pedomumt ADAMTS-13  sbissaH
myTauueit rexa. [MpruobpeteHHas (ManonaTuyeckas, Npu AyTOUMMYHHbIX 3060-
NEBAHMSX, 3MOKAYECTBEHHbIX OMYXONsX, CBA3AHHAS C BEPEMEHHOCTbIO, Nekap-
cteenHas, nocne TKM, apyrve doopmsi) TTIT xapakrepusyetcs o6pasosaHmem
aHTUTEn K aToMy doepmeHTy. Bo Bcex crydasx XapakTepHbiM NPM3HAKOM 3a60-
NEeBAHMs SBNSETCS CHUXeHWe yposHs aktmeHoctt ADAMTS-13 < 5%.

Knuuunka v guarsoctuka

Mpw TTTT y nouMeHTOB OTCYTCTBYIOT CrieundoMIecKre KNMHUYECKUE CUMNTO-
mbl. 3a6onesaHue PA3BMBAETCS, KAK MPABMNO, BHE3AMHO HA CPOHE MOMHOrO
3AOPOBbA, YACTO MOCTE FPUMNONOAOGHOrO CHHAPOMA. Bhipensior xapakrepHyio
MNEHTaAY MPU3HAKOB:

1) Tpombouutonenms (100 %), yacto menee 30 000/mkn ¢ knaccuuec-

KMM TPOMBOLIMTOMEHMYECKMM reMOPPArMYECKMM CUHAPOMOM;

2) MukpoaHruonatmyeckas remonutnyeckas ademus (100%): pertuky-
MOLMTO3, WKCTOLMTO3, HEMPSMAs TMNepBunMpyOuHemMms, MoBbilueHKe
aktmeHoctn JIAIT, cHuXeHMe ranTornoGmMHa ChIBOPOTKM, OTPULIATENLHAS
npo6a Kymbea;

3) Hesponoruyeckue Hapywenus (60-90%): HapyweHne cosHaHMs, ro-
noBHas 60Mb, CYROPOTM, MCUXUYECKME HAPYLIEHMS, OYATOBAS CHMMMTO-
MOTHKQ;

4) nopaxetue nouek (40-95%): Mukporematypus, NpoTeMHypws, NOBbI-
WeHWe KPeaTMHUHA, UMIMHAPYPHS;

5) nuxopapka (25-60%).

Teyenune

Basucras tepanus TTT (Heo6xopmnmo HauaTt neverue B nepssie CyTku 60-

nesHu):

v nnasmacpepes B obbeme 40-60 mn/kr 8 cytku (2-4 n);

v NnasmoobmeH C 3aMelieHMemM CBeXe3amopoxeHHol nnaamoi (C3MM)
unu kpuocynepHatantHoi 25-30 mn/kr B cyTku;

V' rniokokopTMkomas! (MpeaHnaonoH 1-2 mr/kr B TeueHue 3 Hefl. C nocte-
MEHHOM OTMEHOW WMIM MyNbC-TEPANUS METUNNPERHM3oNnoHom 1 B/ B
TeyeHne 3 pHen);

v GHTUTPOMBOLMTAPHbIE AreHTsl (1e3arperaHTl) TONbKO BHYTPb: HM3KMeE
fO3bl aueTMncanuumMnoBon kucnotsl (75-375 mr/cyt), aunupupamon
(25-75 mr 3-6 pas 8 cytku), nentokeudomnamu (100-400 mr 2 pasa
B CyTKM), ecnu konnyectso Tpombouutos Gonbwe 50 000/ mkn.
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leyeHune pesucreHTHOTO TeueHus 3a60neBaHMs TPpeByeT HO3HAYEHUS UM-
MYHOCYNPECCHBHOM MU LIMTOCTOTUYECKOH TEPANWUU: BUHKPUCTMH 1 Mr B/B
ctpyiHo 4 pasa B Hepeno; umknodpocchamup 200 Mr B CyTku BHYTPb MM
B/B €XEAHEBHO [NMUTENLHO O PA3BUTUS LMTONEHMM; LmKnocropuH A (B kancy-
nax no 25 mr) no 3-6 mr/kr/cyt pnutensHo; putykeumab 375 mr/m? 8/s
MeaneHHo MHdpysomatom 3a 6—8 4 ¢ npemepnKaUMER NMPERHU3ONOHOM MK
QHTUMUCTAMUHHBIMW NPENAPATaMM ORHOKPATHO.

[NporHos

MporHos 3060neBaHMS 3ABMCHT OT CBOEBPEMEHHOCTU M QJEKBATHOCTU Te-
panuu, Npu OTCyTCTBUM TAKOBOW netansHocTs npuénmxaercs k 100 %. Mpume-
HEHME YKA3QHHOTO ANrOPUTMA NEYEHMs MO3BONSET NOBMTLCS BbIHOPOBNEHMS
y 70-90% 6onbHbix.

12.6. [emodpunus

Femodounun A, B, C — Kkak npasuno, HOCNEACTBEHHbIE HAPYWEHUS CBEpP-
ThIBOHMSI, CBA3CHHBIE C NATONOTMEN rEHA, KORMPYIOWEro OaKTOPLI BHYTPEHHErO
MyTH MNA3MEHHOO reMocTasa.

Snupemmnonorms

Yacrora remodounmmn A — 1 cnyuait Ha 10 000 uenosek (7500 Gonb-
Hbix B Poccuu), remodpunun B — 1 na 50 000 uenosek. Cpeam Bcex remo-
dounmit remodounms C cocrasnsier MeHee 5 %.

DTtnonorus

lemodpunun A m B — HapyweHne reHa gnuHHOro nneda X-XpOMOCOMbI
(6onetor nuua Myxckoro nona). Femodomnus C CBI3AHA C PA3NMYHBIMKM CHO-
MOTUMM TEHA, KOTOPbINA NOKANM3O0BAH B XPOMOCOMe 4 (6oNnetoT 1 MyXumHbl,
M XEHWMHbI; 3a60NeBaHMe PACNPOCTPAHEHO CPEfM EBPEEB-ALIKEHA3M).

Knuuuka

Knunnueckne nposenenmns remodpunmii A m B cessaHsl ¢ Taxectbio 3a60-
NEBAHMA, NPU TAXenoi dpopme NeGIOTUPYIOT B MHTPAHATAMbHLIA NEPUO, KOT-
[a BO BPEMs MPOXOXAEHMs Yepes eCTeCTBEHHbIE MOMOBbIE MyTH PA3BMBAETCS
kedoanorematoma. fpkas MaHudpectaums remodomnuu Habniopaetcs npw
YBENMYEHWUN MOJBMXKHOCTU NOCNe MONYroad XMu3Hu, KOrAad pebeHok HauMHaeT
cupeTtb, BCTABATH, NAAATh M yaapstees. [emodpunms C yawe scero npotekaet
6EeCCHMNTOMHO M BbISBNSETCS CNYYAMHO MPW OHANM3E CBEPTLIBAEMOCTU KPOBM.
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CnoHTaHHbIE KPOBOTEYEHMS OTCYTCTBYIOT MM HE3HAUMTENbHDI; YACTO MPOSBASET-
CA B BU[E MOBbILEHHON KPOBOTOUUBOCTM BO BPEMS OMEepaLMii U B MOCNEPOROBOM
nepwmop.

KnuHnueckas kapTMHQ XOpPAKTEPU3YETCs FEMATOMHbIM TMMOM KPOBOTOUM-
BOCTU: MATKOTKGHHbIE FEMATOMbI (MEXMbILIEYHbIE, 3ABGPIOWMHHBIE), remapTpo-
3bl, SKXMMO3bl, HOCOBbIE, IECHEBbIE KPOBOTEUEHMS, PEXE — XKENYAOYHO-KMLIEY-
Hble KPOBOTEYEHMS.

Knaccndpukaums remodomnmm no creneHu Taxectu ykasaHa s 1aén. 12.2.

OuarHocTtuka

CBs3aHA C BbISIBIEHUEM OMUCAHHbBIX BbIlIE AHOMHECTUYECKMX AAHHBIX, HO-
nMumem 3a60neBaHmit y Npeakos Myxckoro nona (ans remodomnuii A u B) unm
HOLIMOHANLHOM NMpUHAAnexHocTbio (ans remodonnumn C), XapaKTepHOM KMHM-
4YECKOM KAPTMHOM 3a60neBaHus, NaGOPATOPHLIMM AAHHBIMM (M30NMPOBAHHOE
peskoe ysenuuenne AYTB, cmxenne aktmeHoctn dpaktopos VIII, X, XI, ebi-
seneHune uHrubutopos k dpaktopam VI, IX u odens pepko k dpaktopy XI),
MPOBEleHNEM EHETMYECKOTO aHANM3A.

Teyenune

[leyenne remocpunuii A u B. B Hacrosiee Bpems B MMpPOBOM NpakTuke
MCMONb3YETCsl ABA OCHOBHbIX MOAXOAA K TEPAMMM: B PEXMME MO TPEGOBAHMIO»
M (Mpy cocTosBEMCS KPOBOTEUEHUM) NMPOCOUNAKTUHECKMHA.

Pexum «no Tpe6GoBAHMIO» CyLIECTBEHHO SKOHOMUT CPEACTBA M BPEMS, Ofi-
HOKO He MpefynpexadeT PasBUTME THXENbIX OCTOXHEHMH, YTO CO BPEMEHEM
MPMBOAMT K MHBANMAM3ALMM GONbHBIX M TpeByeT GoNbLIMX 3ATPAT HA BOCCTAHOB-
neHue yTepsHHbIX dOYHKLMA.

MpodounakTmka (cpepctso BhiGopa no pekomeHpaummn BO3I) Guisaer nep-
BUYHAS, KOTOPASs MPUMEHSETCA O MOSIBNEHMS CUMMTOMOB, M BTOPMYHAS — MOC-
e YACTbIX OCNOXHEHMH. DTOT Noaxon Bonee TPYAOEMKMIt M FOPOroM, Tpedyer

Tabnnua 12.2. Knaccndrkaumm reModuanv no CTeneHm TaxecT

YposeHb pakTopa
CreneHb . ¢ P

TXKeCTn

CBEpTbIBAEMOCTN KPOBMU, Cnyyau KpoBoTeUeHUs
% (ME/mn)

CnOHTAHHOE KPOBOWNUSHME, MMABHBIM
Taxenas 1 (< 0,01)
06pPA3OM B CYCTOBbI M MbILIEYHbIE TKAHM

Mepuoamnyeckoe CnOHTAaHHOE
Cpepnss 1-5 (0,01-0,05) KPOBOTEYEHME, CMILHOE KPOBOTEYEHHUE MPH
TPABME, XMPYPIMYECKOM BMEUIATENLCTBE

5-40 (0,05-0,40) CunbHoe KpoBOTEUYEHME NPU CepPbe3HOM

Jlerkas o
TPABME MM XMPYPTHYECKOM onepaLmm
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MOCTOSHHOTO HAGNIOREHNS 30 MALMEHTOM, PEryNSIPHOrO BBEAEHWS HEAOCTAO-
wero dpakropa. [Mpn 3ToM COXpaHAETCs MMHUMANbHBIA YPOBEHL CPAKTOPA, He
PO3BMBAIOTCS KPOBOTEYEHMS, YTO MO3BONSET GONMbHLIM BECTU HOPMANbHbIA OO-
Pa3 XM3HKM, OCTABATLCS MONHOLEHHBIMM YNEHOMM OBLeCTBA.

B paseutsix ctpaHax, B 7.4. u B Poccuitckon @epepaumu, B Hactoswee
BPEMS MCMOMb3YETCA NMPOOUIAKTUYECKHMIA NMOAXOA K BEREHMIO BOMbHbIX remodomn-
nueit. Takoe neyeHne HEOBXORMMO HAYMHATL A0 KNMHWUYECKOH MaHUdbecTaumm
remocpunin B sospacte 6-30 mec. CoBpemeHHoe nedeHme remodpunmm —
3T0 NATOTEHETMYECKAs TEPANMs, HAMPABIEHHAS HA YCTPAHEHME MPUUMHBI MO-
BbILIEHHOM KPOBOTOYMBOCTM. [I1si STOrO MCMONb3YIOTCS FOHOPCKUE KOHLIEHTPATbI
dpakTopos mnu pekombuHaHtHbie doaktopsl VI, IX ¢ knmHmueckum 1 naGopa-
TOPHbIM KOHTponeMm. B HacToswee Bpems HaMbonee 4acto npeanaraemMbim Npo-
ToKkonom npodounakT1km sensetcs uHdpysus 25-40 ME/kr doaktopa 3 pasa
B HEAento nauMeHTam ¢ remodpmnmneit A u 2 pasa B Hegenio — ¢ remodounueit
B. MNpu neyeHnn remopparmyeckoro CMHAPOMA, NMPH MPORCIXAIOLEMCS KPO-
BOTEYEHMM B KAUYECTBE SKCTPEHHOM MOMOLM MOXHO BBOAMTH KPMOMPELMNUTAT
(npu remodomnmnm A) 1 npenapartsl NPOTPOMEMHOBOTO KOMMIEKCa (MpK remo-
dounum B) B pacuetHoit pose.

Beepenune kpuonpeunnurata unm C3M1 1 npenapatos npoTpoMBUHOBOTO
KOMMNEKCA MpW MICGHOBOM MOArOTOBKE K OMEPATUBHOMY BMELWATENLCTBY HE
OMNPABACHO B CBA3M C HM3KOM CPIPEKTUBHOCTbIO, TPEOYIOWMMMC BOMbLIMMM
06beMaMM, PUCKOM QNNEPTUYECKMX PEAKLMIA U 3APAXKEHNS TPAHCMMCCUBHBIMM
nHdpekumamu. [pu HEOBXORMMOCTHU XMPYPrMYECKOTO NEeYeHHs CeayeT MCromb-
30BATb TOMLKO GOAKTOPbI CBEPTHIBAHMS, MPUYEM UX AO3UPOBKA M MPOAONKMUTENb-
HOCTb MPMMEHEHMS 3ABUCAT OT TMNA BbINOMHAEMON ONEPALIMM.

MpumepHo y 10-30% 6GonbHbix remodounmeit A n'y 1-5% GonbHbix re-
modpunumeit B moryT nosiButbcs MHIMEMTOPLI K dOAKTOPAM CBEPTHIBAHMS KPOBM.
Y NOUMEHTOB C MHIUGBUTOPAMM MPU reMocouimnmM A BOSMOXHA MX NMKBMACLIMS
NOCPEACTBOM MHAYKLMM MMMYHHOM TONEPAHTHOCTM, RO HAYANA KOTOPOM che-
nyet usberats npenapatos VIl dpaktopa, Hanpumep Mcnonbays AHTUMHIMOM-
TOPHbIM KOArynsHTHbIM Komnnekc. OBWero MHEHHs MO BOMPOCY ONTUMANLHOTO
NpPoBefeHNs MHAYKLMM UMMYHHOM TONEPOHTHOCTM He CyIECTBYET, PEKOMEHAY-
€TCs MCMOMb3OBATL BLICOKME RO3bI paKTOpOB cBepTbisaHus — ot 50 ME/kr
3 pasa 8 Hepento 1 po 200 ME/Kr exenHeBHO, YOCTO B COYETAHWM C FMIOKO-
KOPTMKOMACMM.

leuenne remocpunmmn C ceisaHO ¢ BBEEHMEM AEKBATHOTO KONMYECTBA
C3I po, Bo Bpems unu nocne onepaumm U PORoB (B 30BUCMMOCTU OT M3Me-
HeHWit naGopaTopHbix mapkepos, Hanpumep AYTB, U KMMHUYECKOM KAPTUHI
3abonesaHus).
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12.7. [Jedomumnt K-3asmcrmbix doaktopos caepTbIBAHMS

HapyweHue BHewHero nyTu cBepTbiBAHMS KOAryNSLMOHHOTO reMOCTa3a —
necpuumr Il, VII, X doakropos ceeptbisanms. Beigensior BpoxpeHHsle u npu-
obpeteHHble (fedouumt ButammHa K (aHTeponatuu, HapyleHue noctynnexus
C nuwen), HapyleHue cPYHKLMM NEYeHM, NEPEAO3UPOBKA HEMPAMBIX AHTMKOG-
rynsHToB) oOpMbI 3a6GONEBAHMS.

OuarHoctuka

Casi3aHa € HANMYMEM XAPAKTEPHOTO FEMOPPArMYECKOrO CUHAPOMA (KOX-
HbIM METEXMANLHO-NATHUCTBIA TUIM KPOBOTOUMBOCTM, KPOBOTEUEHMS M3 CTIM3UCTHIX
obonoyek, TakMe KOK HOCOBbIE, JECHEBbIE, XEMYOYHO-KUIIEUHbIE, MATOUHbIE,
NeroyHble KPOBOTEYEHMS, MAKPOTEMATypHs), Pe3KOro M3oNMPOBAHHOTO YANM-
HEHMs NAPOAMETPOB BHEWHEro MyTW CBEPTHIBAHMS B KOarynorpamme (ysenuue-
ue MTB, MHO, cHixenme MTH) npu otcytetsmum TpomGoLMTONEHUM U TPOM-
6OUMTONATUM, KONMUYECTBEHHOTO CHUXEHMS OJHOTO MMM HECKOMbKMX CPAKTOPOB
B Nnasme.

BpoxpeHHas dpopma kombuHuposaHHoro edpuumta K-3asucumbix doak-
Topos caasaHa ¢ mytaumeit rena VKORC1, pacnonoxeHHoro Ha KopoTkom
nneye Xpomocomsl 16, B pesynstare Yero CHUXAETCS BO3MOXHOCTb METaGo-
fIM3MA HEAKTMBHOM (OKMCneHHoM) doopmbl ButammHa K B aktueHyio (pepyumpo-
BAHHYI0) GPOPMY, Y4QCTBYIOLLYIO B MPOCTPAHCTBEHHOM MOAMCPMKALIMM GEenKos.
[uarHocTrka a10ro 3a60oneBaHms, MOMUMO OBWMX KNMHUYECKMX U nabopaTop-
HbIX KPMTEpHeB HepocTaToYHoCTH BuTammH K-3asucumbix doaktopos, Tpebyer
EHETMYECKOTO UCCNEefOBAHMS.

Teyenune

INeyenne nogpasymeBaer BBefeHME MPENAPATOB NMPOTPOMBUHOBOrO KOM-
nnekca, sutammHa K (menapuon) no 10-15 mr 2-3 pasa B cyTku BHYTPS,
8/M nnu B/B MeanerHo po Hopmanusauwmm [MTB. Mposoantcs Takxe cumntoma-
TMYECKAS, MATOrEHETUYECKAs Tepanus (B 3GBMCUMOCTM OT MPUUYUHBI PA3BMTHUS
3a60onesaHms).

12.8. bonesHs Bunnebpanpa
bonesHs BHHne6pGHHG — HAcnegcrteeHHoe sabonesaHue KpOBK, XapakTe-

pU3yloleecs SMU3OAMYECKMMM CMIOHTAHHBIMU KPOBOTEUEHUAMM B CBA3M C HOPY-
WeHWMeM KOMUYECTBEHHOM MK KadecTseHHOM dpyHkummn VWF.
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Snupemmnonorums

Pacnpoctpanentocts Gonestn Bunnebpanpa coctaenser 1 cnyuait Ha
800-1000 Hacenehus, yacrota kauHuueckon dpopmsl — 1 Ha 10 000 ve-
noBek, Yacrora Mytaumi reHa — 1-2 % Hacenetus.

DTnonorus
Ces3aHa € HOpPYWeHUEM PYHKLMOHMPOBAHMS reHOB XpoMocom 12, 22.

Kanrnyeckme ¢popmbi:

v" | un — konuuectaenmbiii pecbext VWF (yactora 75-80%);

v Il TUR — KQYeCTBEHHbI nedpext VWF (uacrora 15 %), nogpaspensercs
Ha noptvnsl: 2A, 2B, 2M, 2N;

vl MR — coueTaHHbIN pedpuumT B Nnasme, TPOMBOLMTAX, SHAOTENUM
(yactota 5 %), camas txenas doopma 3atonesaHmus;

v cumppom Bunnebparna — nossileHue HyBCTBUTENLHOCTH TPOMBOLMTOB
k VWF Bcnepcreie mytaumm peuentopa Ha MemBpaHe TpOMBOLMTOB;

v npuobpetenHas GonesHs BunnebpaHna — npu ayTOMMMYHHbIX, M-
donponndrepaTmeHbIX 3060N1EBAHMAX, AOPTANLHOM CTEHO3E.

Knunuka

[ns 6Gonesnn BunnebpaHpa XapaktepeH reMOPPArMyeckuii CHMHAPOM
B 3GIBUCMMOCTM OT cPOpPMbI 1 TxecTH sabonesanus. B niobom cnydae Takoit
reMopparMieckuii CMHAPOM MMEET CMELIAHHBIM PA3HOOBPA3HbIA XAPAKTEp,
MOXET HAMOMMHATL TAOKOBOM NP TPOMBOLMTONEHMHU, FEMOCOUINM UK HAPY-
WEHMM BHEWHErO MyTH CBEPTLIBAHMS. DTO CBA3aHO ¢ ponbio VWF kak dpakropa
aaresunn TpomboumTor u doaktopa, crabunusmpytouwero VIl dpakrop. Mo yac-
TOTE BCTPEYAEMOCTU MOXHO BBIRENMTL CNIEAYIOWME XAPAKTEPHbIE KTMHUYECKME
NPOSBIEHMS:
KOXHbI FreMOPPArMieckuii CUHAPOM, FECHEBblE KPOBOTEUEHMS;
MeHopparmuu;
[eCHeBble KPOBOTEYEHMS;
HOCOBblE KPOBOTEUEHMS;
AAUTENbHbIE KPOBOTEYEHMUS MOCNE PAHEHUI U ONEPALIMA;
MOCCHMBHOE KPOBOTEYEHME MOCIE IKCTPAKLMM 3y6a;
XeNnyAo4Hble KPOBOTEYEHMS;
NOCNEPOAOBLIE KPOBOTEUEHMS.

AN N NN NN

OuarHocTtuka

Oran 1: onpepeneHne Konm4ecrsa TpOM6OLIMTOB, BPEeMEHU KPOBOTEYEHNA,

[T, AYTB.
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Stan 2: uccnepgosanue konuuectea doaktopa VI, vVWF, pucrouetmh-ko-
PAKTOPHOM AKTUBHOCTH.

Stan 3: TeCT HA PUCTOLETUH-MHAYLIMPOBAHHYIO Arperaumio TPOMGOLMTOB,
nccneposaxue Crpykrypbl u dpyHkumn vYWEF.

JTeyenune

Mpw nevernn Gonestn Bunnebpanpa Mcnonbayior cnepytolme cpeacTsa:

v NeCMONPECcCHH (CMHTETMYECKMI QHANOT BA3OMPECCHHA), OfHUM M3 3db-
dpekros kotoporo sensercs Buibpoc VIl doakropa ceeprbisanms n vWFE
Wa cocyamnctom cterku, B pose 0,3 mkr/kr n/k, /M nunu /B MeAneHHo;

V' 1panekcamosas kucnota 10-20 mr/xr /8, 3atem BHyTps 2—4 pasa
B CyTKM;

V' stamannar 125-250 mr /M, 8/ unn 500-750 mr BHyTps 3—4 pasa
B CYTKH;

v" koHuentpar cpaktopa VI, copepxawmit VWF (1 ME 2% dpaktopa
VIll, 1,5% vWF). Pacuer posbl no doopmyne (pekomerpaumm MHL M3
PD): X = Mx(L-P)x0,5, rae X — posa doaktopa caepTbiBAHMS KPOBH
nns opHokpartHoro seeperuns (ME); M — macca tena naumenta (kr);
L — npoueHT Xenaemoro yposHs paktopa B niasme nauueHta; P —
MCXORHBIM YPOBEHb GPAKTOPA Y NALMEHTA O BBEAEHMS NPenaparq;

v paxtop VIl pekomBUHAHTHBIR (Mpu MHrMBUTOPHONH chopMme).

[MporHos

Taxensie dpopmbl GonesHM, KK MPABMNO, MANO COBMECTUMBI C XMU3HbIO
TPEeBYIOT NMOCTOSHHOM TPAHCADY3MOHHOM M NEKAPCTBEHHOW Tepanuu. Jlerkue
popMbl OBbLIYHO MPOTEKAIOT CYBKIMHAYECKHM, HE BMSS HO MPOROIKMUTENLHOCTH
KM3HU BOMbHbIX.

12.9. CuHppom EMCCEMMHUMPOBAHHOTO
BHYTPMCOCYAMCTOrO CBEPTHIBAHMS

[OBC-cuHppom (koarynonatis notpebneHus, TpomGoremopparuyeckmit
CUMHAPOM) — 3TO KNMHUYECKM BLIPAXKEHHOE CUCTEMHOE HAPYIUEHWUE CBEPTbIBA-
HMS KPOBM C MOCCHBHbIM NOTpeGneHMem doaKTOPOB CBEPTHIBAHMS M PA3BUTHUEM
MONMOPrAHHOM NATONOMMM.

DTMonorus U natoreHes

Mpununner OBC-cuHppoma: uHdoekumm, onyxonu, 3a60neBaHUs CUCTEMbI
KPOBM (OCTpbIE NMEMKO3bl, BCCEHLMANbHAS TPOMBOLMTEMMS, FEMONUTUYECKHE
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anemmnn, CKB), akywepckue ocnoxHeHHs, NATONOTMS COCYRMUCTOM CTEHKM, WOK
NoBOoM 3TUONOTUM, CUHEPOM MACCHMBHOTO MOBPEXAEHWS TKAHEH (Kpaw-CuH-
[POM), MHTOKCHMKALMHK, APYrHe COCTOSHMS.

MatoreHeTMyecku BLIGENSIOT UNEPKOAryNsSUMOHHYIO M TMNOKOArynsumMOH-
Hyto cpassl [IBC-cHAPOMA, ORHAKO 3TH CTOAMM MOTYT HE TOMbKO CMEHSTb APYT
APYrd, HO M MPOTEKATL MPAKTMYECKU OFHOBPEMEHHO, PELMAMBUPOBATL (runo-
KOGFYHFILIVIOHHCUI C#DGSC]), I'IO3TOMy KIIMHUYECKN OHU HE BbIOENAKOTCA.

Knunuka

Kanundeckme ghopmpbl ABC-cuHapoma:

v octpbiit [IBC-cuHapom;

v nopocrpsiit ABC-cuHppom;

V' xponuueckuit [IBC-cuppom.

Knunuueckas kaptHa octporo [1BC-cuHppoma Hambonee TouHO onwmca-
Ha akapemmnkom A.N. Bopobbesbim. OHa CBI3QHA C rMNEPKOArynsLUMOHHbIM
CMHAPOMOM MMM KPOBOTOUMBOCTbIO C OBS3ATENbHBIM PA3BUTMEM MONMOPrAHHOV
HEOCTATOYHOCTU: 3HUedpanonatms, BGPOHXMANLHOE AbIXAHWE KAK MPM3HAK
MHTEPCTULIMANLHOTO OTEKA NErkmx, renatocrnieHOMEranus, aHypus, nepexons-
Was B NONMYPMIO, NAPE3 KMILIEYHHKA.

OuvarnocTtuka

CB30HO C BbISBNEHMEM MPUUMHBI 3060MEBAHMS, CKPYMYNE3HOM OLEHKOM
COCTOsIHMSI GOMBHOTO, OLEHKOM GPYHKLIMM KAKAOTO XKM3HEHHO BAKHOTO OPraHa,
HAGNIOAEHNEM 30 NALMEHTOM B AMHAMMKE. [1pK oueHke doyHKUMOHAMbHBIX Tec-
TOB BAXKHO BbIPOXKEHHOE W3MEHEHWE BPEMEHW KPOBOTEUEHMS U BPEMEHM CBEP-
ThiBaHMs. B aHanmsax kposu obpauwaior Ha cebs BHUMAHKE pocTt D-iumepa
(100%), nenpeccus dpubpuronusa (100 %), kpaitHe 4aCTo BbIBNSIOTCS TPOM-
Goumtonerus, chmxenne ATIIl. MsonmposaHHoe muameHenune (yanuHerne unm
YKOPOUEHHME) PYTUHHBIX KIOTTMHIOBbIX TecTos Koarynorpammsi (A4TB, MTB, TB,
dombpuroren) otmedaercs Tonbko 8 30-50% cnyuaes, u tonsko y 10-15%
MALMEHTOB MOXHO HAGMIOAATh COYETAHME ABYX MnM Tpex nokasarenei. [lo-
3TOMY OCHOBHYIO ponb B AuarHoctuke [1IBC-cuippoma o Hacroswero spemem
30HMMAET MMEHHO KNMHWYEeCKas oueHKa cutyaunu. [Mpu Hanuumm npusHakos
MONMOPIAHHON HEOCTATOYHOCTH, XAPAKTEPHBIX NAGOPATOPHBIX WU3MEHEHMI
ycranaenueaior auartos [IBC-cuHapoma BHE 30BUCHMOCTM OT HANMYMS MK OT-
CyTCTBMS remopparmyeckoro cuuppoma. Kposotoumnsocts sensetcs nocnepHen
TEPMMHAMBHOM CTAAMEN NPoLecca, KOrad neveGHbie onumm ROMXKHbI MPUHUMATL
XapakTep MHTEHCUBHOM Tepanuu. HanGonee yactbie knuHMKo-na6opatopHsie
xapakrepuctuku [BC-cunppoma npepcraenenbl Ha puc. 12.4 (gaHHele akape-
muka A.M. Bopobbesa).
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Puc. 12.4. Yacrora Haubonee pacnpocTpaHeHHbiX KIMHMYECKMX M NABOPATOPHBIX MPU3HAKOB
OBC-cunppoma npu centnyeckom woke (1 — opraHHas HEeRoCTaToNHOCTh, 2 — fenpeccus doubpu-
HoMMsa, 3 — yANMHEHMe NPOTPOMGUHOBOTO BPeMeHH, 4 — reMopparMieckuii CMHAPOM, 5 — Hepo-
CTATOYHOCTb iBYX M Gonee opraHos, 6 — pPAcTBOPMMbIA onBpPUH, 7 — CHUXeHMe aHTUTpomEMHA )

AaboparopHas anarHoctuka octporo ABC-cuHapoma:
YKOPOUEHWE UK YATIMHEHUE BPEMEHM CBEPTLIBAHMS;
OTCYTCTBUE PETPAKLUMK CryCTKa;

ucroleHne donbpuHonmsa;

Tpombountonermns < 100 000/mkn;

ysenuuerne POMK, MAD, D-pumepa;

ysenuierme AYTB wnm MTB;

ymetbwenune donbpurorera < 1 r/n, ATIII.

UL

Nevyenne octporo [1BC-cuHapoma

IleyeHne [OMXKHO HAYMHOTLCA C  BbISIBNEHMS WM YCTPOHEHMS MPUYMHDI
OBC-cuuppoma. Ecnu 310 MHdbekums, TO HOBHOYAETCS AHTMBAKTEPUANLHAS Te-
pANMs NPEnapPATaMM WKMPOKOTrO CMEKTPA AEHCTBMS, 0BS3ATENsHO NPOBOASTCS
6aktepuanbHble nocesbl Kposw, T.K. ABC-cuHapom xapakTepeH ans centmyec-
Kux coctosHui. [Mpn Hanuumm woka oo STMONOTHUM OCYLIECTBASIOT Creun-
donyeckne 1 oblme NPOTUBOWOKOBbIE MEPOMPUSTHUS, RE3UHTOKCHKALIMIO.

TpaHcdbyamoHHas Tepanus nposoautcs ¢ ucnonsaosauem C3I1 He me-
Hee 10-20 mn/Kr exepHeBHO MOR KOHTPONEM KOAryNnorpaMMbl, KOMMYECTBA
TpomBouunToB. TaKoe neyeHue HASHAYAETCS MPM HAMMYMM FEMOPPArMYECcKo-
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ro CMHAPOMA WMNK s ero NPOdoUNaKTUKK. TpaHcdpyaus TpoMBoKoHUeHTpaTa
nposoauTes Npu yposHe TpomGoumtos Huxe 20 000/Mkn uan pesucreHTHOM
k C3[1 remopparnieckom CUHAPOME MPK NOGOM YPOBHE TPOMBOLIUTONEHMM.

NlekapcreeHHas Tepanus B 0GA3ATENLHOM MOPSAKE BKMIOYAET HedppaKLM-
oHupoBaHHbii renaput B gose 300-1000 E[l/kr/cyT B Buae NOCTOSHHOM MH-
doyauu nop koHtponem AYTB. MNMpoTrBonokasaHus ANs HO3HAYEHMS renapuHA
WM NMOKA3GHMS ANS €ro OTMEHbI — OKTUBHbIA FEMOPPArMYECKUIA CUHAPOM MMM
BBICOKMIA PUCK €r0 PA3BMTHS.

Mporxos

MporHos sasucut ot npuuntsl, seissaswei ABC-cuuppom. Tak, ecnu pax-
HOE COCTOSHWE PAa3BMNOCh HO CPOHE CHUCTEMHbIX 306ONEBAHMIA KPOBM, HOM-
6onee YACTO 3TO OCTPbIE NENKO3bl, TO NETANLHOCTL KPAMHE BLICOKAS, T.K. HE
yaaetcs Ha aTom dooHe yctpanuTts npuuanHy [ABC-cunapoma (MXT npotusono-
kasaHa). Ecnu ABC-cuHapom paseuncs no npuumHe KPOBOTEYEHMS MM MHADEK-
LMK, KOTOPbIE YAAETCS KOHTPONMPOBATL M KOMMEHCMPOBATL, KAK MPOSBIEHMS
CUCTEMHOTO CBEPTHIBOHMS KPOBM, TO MPOrHO3 GnaronpustHslid. B niobom cny-
yae [IBC-cuHppoM — 31O He MpMUMHA, O CNEACTBME TAXKENbIX 3a60NEBAHUI 1
MX OCMOXHEHM, HANMYME KOTOPOTO YXYALAET COCTOSHME MALMEHTA M MPOrHO3
6onestu. [Mostomy Gopsba ¢ ABC-cHapOMOM ROMXKHA HAYMHATLCS 3apaHee,
[0 PO3BUTUS FrEMOPPArMYECKoro cuHapoma. B psae cutyauuit yxe paspao-
TaHbl MPOTOKOMbI BefieHMs GOMbHbIX, Mo3BonsiolmMe M3berat PAsBMTHS CTOMb
PO3HOrO OCNOXHEHMS.
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g 13. TPOMBO®UNMU

13.1. CuHEpoM BA3KMX MM NUMKMX TPOMBOLMTOB

CUHRPOM BS3KMX MM NUMKMX TPOMBOLMTOB — MOBbIWEHHAS arperabens-
HOCTb TPOMOOLMTOB.

Knaccudounkaums

MpUHUMNMANBHO PASAENSETCS HA NEPBUYHYIO (MNK HACTEACTBEHHYIO) dhop-
My 3060neBAHMS, KOTOPAs XAPAKTEPMU3YETCs rneparperaumei TpoMeoLmTos
B 6eaHoi Tpombountamm nnasme B npucytcrenn A[IP u agpeHanuua, u npu-
obpeTeHHyIo PopMy.

Cyuwectsyer Tpu TMNA HOCNEACTBEHHOW dpopMbl: TMN |, Korpa B kavectse

nHaykTopoB arperaumm ucnonsaytorcs AP u appenanuu, n Il — Tonbko
aaperanud u mn [l — tonsko AD.
KnuHuka

Yaue scero npotekaer 6e3 KAKUX-TMGO KIMHUYECKMX NPOSBNEHMHA, HO NpPK
NPOrPeCcCUPOBAHMM MOXET MPUBOAMTh K PA3BMUTMIO CMOHTOHHLIX TPOMO030B,
MMeeT 3HaYeHWe B uarHocTuke natonorum Gepemenroctu. Kak npasuno, Bbi-
SIBNAETCS CNYYAMHO NPU NICAHOBOM OBCNENOBAHMM.

OuarnocTtuka

XapakTepHbiM TaBOPATOPHbIM MPHU3HAKOM SBASETCS TPOMBOUMTONEHUS (OT
nerkoit o tsxenoi crenenu). Kak npasuno, Takas TpoMBOLMTONEHMS YCTAOHAB-
NUBAETCA MPMU UCMIONb3OBAHMM FEMATONOTMYECKMX OHANU3ATOPOB, OJHAKO MPU
MMKPOCKOMWM MA3KA BPAY OTMEYAET HE UCTUHHYIO, O NIOXHYIO TpoMBouuTone-
HWIO, CBA3CHHYIO C HOANMWMYMEM OrPEraTOB TPOMGOLMTOB, KOTOPbIE MPUBOPOM
onpenensioTcs KAk eAUHUYHbIE TPOMBOLUTLI.

lMpu BbIsIBNEHMM MOBBIWEHHOM «NMUMKOCTH» TPOMBOLMTOB HEOBXOAUMO MUC-
CNefoBaTh arperaumio TpPomMGoumnToB. [pu yCTAHOBREHMM MOBBIWEHHOM Arpera-
LMK pedb MOXET MATU 06 MHAYLMPOBAHHOM COCTOSIHWM, CBA3AHHOM C OKTMBALM-
€M CUCTEMbI CBEPTHIBOHMS, — rMNEPKOArynsUMOHHOM CHHAPOME, XPOHUYECKOM
OBC-cuHapome, aHAOTENUUTE M APYTHUX COCTOSHMSX, YTO TPEBYET MCCNEAOBAHMS
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KOQrynorpamMbl, UCKNIOYEHUs MHADEKLIMM, NATONOrMM MoYeK, GAKTEPUANLHOTO
3HAOKAPAMTA, 3NOKAYECTBEHHOM OMYXOnU U T. f.

lMpn oTCyTCTBMM NMPMUMHLI TMNEpArperaumm, M3ONMPOBAHHOM YBENMUEHMM
arperaumn ¢ AID 1 appeHanMHOM HEOBXOAMMO MCCNEfOBAHME MONMMOPTOM3-
mos reHa A1/A2 peuentopa TpomGoumTos raukonporenpa llb-llla, o6Hapyxe-
HMe KOTOpbIX ByneT Cry>XuTb JOKA3ATENLCTBOM HACNEACTBEHHOM cPopMbI 3a60ne-
BaHWs — nonumopdomnam L33P tpomGoumtapHoro pelentopa douGpHHOreHa.
Hacrota BeTpeYaemMocTn MyTaumm B €BPONENCKOM NOMynaLmMm Npu 06CNEAOBAHMM
MALMEHTOB C Mlwemnyeckoi GonesHbio cepaua coctasnset 10-15% u sensercs
MOKA3AHMEM [N HAYANA NPOCPUNAKTUYECKOM TEPANMM ACTMPHHOM.

[Npu HopmanbHOM arperauuu TpPoMGoUMTOB HaMbonee BEPOSTHO HANMuMeE
Ha MeMBpaHe TPOMGOLUMTOB Crielndpryeckmnx Genkos, XAPAKTEPHbIX ANs CUC-
TEMHbIX BOCMQNMTENbHBIX, SHAOKPHUHHBIX M APYrMX 3AGONEBAHMIA, ANS WUCKMIO-
YeHMs KOTOpbIX 06S3aTENbHO O6CNENOBAHME Y PEBMATONOrA, SHAOKPHUHONOTd.

Neyenne

CMHHpOM NIMNKUX TpOM6OLllATOB — 3TO COCTOqHUE, O6YCJ'IOBJ'IeHH08 MHO-
XKEeCTBOM CUCTEMHbLIX NATONOrMYECKMX NMPOLIEeCCoB, Tpe6y|omee aetansHoro ob6-
CNefoBaHUs NALMEHTA, HA3HAYEHUs, HECMOTPs HA Hanun4ue NOXHOM TpOM60-
UMTONEHUU, GHTMOI’peI’GHTHOFI Tepdanmun C Lenbio I'IpOCbMﬂOKTMKM TpOM603OB.

13.2. AHomanus dpaKTOPOB CBEPTLIBAHMS

1, 11, V, VII, VIII

TpomBodounmu, CBA3AHHbIE C OTCYTCTBUEM, QHOMOMENR MM UNEPNPORYK-
UMeit CBEPTLIBAIOWMX COAKTOPOB (MPOKOArYNSHTOB): MOBbIWEHWE PE3UCTEHT-
Hoctn cpaktopa V k akteuMposaHHomy npotemHy C, aHomanus doakropa I
(npoTpom6BuHa), nosbiweHWe yposHs M akteHocT doaktopa VI (npokoHsep-
Ha), runepnpopykums doakropa VI, pedonumr dpakropa XII.

PesucrtentHocts dpaktopa Va k npotenny C

ToueuHas mytauus rena G1691A — samena ryanmua (G) Ha apgeHuH
(A) B nosmumn 1691, B pesynstate 4ero NMPOMCXOAMT 3AMEHA APFUHMHA
(Arg°®) na raytamun (Gln) 8 06pasyemom doaktope feiineq u doopmupyer-
ca ycroitumsocts Va u Vllla k nporenny C (HacnepcteerHas tpombodpmnms).
KnuHuyeckas KapTMHO CBS3AHA C MOBbIWEHMEM TPOMBOrEHHOrO MoTeHUMANa
CBEPTHIBAIOLEN CUCTEMbI, PELIMAMBUPYIOLMMI done6GoTpoMBO3aMM U TPOMGO-
ambonusmu. Hacrota aaHHOM MyTaumu Gonblue, YemM RedOULMTA AHTUTPOMOU-
Ha lll, npotenHor C u S Bmecte BagTbix, B nonynsumm oHa coctasnser 5—15 %.
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Mpu reteposurotHom Hocutensctse (A/G) BEPOSTHOCTb KIMHUYECKHUX MPOSiB-
neHui 8 7/ pas Gomblie, YeM B HOPMANLHOM MOMYMSLUMM, MPU FTOMO3UTOTHOM
(A/A) — & 80 pas.

Takxe cyuecrsyet npuobpeteHHas doopma pesmncreHTHocTH dbaktopa Va
k npotenHy C, 0BycnoBneHHas HaNU4MeM BONYAHOUHOTO AHTMKOATYMISHTA.

OuarHoctuka: reHetnyeckoe uccnegosaHe aHomanun metopom [MLIP;
otcytcraue ysenuuerus AYTB npu gobasnernn nporemHa Ca no cpasHeHuto ¢
KOHTponem (otuums Gonee yem B 2 pasal).

MNpodounakTuka: HM3KME [O3bI  ALETMACANMUMNOBOM  KuChoThl (75—
375 mr/cyt), asunupupamon (25-75 mr 3—-6 pas B cyTku), neHTokcHdpunamH
(100-400 mr 2 pasa B cytku), knonmgorpen (75 mr 1 pas s cytku). pu
GepPEMEHHOCTM MPENAPATAMU BLIGOPA CGHTUKOArYNSHTHOW TEPAnUM ABNSIOT-
¢ HuskomonekynspHsie renaputbl (HMI) B cBsian ¢ MX BOCTATOYHO BbICOKOM
3P dEKTUBHOCTBIO M MEHBLIMM PUCKOM HEXenatenbHbix peakumid. [Joss HMI:
0,2-0,6 mn gns Hagponaputa unn 0,2-0,4 mn pns sHokcanapuHa n/k 1 pas
B CyTKM, nopbupats ¢ yuyetom maccel Tena. Onu He Tpebyior naGoparopHo-
FO MOHUTOPMPOBAHMS, HE MOCTYNAIOT TPAHCMAALEHTAPHO B OPraHM3M MNOAd,
PEAKO OCMOXHSIOTCS FEMOPPArM1SIMM M MOYTH HE BbI3bIBAIOT FrENAPUH-UHAYLIMPO-
BAHHOM TPOMOOTHYECKOW TPOMBOLIUTONEHUM.

Neyenue:

v/ B OCTPbIi NEPUOR PTEPUANLHOTO MM BEHO3HOTO Tpom6o3a u TIJA

nposopst Tpaxccpyamm C3M (800-1000 mn/cyt) + renapuH nop KoH-
Tponem AYTB;
B MOAOCTPbIA NEPUOA — TepPAnMs CYNOREKCMAOM M QHTUArPEraHTaMM
(cynonekcup BHyTps N0 250 Mr 2 pasa B cyTku B TeyeHue 2-3 mec. +
QUETUNCANMUMIOBAS KUCNOTA BHYTPb nocne efsl 75-150 mr/cyT anu-
TensHo M knonuporpen BHytpb 37,5 mr/cyt ('/, Tabnetku) pnu-
TENbHO).

Monumopdunam reHa npoTpoMbUHa

leH npotpombuHa pacnonaraetcs Ha xpomocome 11. Mytaums rexa
nporpombuHa G202 10A xapakTepu3syeTcs 3aMEHOM HYKIEOTMRQ NYAHUHA Hy-
kneotMaom aperuta B nosuumn 202 10. MyTaums Hacnepyetcs no ayTocomHo-
AOMMHOHTHOMY Ty, NMO3TOMY TPOMBODPUNMS BOSHUKAET RAXE Y rETEPO3MrOT-
Horo Hocutens usmerentHoro reda (G/A). HykneotmaHas nocnegoeatensHocTs
M3MEHEHHOTO YYOCTKA HE YYaCTBYET B KORMPOBAHMM OMMHOKMCIOTHOM mocne-
[OBATENBHOCTM FEHA MPOTPOMBMHA, MO3TOMY HUKOKMX XMMWYECKMX M3MEHe-
HWI COMOTO MPOTPOMBMHA MPU HANKMYMM AAHHOM MYTALMK He BO3HMKAET. [1pu
HONMYMM AOHHOM MYTALMKM OBHAPYKMBAKOTCS MOBLIWEHHbIE KOMMYECTBA XUMMYE-
CKM HOPMANbLHOTO NPOTPOMOMHA. YpoBeHs NPOTPOMOMHA MOXeET BbiTb B 1,5—
2 pasa Bbile, YeM B HOPME.
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[eTeposnroTHbIMM HOCHTENsMK reHa senstotcs 2—3 % npeactasuTeneit es-
POMEOMAHOM PAChI, O FOMO3UIOTHBIM BAPUAHT MyTALMM — KPAMHE PEeaKas
Haxofka. Cpean adpprKaHLEB M NPEACTABUTENEH MOHTONOMAHOM PACHI AAHHAS
MyTauus BCTpedaetcs oveHs pepko. [enotn G/A sensercs nokasarenem puc-
KO paseuTUs TPOMB030B, nHdpapkTa muokapaa, TIITA.

MNpodpmnaktrka. MNpu HaNMUMK peuUrnanBUPYIOLMX TPOMBO30B HEOBXORM-
Ma anuTensHas Tepanus sapdpapuHom 2,5-5 mr/cyt nog kontponem MHO.
Mpu HANMYMM MPUBLIYHOTO HEBLIHAWMBAHKS BEPEMEHHOCTH — B TEYEHME BCEM
GepeMeHHOCTH (MHOTRA 30 mecay Ao 3adatus) Tepanms HMI 8 npodpunaktit-
YECKMX AO3AX.

[Teyetne TpoMB0O30B MPW HANMYMM KIMHUYECKOH KAPTHHBI 3060N1EBAHMS
Y NAUMUEHTOB C LAOHHOW HOCNEACTBEHHOM Tp0M6oqowm4e|71 NPOBOAMTCS NO CTAH-
[OPTHOM cxeme:

v renapun 5000 E[l GomocHo B/B, panee HenpepbisHas WHcysus

1000-1500 E[l/y (non koHTponem AYTB kaxasie 4-6 u);

v nepesop Ha HMT: napponapuh n/k 0,6-2 mn/cyt (8 saucumoct ot
maccsl Tena), unm aHokcanapuk n/k 1-2 mr/kr/cyT, unn pantenapux
no 100 ME/kr 2 pasa & cytku, unu choHpanapuryke n/k 5-10 mr/cyt
B TeyeHne 7—10 pgHelt, 3aTeM CHMXEHMe [O3bl — MORAEPXMBALOWAS
tepanus '/, possi).

Monumopdouam rena VII, VIII baktopos

XapaKTepu3yeTcs BbPAKEHHBIM YBENMYEHUEM KONUYECTBA OMPEAENEHHOTO
dpakTopa cBEPTLIBAHMS, MOATBEPXAAETCA MPU HAMMYUM AHOMANWK FEHA, KOAM-
pylowero faHHbIA dpaktop, BbiseneHHoi metopom [MLIP. PacnpoctpaneHHocTs
[QHHOTO BApMAHTA B eBponeickux nonynsumax cocrasnset 10-20%. Knunu-
YecKas KAPTMHA CBS3AHA C MOBBIWEHHBIM PUCKOM CMEPTU MPU PA3BUTUM MH-
dpapKkTa MUOKAPAA, C TPOMBOIMBONMYECKUMM 3060NEBAHUAMM.

Mpodounaktrka. Mpu HAnMYUKM peUrAnBMPYIOWMX TPOMBO30B HEOBXORM-
Ma pnuTensHas Tepanus sapdbapuHom 2,5-5 mr/cyt nop koHtponem MHO.
Mpu HANUYMM MPUBLIYHOTO HEBLIHAWMBAHKS BEPEMEHHOCTM — B TEYEHME BCEM
6epemeHHOCTH (MHOTAQ 3a Mecsl po 3auatus) Tepanus HMI B npodounakTu-
YECKMX [O3AX.

[Teyerne TpoMB0o30B MPW HANMYMM KIIMHUYECKOH KAPTMHBI 3060NEBAHMS
Y MALMEHTOB C AAHHOM HOCNEACTBEHHOM TPOMBOOMAMEN MPOBOAMTCS MO CTAH-
[OPTHOM cxeme:

v’ renapun 5000 E[l /s GoniocHo, panee HenpepbisHas MHysus

1000-1500 E[l/4 (non koHTponem AYTB kaxabie 4-6 u);

v' nepeson Ha HMI': hagponapuh n/k 0,6-2 mn/cyT (B 3aBMCHMOCTH OT

macchl Tena), unu aHokcanapuu n/k 1-2 mr/xr/cyr, unu gantenapuu
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no 100 ME/kr 2 pasa 8 cytku, unu cooHpanapuuyke n/k 5-10 mr/cyt
B TeueHne /—10 gHel, 3aTem CHUXeHMe AO3bl — MOAREPXMBAIOWAS
tepanus '/, possl).

MnepdpubpuHoreHemus

[MnepcpubpmrHoreHemms — COCTOSHUE, CBI3AHHOE C MOBLIEHMEM CO-
nepxauus doubpuHoreHa B kposu. Yale BCTpeyaetcs NpM CUCTEMHbIX BOC-
MANUTENbHBIX M MHADEKLIMOHHBIX 3060NEBAHMIX, BEPEMEHHOCTM — BTOPMYHAS
runepcdonbpUHOreHeMHS.

Pexe BbISBNSIOT CAMOCTOSTENbHYIO MEpBUUHYIO GPOPMY, MATOreHes KoTo-
POM CBA3QH C HACNEACTBEHHOM MyTaLMei reHa doubpuHoreHa (nonmMmopdomnam
G455A dpubpuHoreHa). 3ameHa ryaHMHa HA apeHuH B nonoxenun 455
MPMBOAMT K MOBbIWEHHON MPOM3BOAMTENLHOCTM MaTonoruyeckoro A-annens,
Pe3ynETATOM KOTOPO# CTAHOBATCA rMNepdOUBPUHOTEHEMMS M BLICOKMI PUCK O6-
pasoBaHus TPomBoB. PacnpocTpaHeHHOCT AAHHOTO BAPMAHTA B €BPONEMCKUX
nonynsuusx coctasnset 5—10 %.

KnuHunueckne n nabopatopHbie MPOSBNEHMS: MOBbIWEHHbIA YPOBEHb
doubpuHoreHa nnasmsi, noebieHHoe Afl, Tpomboambonmyeckne sabonesa-
HUS B AHAMHE3€, MHCYMbT.

Mpodpunaktuka. Mpu HaNMUMK peUnanBUpPYIOLMX TPOMBO30B HEOBXOAM-
Ma anuTensHas Tepanus sapcpapuHom 2,5-5 mr/cyt nop koHtponem MHO.
Mpu HANMUYUM NPUBBIYHOTO HEBLIHAWMBAHMS GEPEMEHHOCTM — B TEYEHME BCEH
6epeMeHHOCTH (MHOTRA 3a Mecau Ao 3a4aTus) Tepanms HMI B npodpunaktit-
YECKMX AO3AX.

[leyerne TPOMEO30B MPM HAMMYAW KIMHUYECKOM KAPTWHBI 3060NEBAHMS
Y NALUMEHTOB C AAHHOW HOCNEeACTBEHHOM Tp0M6ocbmnMeF1 MPOBOAMTCS NO CTAH-
[OPTHOW Cxeme:
v’ renapun 5000 E[l /s GonmiocHo, nanee HenpepeisHas MHAy3us
1000-1500 E[l/4 (non koHTponem AYTB kaxpsie 4-6 u);
v" nepeson Ha HMT: napponapur n/k 0,6-2 mn/cyT (B 3aBMcMMOCTH OT
macchl Tena), unu aHokcanapwuH n/k 1-2 mr/kr/cyt, unm pantenapux no
100 ME/kr 2 pasa B cyTku, unn doorpanaputyke n/k 5-10 mr/cyt s Te-
yerne 7-10 pHel, 30Tem CHUXEHME JO3bl — MOAAEPXMBAOWAS Tepanms
('/, mossi).
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13.3. Jedouumt ecrectBeHHbIX QHTUKOArYNSHTOB
(aHTMTPOMBMHA I, npotentos C u S)

TpomBodounuu BcnepcTeme aedoULMTA ECTECTBEHHBIX OHTUKOQryNSHTOB: Ae-
domumt ATIIl, pedomumt nporenHa C, pedpuumt npotenHa S, pedpmumt kodpak-
topa Il renapuHa, pedpektsl TPOMGOMORYNMHA, TMNEPNPOAYKLUMS Goratoro
TUCTMAMHOM MMKOMPOTEUAQ.

Oednunt antutpom6buHa Ill

Oedomumt ATIII MoXeT GbiTh HOCNEACTBEHHBIM W MPUOBPETEHHBIM.

HacnepcreenHbii pedpmumt — BTOpPAs MO 4ACTOTE CPERM HACTEACTBEHHbIX
Tpombodounuit (3-4 % Bcex Tpomb0308). XapaKTEP HACNENOBAHMS — QYyTO-
COMHO-BOMUHAHTHbINA. YuuTbias, uto ATIIl — cambli cHnbHbIA QHTUKOArYNSHT C
MHOTOCDOKTOPHbIM [EHCTBUEM (MHTMOUPYET POKTOPLI CBEPTHIBAHMS BHEWHErO
nyTH, TPoM6uH) (cM. puc. 8.3), Ans KNMMHMYECKOM KAPTMHbI XAPAKTEPHbI KAK
BEHO3HbIE, TOK M apTepuansHbie Tpombo3bl. [k 3aGonesaeMocTi cocrasnser
15-35 ner.

MpuoBpeTeHHbId gedoUUMT — CHUXEHME CUHTE3a npu 3a60neBaHM-
AX neveHu, nosbiweHne pacxopa npu [IBC, onepatvsHom Bmewarenscree,
NPE>KNAMNCHM,  KPOBOTEYEHMM, NEKAPCTBEHHOW TEPANMU  TEMAPUHOM,
L-acnaparnHasoi, nepopanbHbIMM KOHTPALENTUBAMM.

Onarnoctuka: cHmkenune aktmsHoctn ATl < 60 % B aByx MccnenoBaHmsx.

Aeyenme ocroxHenmii Ae¢puunta ATIII:

V" 8 octpsiii nepvon: koHuenTtpar ATl 8/8 1000-1500 E[l/cyT & nepssie
3-4 pha, panee 1 pas 8 3 pHs (copepxanune ATII noppepxusaercs
soiwe 70 %);

v’ B nopoCTpbIi nepuon: BapdpapuH 2,5-5 Mr/CyT BHYTPb B OHO M TO Xe
Bpems cyTok nop koHtponem MHO (2,0-3,5 exeHepensHo) pnutens-
HO B KOYECTBE MOHOTEPAMMM UMK B COMETAHMM C ALETUICATMLMIOBOI
kucnotot 75-150 mr/cyt BHyTps nocne epsl (Mau ¢ Knonuporpenom
37,5 mr/cyr srytps); MHO B Takom cnydae He ponxHo Gbitb Gonee
2,0.

Nedpununt npotenna C

Mpotent C aKTMBMPYETCS KOMMIEKCOM TPOMBUH-TPOMGOMORYNMH, CHH-
Te3MpyeTcs B MneveHu, sBnsetcs BUTAOMUH K-3aBucuMbiM dpaktopom. Buigensior
BPOXAEHHble (HacnencTeeHHas TpombBodounus) M npuoBpeTeHHbie dPOPMbI
sa6onesanus (pecpuumt ButammnHa K, sabonesanuns nedenn). Tun Hacneposa-
HUS — QYTOCOMHO-PELIECCHBHBIM; MPU TOMO3UIOTHOM HOCHTENLCTBE — CMEPTb
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B MEPUOl HOBOPOXAEHHOCTH; YACTOTA TETEPO3UIOTHOrO HOCMTENLCTBA —
1 cnyyait Ha 16 000 uenosex.

NatoreHes TpoM6o06PA30BAHMS CBA3AH C HAPYLEHWUEM dOYHKLMK Broku-
posaHus doaktopos Va u Vllla (cm. puc. 8.3).

KnuHuueckas KapTMHO NPOSBRSETCS MPUBbIYHLIM HEBLIHAWMBAHMEM Gepe-
menHoctn (no 30%), peunamBUpyIlOWMMM BEHO3HBIMM TPOMGO3AMM M TPOMGO-
SMBONUIMM, XAPAKTEPHbI HEKPO3bI KOXM MPH NEYEHUM HEMPAMbIMKM QHTUKOATY-
NAHTAMM.

HacnepcrserHbiit pedomumt npotenta C moxer GbiTb AByX TMMOB: | TN —
ymeHblueHne konnyectsa npotenta C; |l Tun — cHuxeHue aKTMBHOCTM npoTe-
nHa C npu ero HOPMANbHOM YPOBHE.

OuarHos ocHosaH Ha onpepenennn antureHa npotenHa C (Hopma 60—
140 %) v doyHKUMOHANbHBIX MCCIEROBAHMSX MIA3MEHHOM KOArynsiumm (creneHu
ysenuuerns A4TB HopmanbHoM nnasmbl 1 niasmsl 6es npotenta C ¢ go6aene-
HMEM MNa3Mbl BONLHOTO M 3MEWMHOTO SAa).

lpo¢pnraktnka Tpom60308B npu Aegpuumte nporemHa C: Cynofekcup mno
250 Mmr BHYTPb 2 pa3a B CYTKM B TeYeHne 2—3 MecC.; MpH NPUBLIMHOM HEBbIHA-
wuaHun GepemerHoctn — HMI.

B nio6om cnyyae npoTMBONOKA3AHO MCMOMb3OBAHME HEMPSMbIX OHTMKOC-

rynsHToB (BapdoapuH).

Aeuerne Tpom60308 npu Aepuumte nporenna C:
B OCTPbIM NEPUOf: BPOTPEKOTMH & (PEKOMBUHAHTHBIA OKTUBMPOBAHHIN
npotenn C) 8/8 co ckopoctsio 24 mkr/kr/u B Tederme 96 u;
B MOAOCTPbIMA MEPHOA: TEPANMS CYNOREKCUAOM C QHTUArPEraHTamu (cy-
nogekenp no 250 mr BHYTpb 2 pasa B CyTku B TeyeHne 2-3 Mec. +
auetuncanmuymnosas kucnota 75-150 mr/cyT BHyTpb nocne epsl anu-
TensHo unu knonuporpen 37,5 Mr/cyT BHYTpb ANUTENLHO).

Oedonunt npotenHa S

[ecpmumr nporenHa S — HACNEACTBEHHBIA UMW NPUOBPETEHHDIN HEROCTA-
TOK QHTUKOQrynsHTa cuctemsl npotemHa C. BpoxpeHHsit gedpuumt | tuna —
CHUXEHWE ypOBHS OBLWEro 1 CBOGORHOrO MPOTEMHA S, CHUXEeHMe dPYHKLUM-
oHanbHoM akteHocTH; Il TG — cHUXeHMe dPYHKLUMOHANBHOM GKTUBHOCTM
NPy HOPMANbHOM YpOBHe oblero 1 ceoGopHoro npotenHa S; lIl vna — ce-
NEKTMBHOE CHMXEHME YPOBHS CBOGOAHOM dpopmsl. [TpotenH S sensetcs suta-
MMH K-30BMCHMbIM CDOKTOPOM, CUHTE3MPYETCS B MEYEHM, MPUCYTCTBYET B [BYX
doopmax — cBobopHOM 1 cessaHHoM. B Hopme 60-70% npotenta S ceasaHsl
¢ C4-KOMNOHEHTOM KOMMNIEMEHTA — PErynSTOPOM KNACCHYECKOTO MyTH CUCTe-
Mbl KOMMAeMeHTA. YpoBeHb cBA3biBAHMS NpoTenHa S ¢ C4-KkOMNOHEHTOM KOM-
MNeMeHTa ornpeaenseT Cofepx)aHmne ceo6ofHoro npotenHa S. Tonbko ceo6op-
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Has POPMA NPOTEMHA S CNY>KMT KOCPAKTOPOM aKTHBMPOBAHHOTO NpoTenHa C.
HacneposaHue (BpoxaeHHbIM RedoMUMT NPOTEMHA S) NO AYTOCOMHO-AOMMHAHT-
HOMY TWMY C HEMONHOM NEHEHTPAHTHOCTbIO, FOMO3UIOTHBIE BAPUAHTbI M COYETA-
HWS C APYTMMM TPOMBOOMNMSMM OBbIYHO MPOSBAAIOTCS B NEPUOf HOBOPOXAEH-
HOCTM C NETAMbHBIM MCXOAOM. [TpHOBPETEHHDIN RECPMLIMT MOXHO HABMIOAATL BO
BPeMs 6epEMEHHOCTM, HO POHE NPUEMA NEPOPAbHBIX AHTUKOATYNSHTOB, NPH
MCMOMb3OBAHWM NEPOPAbHBIX KOHTPALIENTUBOB, Y MALMEHTOB C NATONOTMEN Me-
YEHW, Y HOBOPOXAEHHbIX.

KnuHnuyeckmne nposieneHns MaHMpeCTMpyIoT B 3peNom BO3PACTE B BUAE
PELIMAMBMPYIOLMX BEHO3HBIX TPOMBO30B 1 TPOMBOIMBONMI, XAPAKTEPHbI HEK-
PO3bl KOXM MPU NEYEHMUM HEMPSIMbIMUA HTUKOATYASHTOMM.

[narnos: aktmeHocTs NpotenHa S Huxe 60 % OT HOPMANLHOM KOHTPOMb-
Hoi nnasmsl (Hopma 60-140%).

[MpodonnakTka 1 neveHme TPOMBO30B AHANOTUYHbI TAKOBbIM NPH Redou-
unte npotenna C.

13.4. [unepromoumctenHemms

[vnepromoumcrenrnemms — pedpekT MeETMNTETPArMAPOCPONATPERYKTA3bI
(MTTDP) mnu umcratmon-b-cuHtetassi. Hanbonee usyueHHoM mytaumeit senset-
CSl BAPMAHT, B KOTOPOM HyKneotnp umrosuHa (C) B nosuumm 677 3ameHeH Ti-
muanHoMm (T), 4TO NPMBOAMT K 30MEHE OMMHOKMCIIOTHOTO OCTATKA QNAHMHA HA
OCTATOK BANMHA (noauums 222) B caitte caasbiBaHMs doonata. Takow nonMmop-
douam obosHauaetcs kak mytauns C677T. Y nuu, roMosUroTHsIx Mo FAHHOM
mytaumu (rerotun T/T), otmeuatotcs TepmonabunsHocts MTTDP u cHuxermne
QKTUBHOCTM cpepmeHTa npumepHo Ao 35 % OT CPefHEro 3HaYEHus.

Snupemmnonorms

Tsxenas rMneproMoUMCTEMHEMMS Yale PA3BUBAETCA MPU FOMO3MIOTHOM
dpopme sabonesanus. Hanuume romosurorsl T/T suisensiercs y 10-16% espo-
neiLes, d reTepO3MroTHLIMU HOCHTENIMM 3TOrO reHa Guinn 56 % obcnefoBaH-
HbIX MWL,

2THUonorua u natoreHes

lomouucTenH MeTaBonusnpyetcs AByMs MyTSMM: 30 CHET NEPEHOCA Cynb-
cpaTHOM rpynNMbl, NPOMCXOMAWETO B MPUCYTCTBUM BMTAMMHA B, unu pemern-
NMPOBAHMS, OCYWECTBNIEMOrO B NPUCYTCTBMM BMTAMMHA B, u cbonuesoit
Kucnotsl. HopmanbHbIM CYMTAIOT YPOBEHb FOMOLIMCTEMHA B KPOBM HATOWAK
B guanasoHe 5-15 mkmons/n. KoHueHTpaums romoumcrenHa B nnasme B npe-
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penax 15-30 mkmons/n ceupetenscreyer 06 yMEPEHHOM rMNEProMOLMCTENHE-
mumn, 30-100 mkmonb/n — o npomexyTouHoit, Gonee 100 mkmons/n — o
TAXKENOW.

MexaHuam TpomMG006PA30BAHMS — NPIMOE 1 ONOCPENOBAHHOE AEMCTBIME
HO SHAOTENMM, YTO OBYCNOBIMBAET CHUXEHWE OKTUBALMM TPOMOOMORYIMHA W
npotenta C, yBenuueHne copepXaHus TKOHEBOrO TPOMBOMNACTUHA M NPUBO-
QMT K MOBbIWEHMIO arperauum TpomGoumntos. OCHOBHbIE KIMHUYECKME CUMMTO-
Mbl: POHHEE PA3BUTME ATEPOCKNEPO3d, 306ONEBAHWS CEPREYHO-COCYAUCTON
cucTeMsl (Mwemmdeckas GonesHb cepauld, MHOPAPKT MUOKAPAA), HApyleHue
MO3roBOro  KPoBOOBPALIEHMS, MPUBLIYHOE HEBLIHAWMBAHME GEPEMEHHOCTH,
apTepManbHbe U BEHO3HbIE TPOMGO3bI.

Knuuuka

KnuHWueckM RaHHBIA  CMHAPOM XAPOKTEPU3YETCs rOMOLMCTEUHYPHEN,
SKTOMMEN XPYCTANMKA NA3A, QHOMOMMSMM PA3BMUTMS CKENETd, COCYAMCTHIMM
3060NeBAHMIMM B MONOAOM BO3PACTE, TPOMBOSMOONMEN M KOTHUTUBHBIMM
PACCTPOMCTBAMM. TsXEnas ryneproMoLUCTEMHEMMS SBNSETCA NPUUMHON Gonee
MOMOBMHbI BCEX CMYYAEB MIWEMMYECKOTO MHCYNLTA, MHAPAPKTA MMOKAPAQ W
T2IA y GonbHbix B Bospacte go 30 ner.

Ouarnoctuka

OuarHocTMka 3060NeBAHMS CTPOMUTCS HA CRIEAYIOWMX MPUHLMMAX:

v’ onpenenexme CORepXaHus FOMOLMCTEMHA B KPOBM;

v onpenenenme metoom MLP MyTaumm ¢ 3aMeHOM HYKNEOTUAQ LMTO3M-
HQ Ha TUMKH B nonoxernn 677 (C677T) s rene MTTOP;

v onpepenexne metopom MLIP myTaumii gpyrmx reHos doonaTHOro LmMkna.

[MpodounakTuka

MNpodounakTika TPOMGE0O6PA3OBAHMS MPU TMNEPrOMOLIMCTEMHEMMM BKTIO-
yaet 6onblume O3bl PONMEBONH KUCTOTI (5 Mr/cyT) Unu KOMNNEKC BUTAMMHOB
B,, B,,, B, BHYTPL B TeueHne 2 Mec. 3 pasa B rof Nof KOHTPONEM COAEPXAHMS
FOMOLIMCTEMHA B KPOBM.

Teyenune

leyenne Tpomb030B M TPOMOOIMBONMIA NPOBOAMUTCA MO OBWMM MPUHLK-
Nam B COYETAHMM C MPenapaTami BUTOMMHOB rpynnbl B B BbicokMx posax,
HeOGXOMMO TAKXE NEeYeHMe OCHOBHOTO 3abonesanus. [ns Tepanuu nyuwe
MCMONb30BATh 3APErMCTPUPOBAHHBIA B Poccum napeHTepanbHbii KoMnneke su-
TAMMHOB (MMPUAOKCHMHA MAPOXNOPUA 5 Mr, unaHokoGanamud 1 Mr, doonue-
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sas kucnota 1,05 mr) & eupe pactsopa (4 mn + 1 mn) 8/8 unu 8/m 2 pasa
B Hepeno, Kypc neverus 4 Hep. (scero 8 uHbekumi).

13.5. AHtndpbocdbonmnuaHsiit cMHaPOM

Anmncbocpomnmmmprbiii cuHppom (ADC) — npuobpeteHHas Tpombodou-
nus MMMyHHoro reHesa. Nog ADC noHMMaloT cMMnTOMOKOMneke, obbeau-
HSIOWMIA OMpPEAeNneHHbIE KNMHUYECKME MPU3HAKM M NAGOPATOPHbIE AAHHbLIE:
HanM4YMe aHTMAPOCHPONMUMMUAHBIX AHTUTEN B COYETAHWM C APTEPUANbHBIMU TPOM-
6030MM, CMHAPOMOM MOTEPM MNOAA, UMMYHHOM TpomGouuToneHunen u/unm
Hesponorunieckumn paccrpoictsamm. ADPC 3aHMMaeT nepeoe MecTo cpeau
BCEX MPMUYUH NPUOBPETEHHbIX TPOMOO308B, BbISBNAETCA Y 25 % GONbHLIX C TPOM-
603aMmM.

Buipensior cobereenno ADC u katactpodpmueckuin ADC. Mpu Hanmumm
naGopaTopHbIX MApPKepoB auarHoctupyercs ceponoautushbin APC (c Hanu-
YMEeM BONYOHOYHOTO GHTMKOAryNsHTA M 6e3 Hero), Npu OTCYTCTBUU — CEPOHE-
ratmenbiit ADC.

DTMONOrUS M NATOreHes

OcHosHbiMK  npuunHamn ADC  gBrsIOTC  AyTOMMMYHHblE  3060MEBAHMS
(CKB, cimcTeMHbIM BACKYNMT, Y3ENKOBbIN NEPUAPTEPUMT), QNNEPrMYecKme 3a-
GonesaHus, MHAPEKUMM, OMyXonu, NMmdponponMdpepaTHBHbiE 3a60NEBAHMS,
sa6onesanus nevenn, XMNH, sabonesaxus kKnanaHoB cepaLd, ACMMMTOMATHYE-
CKAsl LIMPKYNSLMS AHTUAPOCHONUMMAHBIX QHTUTEN.

NatoreHes TpoM6006PA30BAHMS CBI3AH C BLIPABOTKON aHTUdpOoCcdbonMNMA-
HbIX QHTUTEN 1/ Mnn BondaHouHoro axtukoarynskta (IgG, IgM), kotopbie MHrMEK-
PYIOT OTPULIATENLHO 3apsikeHHble dPOCONMMMALI, CBALIBAIOTCA C SHAOTENUEM,
MOAABASIOT CMHTES MPOCTALMKIMHA (HAOMBONEe MOLHOrO eCTECTBEHHOTO MHrMGH-
Topa arperaumu), ctumynupytor cuntes VWF, T®O, nomumo 1010, npomcxopst
CBS3bIBAHWME C renapuHoM M Gnokuposka aktvsauun ATlIl, npu oBpasosaHmm
amuten k npotenHy C — 6nok npotenta C, npu 06pasoBaHmMm aHtMren K doak-
topam V, VIl — npuobpererHas pesncrentHocts Va k npotenty C, cessb aH-
TMTEN ¢ peuentopamu TpomGoumtos; obpasosanne aHTH-ADAMTS-13 moxer
MPMBECTM K PA3BUTUIO TPOMBOTUYECKOH TPOMGOLIMTONEHNH.

Knunuka

Mockonbky B ocHose ADC nexut HesocnanutensHoe TpPomboTUueckoe
MOPCXEHWe COCYROB MIOBbIX KANMOPA M NOKANM3ALMM, CMEKTP KIMHUYECKMX
NPOSIBNEHMI YPE3BBINANHO PA3HOOOPA3EH.
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[ns KNMHWMYECKOM KAPTMHBI XAPAKTEPHO MOPAXEHME COCYAOB MANOTO
M CPeAHero Kanubpa: HApylWeHME MUKPOLMPKYMSLUMM B KOXE M OPraHaX,
Pa3BUTME TPOMBO3OB BEH M APTEPMIA, MPUBLIYHOE HEBLIHALMBAHME GepemeH-
HOCTH.

BerosHbiii pom6o3 — camoe uactoe nposeneHme ADPC. TpomBbi 0Bbiu-
HO NOKANM3YIOTCA B MMYBOKMX BEHAX HUXKHMX KOHEUHOCTEM, HO HEPERKOo Obl-
BOIOT B MEYEHOYUHbIX, MOPTANbHOM, MOBEPXHOCTHbIX BEHAX M AP. XAPAKTEPHI
nostopHbie TIJTA 13 rnyGokmx BEH HUXKHUX KOHEYHOCTEN, MHOTAA MPUBOASLME
K NEero4Hon runepreHsmn. Tpombo3 BHYTPUMOS3IOBBIX QPTEPMIA, MPUBORALMIA
K MHCYMbTY M TPOH3MTOPHbIM MLIEMMYECKMM ATAKAM, — Haubonee yactas no-
kanusauus aprepuansHoro Tpombosa npu APC. Bapuant AOC — cuHppom
CHeppoHa, NposBASIOWMIACA PELMAMBMPYIOWMMM TPOMBO3AMM COCYROB rONOB-
HOrO MO3ra, NMBEO, APTEPUANLHON FMNEPTEH3MEN M PA3BMBAIOWMMCA Y NnuL
MONOAOrO U CPeHero Bo3pacra.

[NopaxeHne knanaHoB cepaLa — ORHO M3 YACTbIX KOPAMONOrMYECKMX
nposenennit AGC. OHo BapbUPYET OT MUHUMANbHBIX HOPYLWEHMA, BbISBISEMbIX
Tonbko npu IxoKI (HeGonblas peryprutaums, yTonueH1e CTBOPOK KNANaHOB),
MO TAXENbiX MOPOKOB CEPAuUd (CTEHO3 MM HEJOCTATOYHOCTb MMTPANLHOTO,
pexe COpTANbHOTO M TPUKYCMMAAMBHOMO KNAMNAHOB). Y HEKOTOPbIX GOmMbHbIX
BbICTPO PA3BUBAETCA TAXKENOE MOPUXEHME KNAMNAHOB C BErETALMAMMU, OBYyCnos-
NEeHHOE TPOMBOTMYECKMMM HANOXEHNUSMMU, CXOFHOE C MOPXEHMEM KNAMNAHOB
MPK MHAOEKLIMOHHOM SHAOKAPAKTE.

Passute aprepuansHoi runepreqsn npu ADC moxer BbiTh CBI3AHO €O
MHOTMMM MPUYMHAMM, B T.4. C TPOMBO3OM MOUYEUHBIX COCYROB, MHCPAPKTOM
noyvek, TPOM6030M GPIOWHOrO OTRENa AOPThl (MCEBROKOAPKTALMS) U BHYTPH-
Kny6oukoBbiM TpomG0o3oM. OTmeueHa CBsI3b MEXAY TMNepnpPOoayKUMENR aHTUTen
K doocdhonunuaam M passutMem coMOPO3HO-MBILEYHON AMCTINA3MM MOYEUHBIX
aprepuit. Pegkoe ocnoxHerne ADC — 1pomGoTHYECKas NEroYHAs rUMepTeH-
3usl, KOTOpPas CBA3AHA Kak ¢ peunameupytowmmmn TIMTA, Tak n mectHbim (in situ)
TPOMGO30M NETOYHbIX COCYMOB.

Mopaxehue noyek npu APC cBA3aHO C BHYTPUKNYBEOUKOBLIM MUKPOTPOM-
6030M M 0603HAYOETCS KAK MOYEYHAs TPOMBOTMHECKAS MMKPOQHIMOMATMS.
MukpoTpom603 KyGOUKOB MOYEK CYUTAIOT MPUUMHON MOCNEAYIOWErO PA3BM-
THS IMOMEPYNOCKNepo3a, BEAYLEro K HAPYWEHUIO dOYHKLMM OPraHa.

Akyliepckylo NaTonormio OTHOCAT K OfHMM M3 HambBonee XAPAKTEPHbIX
npuaHakos ADC: npusbvHOE HEBBIHAWMBAHWE BEPEMEHHOCTH, PELMAMBUPYIO-
lyMe CMOHTOHHbIE ABOPTHI, BHYTPUYTPOOHAs rubenb MAOAA, MPEdKNAMMCHS.
lNoTeps nnopa BO3MOXHA B nioGbie CPOKM GEPEMEHHOCTH, HO uaue BO
[l Tpumecrpe.

MNopaxeHune koxu npu APC xapakrepusyercs pasHOOOPA3HbIMU KIMHM-
YECKMMM MposBneHnammu (yawe — nmsepo). Pexe BcTpeuyaiotcs KoXHble 53Bbl,
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MCEBROBACKYNUTHLIE MOPAXEHUs (Myprypd, NAROHHO-TIOROWBEHHAS 3PUTEMT,
MYCTYmbl, FAHFPEHA NanbLes).

Tpomboumtonenns — TUNMUHLIA rematonormdeckuit npusHak ADC.
Paseutie remopparuyeckmnx ocnoxHeHuit HaBNIOAAETCS PEAKO M, KAK npa-
BMNO, CBS3AHO C COMYTCTBYIOWMM AECPEKTOM PAKTOPOB CBEPTHIBAHMS KPO-
BM, MATONOTMEN MOYEK MK NEPEAO3UPOBKON QHTUKOATYNSHTOB.

OvarHocTtuka

[narios ADC ycTaHaBIMBOETCS HA OCHOBOHMM HANMYMS [OKA3AHHOTO
TPOMGO03Qa MNM MPMBLIYHOTO HEBLIHAWMBAHMS GEPEMEHHOCTU B COYETAHMM C
BbISIBIEHMEM BOMYAHOYHOrO QHTUKOQrYMAHTA, GHTMKOPAMONMIUHOBLIX CHTUTEN,
aHtMten K PB2-rmkonpotenpy |, antMHykneaproro doakropa, axtren k AHK
(penko) (cpenHue u BbicokMe TUTPBI BOMXKHbI GbiTh BbisBNEHbI 2 pa3a M Gonee ¢
uHtepsanom 12 Hen.).

Mpodunaktnka Tpomboo6pasoBaHMS

Mpu BbLICOKOM YpOBHE AHTMAPOCHONMMMAHBIX AHTMTEN 63 KNMHUYECKMX
npusHakos ADC, B T.4. y GepeMeHHbIX XeHWMH 6e3 aKylepcKoi NaTonormm
B GHOMHE3€, MOKA3AHbI MPUEM ALETUNCAIMLMNOBON KUCNOTb B HM3KMX AO3CX
(75-100 mr/cyT) u aHamuueckoe HabniopeHwe.

Y NOUMEHTOB C BLICOKMM PUCKOM TPOMGO3OB (BO3PACT, APTEPUANBLHASR TH-
NepTeH3usl, COXAPHbIA AMABET, MOBbIWEHWE XONECTEPUHA, KYPEHWME, HACNed-
CTBEHHbIE TPOMBOMOUIMM, OMYXONK, MPUEM MEPOPANbHBIX KOHTPALEMTUBOB,
HEPPOTUYECKUI CUHEPOM, MMMOBMNM3ALMS, XMPYPIAYECKME BMELATENbCTBA,
knyGoukosas dounstpaums meHee 60 B 1 M) MEAMKOMEHTO3HAS KOPPEKLMs
BKNIoYaeT npuem sapdpapmta nop koHtponem MHO, kotopoe nopaepxusaert-
cs Ha yposHe meHee 2,0, B couetanmnm ¢ ruppokeuxnopoxuHom (200 mr/cyr).

Neyenne

Neyetnne pombosos — npuem sapdoaputa. Npu BeHosHOM TpomGo3se
po3sa sapdoapuHa gomxHa obecneynsats yposeHs MHO 2,0-3,0 (s cpen-
Hem 2,5); npu aprepuanshom — MHO Heob6xopumo noppepxusaTth Ha
ypoeHe Gonee 3,0, a y nuuy Monoporo sospacta 6e3 doaKToOpoB pUCKA
KposoTeueHuit (Bropuunbit ADC, TpomGounToneHus, HapyweHue doyHk-
UMM TPOMBOLMTOB, CBS3OHHbBIE C HOANMMYUEM BOMYAHOYHOTO OHTUKOArYMAHTA,
nedpekTbl MPOTPOMBMHA) MOXHO MPOBOAUTL KOMBWHUMPOBAHHYIO TEPAMMIO
HenpPsAMbIMM QHTUMKOQTYNSHTOMM M HM3KUMM [O3AMM CLETUACANMULMNOBOI
kucnotel (50-100 mr/cyr).

MNpumerenne rniokokopTkonaos onpaspaHo, Tonbko eci APC passu-
Baetcs Ha cpoHe kakoro-To 3aGonesanms (CKB, Gonesnu Lerpena u pp.).
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McnonbaoaHne rMiOKOKOPTUKOMAOB B TUX Cly4YdsX HAMPOBIEHO HA neveHue
He ADC, a ocHosHOro sabonesaxus.

OntuManbHbLIM Ans NPOdPMACKTUKM PELMAMBMPYIOWMX MOTEPb MNOAC B Te-
YeHue Bceit GePEeMEHHOCTH, a TAKXKE BEHO3HbIX M APTEPUANbHBIX TPOMBO30B B
NOCNEPOROBOM NMEPUOR CYATOETCH COMETAHHOE MPUMEHEHWE HWM3KMX [O3 aue-
TMRcanuumnoBom kucnotsl u HMI.

13.5.1. Katactpodounueckuit aHTMdOOCdONMMUAHBIA CUHAPOM

Karacrpogpmueckmii AOC (KADC) — pepkui, HO MOYTM B MONOBUHE
cnyyaes doatansHbii BapuaHt APC, B OCHOBE KOTOPOrO NEXMT reHepanuso-
BAHHOS TPOMBOTMUYECKAs OKKIIO3M COCYAOB MANOro KAnMGpd, accoummpo-
BAHHAS, KOK MPOBUNO, C BbICOKMM TUTPOM aHTUTEN K dpocdponunmpam. KADC
yawe passueaercs y GonbHbix CKB, pexe — npu apyrix ayToMMMyHHbIX 30-
BonesaHusx (PEBMATOMAHOM APTPMTE, CMCTEMHOM CKIEPOAEPMMM, CUHAPOME
LLlerpeHa, Hecneundpryeckom sS3BEHHOM KonuTe U Ap.).

Knuunueckas kaptuia KADC onpepensercs nokanusaumei M Maccume-
HOCTbIO MMKPOLMPKynaTopHbix TpomGosos. KADC 8 GonbwmHcTee cny4qaes
MOHWTPECTUPYET NPU3HAKAMM MONMOPTAHHOM HEAOCTATOUHOCTH, MOPAXKEHUEM
cepnua u nerkux, LIHC, opranos XKT u nouek; BeHosHble 1 apTepuanbHbie
TPOMBO3bl COCYAOB BOMBLIOTO AMAMETPA PA3BMBAIOTCS PEXE.

[IarHocTMka cBI3QHA C HanMuMeMm 4 KpUTEPUEB: NPU3HAKM MOPAXKEHMS
> 3 OpraHos, cuCTeM M/Mnm TKOHEN; NOSBNEHNE CHMMMTOMOB OfHOBPEMEHHO
Mnm B Cpok fO 1 Hep.; rucTonormyeckoe MOATBEPXKAEHUE OKKMO3UM MENKMX
COCYHOB MO KPAHEN Mepe B OHOM OPraHe MM TKAHM; NaGOPATOPHOE BbisiB-
neHne aHTUAPOCPONMMUAHBIX AHTUTEN (QHTMKAPAMONMIUHOBBIX QHTUTEN, 1/ Mk
BONYAHOYHOTO QHTUKOArYNSHTA, W/ mMnu antuten K 2p-rnukonpotenay ).

JleyeHne HanpaeneHo Ha MORCBIEHME CKTMBALMM CBEPTLIBAIOWEN CHCTe-
Mbl KPOBM, M3BLITOYHOW MPOAYKLUMM MERMATOPOB BOCMANEHMs, HA YAdNeHue
aHtMdpocdponunmaHbix axtuten. Hanbonee yao6HAS CXeMa NeveHms — KOM-
GUHALMS OHTUKOATYNSHTOB, MMIOKOKOPTMKOMAOB M MNA3MOOBMEHT.
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14. KnAccromkALMS
4 M OCHOBHBbIE
XAPAKTEPUCTUKM
OMYXONEBbIX
3ABONEBAHUM CUCTEMbI
KPOBETBOPEHMS

Bce oHkoremaronormnyeckne 3a6oneBaHMs NPEACTABNSIOT COGOM KNOHAMbHbIE
KneTo4Hble NPONUAPepaLIMM, B TOM UM MHOW CTeneHM OBNARdIoLME HE3ABMCH-
MbIM OT Perynsumm opraHmnama poctom. Bepudpmkaums Hosonormueckmx doopm
M BAPMAHTOB OMyXONel KPOBETBOPHOM M NMMAPOMAHON TKOHEN OCHOBLIBAETCS
HQ TUCTOrEHETUYECKMX NPUHLMMNAX ONpefeneHus NMMHEMHOM NPUHAANEXHOCTH
M YPOBHS MdpdbepeHLMPOBKM TPAHCPOPMMPOBAHHBIX KNETOK C Y4eTom crie-
LMPMUECKMX LIMTOTEHETUYECKMX M MONEKYNSPHO-TEHETUYECKMX AHOMANMUI, 4TO
nossonserT NPOoBOAWTL AUCPAOEPEHLIMANbHYIO AMArHOCTMKY STMX 3a6ONEBAHMNA
M CrocobCTByeT COBEPLLEHCTBOBAHMIO METOfOB Tepanuu. PogoHauansHoi ony-
XONEBOW KNETKOW BCErfa sBASETCS MONMMOTEHTHAS CTBONOBAS KNETKA, KOTOpAs
CMOCOBHA K CAMOMORAEPXAHMIO, MPONMADEPALMM M DOPMUPOBAHMIO KIMHM-
4ECKM 3HOYMMOTO OMYXONEBOTO KNOHQ.

OcHosHolt onpepensiowmit XapaKTEPUCTMKM OMyXONEBOTO POCTA KpuTe-
puit — coctas cy6etpata onyxonu. Ecnn oH npepcrasneH nespensimy knet-
KOMM, TO MPEUMYIIECTBEHHbLIM MECTOM NIOKANM3ALMM OTYXONEBbIX KNETOK SBMS-
€TC KOCTHbIA MO3F, T. K. HE3pensle KNeTky He MOryT npu GoM3MONOrMYECKMX
yCnoBusX BBINTA B IEPUADEPUUECKHI KPOBOTOK. ITO OGYCNOBIMBAET TUMMUYHbIE
XOPOAKTEPUCTUKM STOM FPYNMbl 3a60NEBAHMIA: MHAPUALTPALIMS KOCTHOTO MO3Td,
NoAcBNeHNEe HOPMAINLHOTO KPOBETBOPEHMS C PA3BUTMEM KOCTHOMOSFOBOW He-
[IOCTATOYHOCTM M UMTONEHUHM B KPOBH.

Hao6oport, ecnn cyberpatom onyxonu sensiotcs spensie KNetku, To, no-
MMMO MpoLieccos nponudoepaumn 1 AMdOdPepPeHLMPOBKM, COXPAHSETCS BO3-
MOXHOCTb CO3PEBAHMS M BbIXORA 3TUX KNETOK B nepudoepuyeckyto Kpoeb. Ta-
k1e 3060NeBaHMS XAPAKTEPU3YIOTCS OTHOCUTENbHO MONHOLIEHHbIM GlEKBATHbIM
KPOBETBOPEHMEM B TEYEHWME ANMUTENLHOTO BPEMEHW 3ABONEBAHMS, HANMYMEM
OMyXONEeBOro KNeTOYHOro Cy6CTPATA BHE KOCTHOTO MOS3rd: LUMTO3d B nepudpe-
PUYECKON KPOBU (3pUTPOLMTO3, TPOMBOLIMTOS, HEMTPOCOUMbHBIM NEMKOLMTOS,
a6COMIOTHBIA TMMAPOLIMTOS), YBENMYEHMEM KPOBETBOPHbIX OPICGHOB M OPraHOB
MMMYHHOM CMCTEMbI (CeneseHkM, neveHn, NMMADATUYECKMX Y3NoB, GOOMIUKYNOB
CNU3KCTbIX 0BonoYek).
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Onyxonesbie remaronornyeckme 3a60NEBAHNS 13 MONOAbIX (HE3penbix) kne-
TOK-NPEAWECTBEHHNL MOTYT MPOTEKATb C MPEUMYLLECTBEHHOM NponMdbepaumne
B KOCTHOM MO3re Mpu OTCYTCTBUM AMAOPEPEHLMPOBKM (CO3peBaHms), 4To npu-
BOMMT K TMNEPKNETOYHOCTM, ObICTPOMY NOAABNEHMIO HOPMANBHOTO KPOBETBOPE-
HMS M NAHUMTONEHMM C PASBHTMEM TSXENbIX OCIOXHEHMHA:

_. Takne sabonesaHus BXOAST B FPyMnMy OCTPbIX NEAKO30B, KOTOpble
AMArHOCTMPYIOTCA MO GNACTHOM MHAPMNLTPALMM KocTHOro Mosra Gonee 20 %.
Ecnu, HecmoTps Ha cBoto HespenocTs, GNACTHLIM NEMKO3HBIM KNETKAM YAdeT-
A BbIATM B MEepUdDEPUUECKYIO KPOBb, TO MMEIOT MECTO NeHKoLMTO3 U BnacTe-
MM, 4TO CYMTOAETCS MNOXMM MPOTHOCTUYECKMM MPM3HAKOM. B 3Tx cutyaumsx
KPQWHe BbICOKO BEPOSTHOCTb MHCPUIBTPALIMM STUMM KNETKAMM KPOBETBOPHBIX M
HEKPOBETBOPHBIX OPTraHOB (4ACTO PA3BMBAETCS MOPAXEHUE MEYEHU U CENneseH-
KM — renarocnieHoMeranus, NMMdpaTMIecKmx ysnos — creumdonyeckas nmm-
doapeHonaTHs, BOBNEKAIOTCS FONOBHOW MO3T M €ro 060NoYKM — HeMponenkos,
MHOTAQ BbISBNAIOTCS OYATOBblIe OOPA3OBAHMA B KOXE M MATKMX TKAHSX — XNO-
pombi). KpaitHe peko MoxHO HAGNIOAATH M30NMPOBAHHOE MOPAXEHNE MUENO-
6nacTamMmu opraHoB 1 TKaHe 6e3 BOoBNeYEHMs KOCTHOFO MO3Fd, TAKME OMyXOonu
HO3LIBAIOTCS MMENOCAPKOMAMM M NEeYaTcs MO MPOrPAMME OCTPbIX NEMKO30B.

Ecnu npouecchl nponndoepaumm He CTonb OKTMBHBI M COMPSXEHbI C BbIPA-
XEHHbIMM ABNEHWSMM QMOMTO3A (3AMPOrPAMMUPOBAHHOM KIETOYHOM rMGENbIo)
HO CTAAMM KNETOK-MPERIECTBEHHNL, 3TO NPMBOAMT K PA3BMTMIO HEAOCTATOYHOC-
TM OfIHOTO M3 HaMbBONee BOBNEYEHHbIX HAMPABNEHMIA rEMOMNO033a, YTO MPOSBNS-
eTcs UBONMPOBAHHOM QHEMUEN, NeiKoneHuen unu TpomboLuToneHuein. Takue
3060NeBAHMS HA3bIBAIOTCS MUENORUCNNACTUYECKMMMU CMHAPOMAMM U IMATHOC-
TMPYIOTCS MPU HANMYMU CTOMKOM, mpotekaiowei Gonee 3 MeC. M3ONMPOBAH-
HOM LUMTONEHMM M AUCMNA3MM KINETOK KOCTHOTO MO3rd. JTW 3060neBaHus, KAk
MPABMNO, CO BPEMEHEM TPAHCCDOPMMPYIOTCA B OCTPLIE NEMKO3bl, HO BBUAY OT-
cytcTus bnactHoro cyberpata TpebyioT MHOTO MOAXOAd K NEYEHMIO.

Bpenokieroutsie, 1nu APOIMAOEPCTHBHEIE, 3GBONEBAHMA, HECMOTPS HA
M3HAYANLHOE MOPUXEHME CTBONOBOM KNETKM M KIOHAMbHYIO MponudbepaLmio
B KOCTHOM MO3re, He MOAABAAIOT KPOBETBOPEHUE M HE BbI3LIBAIOT LIMTOMEHMIO.
DTO CBA3AHO C MMEIOLMIACS BOBMOXHOCTBIO CO3PEBAHMS OCHOBHOMO Cy6CTpaTd
OMyXONu, KOTOPbIA CBOGOAHO MOKMAGET KOCTHbIM MO3T 1 NOMAAAET B nepude-
puueckylo KpoBb. Takie GonesHu NpPOTEKAIOT AIUTENLHOE BPeMs GECCUMNTOM-
HO, O NPOSBASASCh KNMHUYECKM, HE BbIBIBAIOT TAXKEMbIX, YTPOXAIOWMX XU3HM
COCTOSIHMIA, MO3TOMY HQ3bIBAIOTCS XPOHMYeckMMM. B panbHeliwem pans nowu-
MOHMS KIIMHAYECKOM XAPAKTEPUCTUKM XPOHUYECKMX NPOnMddepaTnBHbIX 3a60-
NEBAHMI MMEET 3HAYEHME NMPEUMYLIECTBEHHOE NMOPAXEHNE MMENOMAHOTO MK
NMMAPOMAHOTO POCTKA KPOBETBOPEHMS.
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Ecnn nMeer Mecto BoBnEYeHME MMENOMAHOrO POCTKA KPOBETBOPEHMS, TO
3T0 NMPMBOAMT K M3ONMPOBAHHOMY (KOK MPABMIO) HOKOMAEHMIO B LIMPKYNMPY-
folei KPOBM 3penbiX KNETO4HbIX SNEMEHTOB C PA3BMTUEM SPUTPOLMTO3A MpPH
WCTUHHOM MONUUUTEMMM, HEMTPOCOMNLHOrO NEMKOLIMTO3A MPU XPOHMYECKOM
Muenoneikose mMnu TPOMBOLIMTO3A NpK 3CCEHUMANbHOM Tpombouutemun. Ta-
ke 3a60neBaHMS [MArHOCTUPYIOTCS MO CTOMKOMY HAPACTAIOWEMY WMTOZY W
TMNEPNA3MM KNETOYHOFO KOCTHOTO MO3Fd 34 CYET CO3PEBAIOWMX SNEMEHTOB
muenonoasa. Yacto xpoHuueckme muenonponudoepaTisHble 3a60NeBaHMS
npoTeKaloT ¢ renarocnneHomeranuei. MHorpa M3onMpoBaHHOM KNOHANLHOM
nponudpepaLMM NOABEPraeTcs MOHOLIMTAPHO-MAKPOMAranbHbld POCTOK Kpo-
BETBOPEHMS, Y4TO MPUBOAMT K PASBUTMIO XPOHWUYECKOTO MMENOMOHOLUTAPHOTO
neikosa, a usbupatenbHoe HaKonneHue CybCTPaTa M3 TyuYHbIX KNETOK onpefe-
nseT KAPTUHY CUCTEMHOTO MACTOLMTO3A.

MNpu m3bupatensHom BOBNEUEHWUM NUMAPOMAHOrO POCTKA KPOBETBOPEHMS
C HeapfeKBATHO OKTMBHbIM BBIXOAOM 3PEMbIX TMMAPOLMTOB M3 KOCTHOTO MO3ra
MPOUCXOAMT MX HOKOMNEHWE B NEePUIPEPUIECKON KPOBM MM OPTaHAX MMMYH-
HOWM CMCTEMbI. DTOT MPOLIECC MPMBOAMT K PA3BMTUIO ABCOMNIOTHOTO NTMMAPOLIMTO-
30 (MpH XPOHMYECKOM NTMMCPOLIMTAPHOM NEMKO3E) M YBENMYEHMIO NUMADATUYEC-
KMX Y3nOB, ceneseHku, doonNmKynoB CrmamncTbix obonoyek.

[MpuHUMIMANbHBIM OTAMYMEM TMMADOMPONMAOEPATMBHLIX OT MMENOMPONK-
doepaT1BHbIX 3060NEBAHMIA ABNSETCS BOSMOXHOCTb MPONMADEPALIMM 3pEenbiX
NUMCPOLIMTOB BHE KOCTHOTO MO3rd. Tak, nonapas B LIEHTP GOONNMKynd, NoBpex-
AEHHbIA MYTOHTHBINA 3penbiid IMMApoLMT crnocobeH o6pa3oBATL CAMOCTOSTENb-
HbI KNOH KNETOK, MPMBOASWMMA K PASBUTMIO OMYXONM. JTO CBI3AHO C 3AINPO-
FPAMMMPOBAHHBIMM MPOLIECCAMM COU3MONOrMHECKON CKTUBALMM KNOHQANbHOM
nponudbepaLmm, HeobXoAMMbIMM NS BLIPAGOTKM BOMBIIOTO KONMYECTBA CH-
TUTEN M3 OHOTO WMMEIOWEro MOAXOASWYIO MOCNEAOBATENLHOCTb TEHOB MMMY-
HornoGynuHa numdpounta. Takue mpoueccs B yeHTpe CPOAMMKYAQ sBASIOTCS
MPHYMHON pasBuTMs OORMMKYNAPHON TMMAOOMBI, MHOMMX cryyaes Audodpy3HOV
B-kpynHoknetouHoW nuMcpoMbl M nuMcpombl XopxkknHa. [leneHune spenbix kne-
TOK IMMCPOUAHOTO PARA HE OTPUHUYMBAETCS TONMLKO LEHTPOM CPONMKYNA, OHO
NPOAOMIKAETCS W B MAHTUIMHOM 30HE, YTO CYXMT MPUUMHOM MOABNEHMS MMMAPO-
Mbl M3 KNETOK MAHTMIHOM 3oHbI. [lns Gonee 3pensix nMmdoom, Korpa cyberpa-
TOM ABMSIOTCS TMMCDOLIMTBI HO CTAAMM MAPTUHANBHOM 30HbI, YK€ HEXAPUKTepHA
nponudpepaLMs OCHOBHOrO KNETOYHOrO COCTABA, YTO fendeT 3TM 3a60nesa-
HWs MeHee arpeccueHbIMM. JTMMdOOMY MAPrUHANBHOM 30HbI OTNMYAIOT KPAKHE
MERMEHHbIM POCT M HAKOMNeHUe NMMAOOLIMTOB B TOW MNKM MHOWM NUMAPOMAHOM
ctpykType. [1pM M30MMPOBAHHOM BOBNEYEHMM NMMADATUHECKMX Y3NOB TAKAS
NMMAPOMA HO3bIBAETCS HOAAMBHOM, MPU NOPAXEHUM CENE3EHKM — CeneseHoY-
HOM, NpK NoKANM3ALMM B CPONNMUKYNAX CIIM3UCTbIX OBONOYEK — MYKO3Q-aCCO-
LIMMPOBAHHOW.
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Bce nepeuncneHHble ctaguMm cO3peBaHMs NMMMAPOLIMTOB MPOXOAAT B NKM-
doatnieckmnx cponamkynax, KoTopbie NOKANMU3YIOTCS MPEUMYLECTBEHHO B MUM-
dpaTUHECKMX Y3NIOX, NOSTOMY TAKME MMMAPOMbI OTHOCSTCS K HOAAMbHBIM (KpOoMme
dbopm C apyroit cneumdonyeckoi NOKANM3aUMeN), Ans AMArHOCTUKM KOTOPbIX
HEOBXOAMMO NMPUMEHSTL Buoncuio HaMbonee M3MEHEHHOTO NMMAPATUYECKOTO
y3na u obCnefoBath HO MPEAMET MOMCKA APYrMX YBENMUYEHHbIX NMMCOOY3nos
BO BCeM opraHusme. YkasaHHsie 3060nesaHus OBGbEAMHAIOTCS B rpynmny Ho-
RAnbHLIX TMMcPOM M cTapupytotcs no knaccudonkaumn Ann Arbor. [ns Bcex
nepeuncneHHbIX MMMAdPONPoNMddepaTMBHLIX 3060NEBAHMIA XAPAKTEPHO NPUCYT-
cTBME HO MeMBpaHE omyxonessix Knetok knacrepa andpdpeperumposku (CD)
naH-B-knetouroro mapkepa CD20, uto npueeno K wmpoKomy MCnonb3oBAHMIO
ans nedenms a1oit rpynnel onyxoned ant-CD20-axtvren||iRGHNEE . <oTo-
pOe MO3BOMUIO 3HAYUMO YBENMUUMTL S-NETHIOKO BbXKMBAEMOCTb M CHM3WTL TOK-
CUYHOCTb NEYEHMS.

B psnge cnydvaes nokanusauus yposHs Guonormueckoi nponudoepaumm
NMMPOLIMTOB OCTAETCS HEM3BECTHOM, 3TO Kacaetcs nmdpomsl bepkurra u so-
NOCATOKNETOYHOrO NEMKO3A, KOTOPbIE MMEIOT COBCTBEHHYIO Knaccudoukauuio,
ocobble NOAXofbl K AMATHOCTUKE M1 NEYeHHIo.

Ha cambix nospHmx craaus pudodbepeHumposkn B-numdpountsl nprobpe-
TAIOT CNocoBHOCTL K BbIpaBoTKe aHTMTen. [ns HOPMANLHOrO CUHTE3A MMMY-
HOrMOBYNMHOB, MM HEOBXOAMMO 4Yepes NepUddEPUUECKUi KPOBOTOK MOMACTb
06paATHO B KOCTHBIM MO3T, FAe eCTb CyBCTPAT, 13 KOTOPOTO MPOUCXORAIT MMMY-
HornoGynuHsl, M Goratoe kpoBocHabxeHue. Pesynttatom HakonneHus omnyxo-
NeBbIX KNETOK HO 3TMX CTAAMSX CTAHOBSTCS BTOPMYHOE MOBPEXAEHWUE KOCTHOMO
MO3ra M yrHeteHue kposetsopetus. K Hanbonee FHGEOEPEHLMAPOBAHHBIM

nMMcbonpPonMdpepaTHBHEIM 3060NEBAHMAM OTHOCATCS IMMEPOMACSMOLMTAPHAS

NGOG (c nNperMyLIECTBEHHBIM NOPAXEHMEM OPTraHOB MMMYHHOM CMCTe-
Mbl), MOKPOIOBYIARENMYS BEMBISHGTPEME (C NpeMyLIECTBEHHbIM NOPAXEHM-
€M KOCTHOTO MO3TQ) Y MHOXECIBEHHOS MHMEAOME, NS KOTOPOM XAPAKTEpPEH
OCTEORECTPYKTMBHbIM CUHAPOM (MNA3MATUYECKME KNETKM 3ampOrPAaMMUPOBAHI
HO QGKTMBALIMIO OCTEOKNACTOB M CTUMYMALMIO HEOQHIMOreHesd, 4To MpPMUBOAMT
K PO3PYLWEHHMIO KOCTHOM TKAHM). DTa rpynna 3060neBaHMIA NONy4YMna HA3Ba-
Hve pepenperemtemisesy IEMGBIGEIOECE, 1. k. NOMVMO RRYXONEBONY Cy6-
cTpata 13 gpensys AMESGIATOR HavGonee YOCTO NOPAXAET KOCIHOMOSNOBOE
KROBEIBOREHME (HECKONLKO MOXOXAS KNMHAYECKAs KAPTUHA C APYTMMM re-
MOGNACTO3aMM, NTOKANMU3YIOWMMUCS B KOCTHOM MO3re) 1 MPUBOAMT K HaKOMNe:
HMIO B KPOBM M MOYE CMeELMAPUUECKUX KNOHANbHBIX UMMYHOrMOBYNnMHOB —
NAPANPOTEMHOB, BbISBMAIOLMXCA C MOMOLLbIO 3NEKTPOodoopesd M 0bpasyoumx
Tak Hasbisaembii M-rpaguent. [Ing AMArHoCTMKM NapanpoteMHeMMYECKMX
remMo6nacrosos (8 y4eTom MX crieumdouyeckon nokanusavmm) obssatensHo

ucnonbsyeTcs eIgREGRENST M-
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Opyroit BaxHeHWen OTIMYMTENLHOM 4YEPTOM CPUBMONMOTMHECKM MPOTEKA-
lowero u, Tem Gonee, onyxonesoro NMMMAPONO33a SBASETCS 3ANPOrPAMMUPO-
saHHoe poaamsumemms B revos saprabensheix yuactkos NSNS
B KOCTHOM MO3re M LieHTpe CPOMIMKYNA M FEHOB KOHCTAHTHBIX Y4OCTKOB MMMY-
HOTNOGYNMHA B 30HE MAHTUU. DTO MPUBOAMT, C ORHOM CTOPOHbI, K YBENMYEHHIO
BEPOSATHOCTH PA3BUTUS TMMAPONPONMADEPATUBHDBIX (B OTIMUME OT OCTPLIX U XPO-
HUYECKMX MMUENOMAHbIX) 3A60NEBAHMI MPU HANMMYMM XPOHUYECKOM OHTUIEHHOM
CTUMYNALMK; C IPYro — K 6onee BuIPAXEHHOM KNOHANLHOM OMyXOonesom npo-
rpeccum B AMHOMMKE 3060NeBaHMS.

YuntbiBas, 4TO QHTUrEHHAs cTumynsaums B-niumdooumTos vyxeponHsiMm Gen-
KOMM MPOMCXOAMT MOCTOSHHO M HAPACTAET B TeYEHWe BCEM XM3HM, a «Oby-
yeHue» T-TMMcPoLMTOB COBCTBEHHBIMM OHTMIEHAMM B OCHOBHOM MMEET MECTO
P NONORON BRSREISES, >NVIEMMONOTMYECKM OTMEYAIOTCS POCT C BO3PACTOM
nmerHo il onessens [EEEN ~ vx noncensiouee npeobnapaxue B nomnyns-
umm naumentos (o 0% scex numdponponudpepatsHbix sabonesanuit). Mpu
T-kneTouHbIX TMMdPOMAX HanBonee YaCTo NOPAXAIOTCS OPraHbl U TKAHH, Gora-
Thie T-NMMcPOLIMTAMM, — 3TO KOXA M TUMYC.

Bo Bcex cnyuasx onyxonei KpOBETBOPHOW TKOHW s MOATBEPXAEHMS AM-
QrHO3a HEOGXOAMMO BbISBUTL HANMYME KIOHA OMyxonesbix knetok. [ns ato-
O WUCMOMb3YIOTCS KOK MMMyHONOTMYECKHe (MMMYHOCDEHOTUMUPOBAHUE U MM-
MYHOXMMMUYECKME MCCNENOBAHMS), TAK M FEHeTUdeckue (UMTOreHeTMyeckue M
MONeKynsiPHO-TEHETUYECKIME) METORbI. YuMThiBAS, YTO B HACTOAWEE BPEMs Psif
3060NneBaHM BbISBASETCA MO COBEPLIEHHO KOHKPETHbIM KNETOUHbIM M FeHeTHYe-
CKMM OHOMOMMSIM, O Y MHOTMX OHKOreMATONOrMYECKMX GOonesHei KOHKPeTHbIe
KNOHQNbHbIE M3MEHEHMS MO3BONSIOT OMPEAENUTh TAKTMKY NEYEHWs M MPOTHO3,
3T XAPAKTEPUCTUKM B HOCTOAILEE BPEMS ABMAIOTCS OBA3ATENbHBIMM AMArHOCTH-
YECKMMM KPUTEPUSIMM.

239



d 15. OCTPLIE NEMKO3bI

Ocrpeie nevikossi (OJ]] — rpynna onyxonesbix 3060N€BAHUI CUCTEMBI KPOBM
(reMo6nacTo308), Ans KOTOPBIX XAPAKTEPHO MEPBUYHOE MOPAXKEHWE KOCTHOMO
MO3D@ OMyXOneBbMM (GNACTHLIMM) KPOBETBOPHBIMM KNETKAMM C BbITECHEHWEM
MMM HOPMANbHBIX SNIEMEHTOB rEMOMO33d.

SnupemMmnonorums

Cpenn remo6nacrosos OJ1 3aHMMAIOT OHO M3 MepBbIX MECT Mo Yac-
Tote BCTpevaemoctn. abonesaemocts OJ1 coctasnser 5-6 cnyuaes Ha
100 000 Hacenehus B rop, 6—7 % BCcex 3NOKAYECTBEHHbBIX HOBOOBPA3OBAHMIA.

Y B3pOCNbIX COOTHOWEHME MUENOMAHLIX 1 IMMAOOMAHBIX NEAKO3OB COCTABNS-
et npubnuautensHo 6:1, 8 perekom sospacre 80-90 % scex OJ1 npuxoantcs Ha
numdpobnactHbie doopmel, a nocne 40 ner HabnopaloT 06PATHOE COOTHOLLE-
Hue: y 80 % 6GonbHbix OJT gMarHocTMpytor MMENnomaHbIi BAPUAHT 3060NEBAHMS.

TNeiKosbl NOAPA3AENIIOT HA OCTPbIE M XPOHUUYECKME.

2TUoNorua u NatoreHes

Bcnenctee MyTaumm B reHeTMHECKOM MATEpHane KNOHOFEHHOM KPOBETBOP-
HOM KNETKM MpW OTCYTCTBMM AMCPAOEPEHLIMPOBKM BO3HWMKAKOT GECKOHTPOMbHAS
nponudpepaums U HakomnneHue natonormyeckmx knetok. OBHapyxeHue pasnuy-
HbIX XPOMOCOMHbIX ABEPPALMI NPK psae BPOXAEHHbIX 3060MEBAHMI (CUHAPOM
Snnuca—Ban-Kpesensga, aHemmus Pankonu, cuHapom Buckormra—Onppuua,
cuHppom Knaitidpentepa, Herpodbomnbpomartos PeknmHrxayseHa w 1. [.) nop-
tBepxpaer, uto naroreqes OJ] CBA3AH C reHETMYECKUMM MONOMKAMM. [Tpamoe
[OKa3aTensCTBo BUPYcHoro npowucxoxaeHus OJ y B3pocnbix nonyyeHo nuwb Ans
T-kneTo4HOro Neitkosa,/MMMAPOMbI B3POCTbIX,

Knaccudoukauyms

FAB-knaccucpmukaums

B Hacroswee Bpems HanGonee pacnpocTpaHeHa mopdponoruyeckas knac-
cndpmkauns O, npepnoxerHas PpaHKO-AMEPUKAHO-OPUTAHCKOM FpynnoH
B 1976 r., nepecmotpeHHas u gononHexHas 8 1991 r.

OCTpbIsi MMEAOHAHBIH (HEAMMAPOOAACTHBIN) AEHKO3
Mopdbonoruueckne sapuantel OMIT B cootsetcTeum ¢ Knaccudpmkaumen
FAB (ra6n. 15.1):
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TABMULA 15.1. Mopdonornyeckme BapuaHTbl OCTPOrO MUENOVAHOMO NerKosa (LUMUT. Mo:
Noffbrand A.V., Moss P.A.N., 2011)

Mopdonorus | BApUAHT OCTPOro nemnkosa

Octpbiit MenobnactHii HepndpdpepeHuMpoBaHHbii neitkos (MO)

Octpbiit MMenobnacTHbii neitkos ¢ cospesatmem (M2)

Ocrtpbiit npomuenounTapHsiin neikos (M3)

Ocrtpeiit MMenomoHobnacTHbIi neikos (M4)

Octpeiit MoHOBNACTHbIN neiikos (M5)

Ocrtpeiit aputpobnactHbiit neikos (Mé)

Ocrtpbiit MerakapuobnactHsii neikos (M7)

241



1) octpbiit Mreno6nactHbiit HegndodpepeHumposaHHsii neikos (MO);
2) ocTpbiit MrenobnacTHbiit neikos 6es cospesanus (M1);

3) ocTpblit MMENOBNACTHBIM Nneitkos ¢ cospesarmnem (M2);

4) octpblit npomuenouutapHsiit neitkos (M3, M3v);

5) octpbiit MenomoHobnactHbii neikos (M4, M4eo);

6) ocTpbiit MoHoBRACTHBIN neiikos (M5a, M5b);

7) ocTpbiit apuTpobnactHbiit neikos (M6);

8) octpbint MerakapuobnactHsii neikos (M7).

OcTpbisi AMMGDOOAACTHBIF A€JIKO3

Kak u OMI1, OJf1, B cBoto o4yepenb, MOBPA3AENSIOTCS HA HECKOMbKO
Mopdponoruueckux sapuantos cornacHo FAB-knaceudpukaumm: L1, L2, L3
(ra6n. 15.2).

Tabnuua 15.2. Mopdponornieckmne BApraHTsl OCTPOro NMMGOBNACTHOTO NENKO3A
(unT. no: Noffbrand A.V., Moss P.A.N., 2011)

Mopdonorus BapuaHT oCTpOro nemkosa

L2-sapuant O

L3-sapuant ON

V' L1 (MMKponuMdboBRaCTs) — pasmep KNEeTKM ManbIi; MOMyNSLMs FOMO-
reHHAs,; AP0 Kpyrnoe, CTPpyKTypd roMOreHHas HeXHas; uMtonnasma
CKyAHas, 6asodomnmus cpeaHei unu cnabom crenetu;

v 12 (meHee acpbdpepeHUMPOBaHHbIE KNETKH) — NpeobnanaioT KpymHsie
KNeTKW, Monynauus reTeporeHHa; pacnpeneneHe XpoOMATMHA B afpe
MOXeT ObiTb KK HEXHbIM, TOK M FPYObIM, OAHA KPYNHAS HYKNeona mnu
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6onee; UMTONNA3MA yawe obunbHAs, 6A30PUIUSI PASTIMHHON CTENEHU
BprCI)KeHHOCTM,'

v L3 (Bonblme knetku) — nOMynsAuUMS FOMOTEHHA; SAPO KPYIMOW Mnu
0BANbHOM POPMBI C rpyBbIM paCnpeneneHeM XPOMATHHA, COREPXHUT
OfIHY KPYMHYIO Hykneony unu Gonee; yMepeHHOE KONWUYECTBO MHTEH-
CHMBHO BA30CPUNBHOM LIMTOMNA3MbI CO MHOXECTBOM BAKYONEH.

BO3-knaccncpmnkaums

Ocrpbie muenompHsie neikossl (OMI) no BO3-knaccudomkaumu, nepe-
cmotperHoit B 2016 1., noppasfensiorcs Ha YeTbipe KATEeropuMm:
1) OMI1, accounmpoBaHHbiit CO CTABMMBHO BbISBNSEMbIMUA TPAHCIOKALMS-
Mu;
2) OMI1 ¢ yepTamn M1enogucnnasmm;
3) OMIT nocne npepwecTsytowen XMMUMOTEPANMM UK BOZHUKIWKHA nocne
MOC;
4) ppyrne doopmbl OMIT (ans cnyvaes OMJ, He yroeneTBopstowmx Kpu-
TepUsM NepBbix Tpex Kkareropui, ucnonssyercs FAB-knaccudomkaums).
Octpsle numdpoGnactsie neiikossl (OJ1) 8 Hosoi BO3-knaccudpmkaumm
PACCMATPMBAIOTCS B PA3AENE OMYXONEM M3 NPERWECTBEHHUKOB 1- 1 B-numdpo-
LIMTOB.
Cornacro BO3-knaccudpmkaumm B paspene nMMOATUHECKMX OMyXonei 13
POHHMX NPEAWECTBEHHMKOB MPEACTABNEHDI:
1) numdpobnacthbiit neitkos/numdpoma m3 B-npepwectseHHnKos (cuH.:
OCTPbIN TMMAPOBNACTHBIA NENKO3 U3 NPeflecTBeHHUKoB B-kneTok);
2) numdbobnacTHbii neikos/MMMdoMa 3 T-NpepwecTBeHHNUKOB;
3) Tpetsst hopma OINI no FAB-knaccudpmkaumm B coBpemeHHoi knaccu-
dorKaumMm oTHeceHa B GonbLONM PaA3Aen onyxonei M3 doeHOTUMUYECKM
3penbix B-knetok kak GepkuTTonopo6HbIM neitkos/nmdpoma.

Knuuuka

B reuernn O Bbipensior nepsbiit oCTpbIi NepUon (Rebiot Mnm maxudpecta-
LMs), PEMMCCHM M PELIMAMBDI.

Knunmueckas kaptmHa npu pasnmubix doopmax OJ exopHa, B ocHoBHOM ee
NPOSBNEHMA CBA3AHLI C 3AMELLIEHMEM HOPMANLHOM FEMOMOSTMYECKON TKAHM OMyXo-
NEBbIMM KNETKAMM, MHCPUNLTPALMEN MMM pasnuyHbix opratos. [1e6ier Of1 moxer
ObITb OCTPLIM C BbLICOKOW NMXOPOAKOM, PE3KOM CabOCTbiO, MHTOKCUKALMEN, KpO-
BOTOMMBOCTEIO, MPHUCOSAMHEHMEM TXENsIX MHOPEKLMN. B knmHuueckoit kaptHe
4aCTO OBHAPYXMBALOTCS IMMADGAEHOMNGTHS, renaTocnNeHOMEranKs, TMNepnAaaus
[ECeH, reMOPPArnYecKmit CUHIPOM, OCCANTUS M APTPONTMS, BOSMOXHA HEBPONO-
rMyeckas U/ MM MeHuHreanbHas cumnromarmka. [pu fyBOKoH rpaHynouumone-
HMM BO3HMKOIOT 13BEHHO-HEKPOTUHECKME MOPCKEHMS CNM3UCTOM OBONOUKM MONOCTMU
PTa, MULEBOAA, KMILIEYHMKA, MPH3HAKK obiei nHTokenkaumu. K skerpameaynnsp-
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HsiM popakerusm npr Of1 OTHOCST NOPAXKEHMs CETYATKM, SMUEK, SUHHUKOB, KOXM
(neftkemmpabl), MSTKMX TKAHEH (MMENOMAHAS MM FPAHYNOLMTAPHAS COPKOMA), ner-
KMX, CEPAEYHOM MbiluLibl. B KPOBKM MBMEHEHMS BAPBMPYIOT OT TPEXPOCTKOBOM LIMTO-
MeHUK Ao dPOPM C TUMEPNENKOLIMTO3OM 1 TOTANBHOM BNACTEMMEN.

Xapaktepuctuka otaeabHbix BapnaHtos OMA

OMJT — rpynna OJ1, BOSHUKWKX M3 KNETKM-NPEALIECTBEHHNLIbI MUENOMO-
230, PA3NMYAIOWMXCS MeXAy COGOW ONpeaeneHHbIMU MOPAPONOrMYECKUMM,
MMMYHOCPEHOTUMUYECKMMU U LIMTOrEHeTUYeCKMU xapakTepuctkammu. Okono
10% OMI1 umetoT 3pUTPOUAHYIO MMM METAKAPHUOLUTAPHYIO HAMPABNEHHOCTb,
noatomy 6onee NPABMNbHLIA TEPMUH — «OCTPbIE HENMMAPOBNACTHbIE NEMKO3bI».

B saBucumoctn o crenenun pndpdbepeHuUMpoBKu (3penoctn) nerKosHbix

Knetok (Muenobnacros) ssigensior cnegytowme sapuantsl OMI:

v" OcTpbiit MMenobnactHbiii HeandbdpepeHUMpOoBaHHSLIA neikos (MO no
FAB) cocrasnser 5% scex OMI. Liutoxummueckn knetku Henbas OT-
HECTM K KOKOMy-MBO MOATMMY, AMArHO3 YCTAHOBAMBAIOT NMLb MPU MM-
MyHOdpeHOTUNMPOBAHMM. [INs 3TOrO BAPUAHTA NEMKO3A HE HAMAEHI
XAPAKTEPHbIE XPOMOCOMHble abeppaumu. [1porHos npu craHpapTHOM
neyeHmn HebNaronpPUATHbIN.

V" Octpuiit MuenoBnacthbiii neiikos (M1 no FAB) 6es npusHakos cospe-
BaHus knetok coctaenset 15 % scex OMIL. Npu atom BapuaHTe onpe-
[eNsioT MUHUMGTbHYIO CTENeHb MMENOMAHOM ANdodDEePEHLIMPOBKH.

V" Octpsiit MuenoBnactHsiii neikos ¢ MpusHakamu cospesanms (M2 no
FAB) cocraenser okono 25 % scex OMIL. Mpu M2-sapuarte OMI1 ¢
1(8;21) y 25% GonbHbix OGHAPYXMBAIOT CMNEHOMErANMIO M FPAHYNO-
LMTOPHYIO CapKOMY.

v" Ocrpbiii npommenoumtapHsiii neiikos (O/1; M3 no FAB) — yetko ouep-
YEHHQSs HO30MOTHUYECKas POPMA C O4EHb XAPAKTEPHBIMM KIMHUKO-TAGO-
PATOPHBIMK MPU3HAKAMMU (TUMMUHAS MOPCPONOTMsS OMYXONEBbIX KNETOK,
TIXENbIM remopparnieckuit cunapom, [BC-cuHppom, neikonetus u mo-
NMofoM BO3PACT GOMbHbIX), MO3BONSIOWMMM MOAYAC YCTAHOBUTL AMArHO3,
OCHOBBIBASICh NMLLIb HA KNMHK4eckoi cumntomaTtike. Ha pono O npu-
xopntcs 10% Bcex mmenomaHbix neikosos. Y 80 % 6onbHbIX HO MOMEHT
[MArHOCTUKM onpepensetcs rmy6okas nekonenus, y 15-20% naumen-
ToB B fe6iote GonesHM MOXET OMPEfensTbCs runepnerkoLmnTos (Megma-
Ha 80-90 x 10%/n). Mpaktnuecku o scex cnyyasx OMNN npucytcrayer
1(15;17), uto sBnsieTcs KntoueBbIM Ans NOATBEPXAEHMS AnarHosa ONJ1.

v Ocrpsiit MuenomoHobnactHeli neitkos (M4 no FAB) guarHoctupyior y
25-30% 6onbHbix OMJ1. Hepenku renatocnneHomeranus, numdpane-
HOMATMS, TUNEPNNA3ns AECEH, MHAPUMBTPALIMS KOXM, YOCTO MOPAXEHME
LIHC, OBC-cuHppom. Hanbonee yactbl uutoreHetMyeckue aHoOManmm
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1(9;11), Tpucommns 4, t(1,7), tparcnokaumu, ceasanusie ¢ 11g23.

v [Ins octporo moHo6nactHoro neiikosa (M5 no FAB), Ha ponio koto-
poro npuxoputcs 10 % scex OMI, xapakTepHsl NEMKOLNTO3, IKCTPA-
MefynnspHble NOPAXeHUs (MHAPUABTPALMS AECEH, KOXM, renarocrnne-
Homeranus, soenevexne LIHC), OIBC-cunppom. MNporHos npu panHom
BAPMAHTE 3060NEBAHNS HEGNATONPUSTHBINA.

v OcTpbiit spuTpo6RacTHbii neitkos (Mé no FAB) guarHoctupyior meHee
yem B 5% cnyqyaes OMJ1 y B3pocnsix; Ha ero ponio npuxoputcs 10—
20 % BTOPMUHBIX NEMKO3OB.

v Ocrpeiit MerakapuoBnactHeiii neitkos (M7 no FAB) sctpeuaetca 8 1-3%
Bcex cnyvyaes OMIT; ans o10i dbopMmbl XAPAKTEPHbI MUENOCOMBPO3
ocreocknepos. [IarHos ycraHaBMBAETCS TONbKO NMPU MMMYHOCDEHOTH-
MMpoBaHMK. [pOrHO3 NP AAHHOM BAPMAHTE HEGNATOMPHUATHBINA.

OJT — camas pacnpoCTpaHEHHAs OMyxofb KPOBETBOPHOM TKAHM Y fie-
Tei, coctasnser 30% Bcex 3NOKAYECTBEHHbIX OMyXONnei [ETCKOro BO3PACTa;
nuk 3a6onesaemoctn OJNT npuxoputes Ha Bospact 3—4 ropa. Knunnueckue
CMMNTOMbI 3060NEBAHMS O4YEHb PABHOOGPA3HDI, K HaMBONEe YACTbIM CHMMMTO-
MOM 3a60neBaHMs OTHOCST CNABOCTb, COHNMBOCTL, MMXOPTAKY, HE CBA3CHHYIO
C MHdpeKuMel, occanruio M aptpanruio. [pu NA6OPATOPHOM MCCNefoBaHMM
BLISBNISIOTCA CTIEflylowue nokasarenu: runepneikoumtos soiwe 10 x 10?/n otme-
yaetcs 8 60 % cnyuaes, npuyem soiwe 100 x 10°/n — 8 10 %; tpomboumto-
nexus medee 50 x 10%/n — y 60 % GonbHbIX B MOMEHT AMATHOCTUKM.

B GonbwuHcTBE CnydaeB y MALMEHTOB C TMMNEPNEMKOLIMTO3OM  Bbilue
50 x 10%/n o6HAPYXMBAIOTCS 3HAUYMTENBHAS TMMAPAREHONATHS, renatocnne-
HOMeranus, yaue Bcero — T-KNeTouHblt MMMyHodpeHoTHN; Y 35 Y% GonbHbIX
[MArHOCTUPYETC HEMPONEenKOo3.

Ouarnoctuka

HAns ycranosnenus sapuarta OJT BbINOAHSIOT MOPJOONOTUYECKOE U LIMTO-
XMMMYECKOE MCCNEROBAHMS, MMMYHODEHOTUMIMPOBAHME, LMTOFEHETUYECKOE M
MONeKynsiPHO-BUONOrMYECKOe MCCEROBAHMS.

MmmyHodpeHotunmposarune OJ] nossonser onpepensts IMHENHYIO npu-
HOANEXHOCTb BNACTHbIX KNeTok M atan audpodpeperumposku. OBHApyxXeHue Ha
KneTke OHOMOMEHTHOM 3KCMPECCUU GHTMIEHOB, B HOPME BMECTe He BCTPeya-
IOWMXCS, YKA3bIBAET HO ee aBGeppaHTHbIM (neikosHbii) nmmyHodperomin. K an-
TUrEeHaM, OMPEfenseMbiM HO KNETKAX NMMAPOUAHOM MPUHORNEXHOCTH, OTHOCST
CD1-5, CD7-10, CD19-20, CD22, CD23, CD56, CD57; CD7%a; mueno-
npon — CD11, CD13, CD14, CD15, CD33, CD36, CD41, CD42, CDé5,
HLA-DR; aHtreHom paHHux knetok-npepuectsentmy sensercs CD34.

Linutorenetnueckas xapakrepuctka OJl. Mpakmmueckn y 90% 6Gonb-
Hbix OJ1 HOXORAT UMTOTEHETUYECKME AHOMANUK (TPAHCNOKAUMM, AENELMH, WMH-
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BEPCHM, TMMEPNIOUANS, UCYE3HOBEHWE OFHOM M3 MAPbl XPOMOCOM M T. A.), YTO
nossonuno knaccudpuumnposats OJT 1 Bbigenuts Mx otaenbHbie doopmsl. Onpe-
NeNeHne LMTOreHEeTUECKUX MAPKEPOB 3060NEBAHMS MPUHLMIMANLHO BAXHO
KaK Ans Tepanuu, Tak u ans nportosa tederms OJl. Llensii psa TpaHcnokauumit
npu OMI [1(8;21), t(15;17), inv(16)] cocrasnsier rpynnbi GnaronpusTHOro
MPOrHO3d, AN KOTOPbIX CO3ACHbI MPOFPAMMbI AMAICPEPEHLIMPOBAHHOTO fe-
YEHMs, MO3BONAIOWME FOCTUIATL ANUTENbHOM GE3PELMAMBHOM BbIKMBAEMOCTM.
Mpu OJJ1 k HeBnAronpPUATHLIM B MPOTHOCTUYECKOM OTHOLEHWUM QHOMANMSM
kapuotuna otHocstes 1(9;22), 1(4;11).

Onarnoctuka OMI. Ouartos OMI ycraHasnveaetcs npy 06HAPYXeHWH
B NyHkTaTe koctHoro mosra 20 % 6nactHbix knetok 1 Gonee. Mopdponoruyec-
KOs XOPAKTEPUCTUKA KNETOK BO BCEX CMy4AsX AOMKHA COMPOBOXAATLCA MX Lin-
TOXMMMYECKMM UCCNEROBAHMEM.

[OuarHos octporo MuenobnactHoro HeprdodPepPEHLMPOBAHHOTO NEHKO-
3a (MO) moxer GbiTh YCTAHOBNEH TOMLKO HA OCHOBOHWMM MMMYHOCDEHOTMMM-
POBAHMS GNACTHbIX KneTok. [IMarHo3 ocTporo MerakapuoGnacTHOro OCcTporo
nenkosa (M7) MoxeT GbiTb MPERMNONOXeH HA OCHOBOHWM LMTOXMMMYECKOTO
MCCNEROBAHMS, HO AOMKEH GbiTb MOATBEPXKAEH C MOMOLBIO MMMYHODEHOTHUMM-
posatus (CD41-42 u/unu CD62). Mpu octanshbix sapuartax OMIT nmmy-
HOCPEHOTUNMPOBAHME He ABMAETCS AGCOMIOTHO HEOBXORMMBIM ANs YCTAHOBME-
HMS MArHO3a, HO OHO TPEeByeTCs ANs UCKMIOYEeHUs BUNMHEMHOrO NENKO3a M AN
OMpefeneH1s MCXORHOTO ABEPPAHTHOTO MMMYHOCPEHOTUMA, MOCKOMbKY 3TO
B AQNbHEMWEM MO3BONMT MPOBOAMT MOHMTOPMHT MMHMMANBHOM OCTATOYHOVA
GonesHu. B orcytcTBe BO3MOXHOCTU BbINMOMHMTL MMMYHOCPEHOTUMMPOBAHME,
LIMTOTEHETMYECKOE M MONEKyNIpHOE UCCNEfOBAHMS AMArHO3 CrefyeT YCTaHAB-
NUBATL B COOTBETCTBMM C Knaccudomkaumeit FAB.

Onarnoctuka OJ1. Anarnos O ycraHasnMBaetcs npu 0GHAPYXEHUM
B MyHKTaTe KocTHoro Mosra 25% 6nacTHeix knetok WM Bonee, mopdoonoru-
YECKM M LUTOXUMMHYECKM XAPAKTEPU3YEMbIX KaK Mmdpobnactsl. TpaHcnokaLs
1(9;22)/BCR-ABL onpepensetcs 8 cpepHem y 25% B3pocnbix 6onbHbix. [Mpu
o6HapyxeHnn 1(9;22)/BCR-ABL B nporpammy xummotepanuu ponxeH Gbib
BK/IOYEH MPMEM MHTUBHUTOPOB TMPO3UHKMHAS.

[InddepeHumanbHas auarHocTmka

lNposeneHne andpdoepeHUManbHOM AMATHOCTMKM HEOBXOAMMO MPU MeTa-
CTA3MPOBAHMM B KOCTHbIM MO3F TMMCOOM, COMMAHBIX OMYXONEM, MPU HAMMYMM
NeMKeMOMAHBIX PEAKLMIA M MAPAHEONNACTUYECKMX MPOLECCAX, COMPOBOXATIO-
LWMXCS NeNKO30MoROGHOM KapTUHOM KpoBM. B nioBom cnyyae guarHos ycraHas-
NMBAIOT TOMLKO HO OCHOBOHMM KOMMAEKCHOTO OHANM3A BNACTHBIX KNEToK (Mop-
doonorus, UMTOXMMHUS, UMMYHOCDEHOTUMIMPOBAHME, LIMTOFEHETHKA).
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Teyenune

OctoeHas uens neverns Ol — spagmkaums NENKO3HOrO KNOHA M BOCCTO-
HOBNEHWE HOPMANLHOTO KPOBETBOPEHMS.
Octosononaratowme npuHumnsl xumuorepanuu (XT) npu O
v/ NPUHUMN [O3OMHTEHCMBHOCTM, T.€. MCMONb3OBAHME CREKBATHbIX O3
LMTOCTATUYECKMX MPENAPATOB B COYETAHWUM C YETKMM COBMIOfEHMEM
BPEMEHHBIX MEXKYPCOBbIX MHTEPBANOB;

V' UCMONb3OBAHME COMETAHMS LIMTOCTATUYECKMX CPEACTB C LIebIo MOMYuMTh
HaMnyuWwKui adpdpexkT;

v/ NPUHUMN 3TANHOCTM Tepanuu.

OcHostble atansl tepanmm OJ:

V' MHEYKUMS pemuccum;

v’ KoHconupaums;

v’ noppepxueaiowas Tepanms;

v’ npodpunakT1ka Helponeitkosa (ans Hekotopeix sapuarTos OFl).

Llenb uHaykummn pemuccumn (nepmon HaYQNbHOro neveHms) — MAKCUManb-
HO BbICTPOE M CylECTBEHHOE COKPALEHWUE OMyXONeBOW MACCH U AOCTUXEHME
nonHoi pemuccuu. B Hactoswee Bpems koHconmpaums — Haubonee arpec-
cvBHblid a1an nevenns O, sapaueit KOTOPOro SBASETCA MOMHAS 3PAAMKALMS
neiKkosHoro knoHa. [MpuHuMN noppepxuBalowei TepanMmM OgMHAKOB ANs BCEX
supos Ol — npoponxeHune LMTOCTATUYECKOTO BO3REMCTBUS HO BO3MOXHO
OCTOBLIKICS OMYXONEBbIM KNOH.

[Npogpunaktuka Heriponeitkosa — NPUHLMIMANbHBIA 3TAM B NTEYEHMM NUM-
dpobnacTHbIX, MrenomoHo- u moHobnactHsix sapuantos OJf1, OJ1 ¢ neitkoun-
To3om, Ans goopm OJl, npotekatowmx ¢ runepnenkoLntosom, Gonbloi cpe-
NOCTEHHO OMyXOnbio, creumdonyeckum nopaxeHmem Koxu. podomnakmmky
HeMpOoneiko3a pPAcnpefensioT Ha BCe NEPUOMbl NMPOTPAMMHOTO NeYeHus —
MHOYKLMIO PEMMUCCHM, KOHCONMMAALMIO M MOAREPXMBAIOLLEE NEYEHME.

MeTtopbl HeMpPONPOCOUNAKTMKM M TEPANMM HEMPONEMKO3A: MHTPATEKANS-
HOe BBElEHME XMMMOMPENapPaToB, NyYeBds TEPAnMs, CUCTEMHOE WCMONb3O-

BOHME BLICOKMX O3 Mgionpexeans v HHFGPEIBHEGE. OcHosHOM MeTol Helpo-
npochunakyki — v EPETEKANEHOSIEBEACHHS S PSHGPGIos| (menetpexcanc.,

IleueHne Helponerkosa oCyWeCTBANOT NO OOWMM NPUHLUMMNOM KAK Ans

OMfl, tak u OMN. Ha [EMISTGRE wmpenexansnes FEHPONPOGMAGKIAKS
INBESE2=3NANANG nopmanusaumy noxasarenci [SPEBPOCTMHANEROY /11
KOCT 1 nony e+t IMAHMMYMIS HOPHGHBHEX NOMGOEHEX pymsIaTos, aTeM

MYHKLMM nposopstca ¢ uactoroi [l PESNER2NHER. Mpu
cneumcpryeckom ORERKEHIY GOEONOHER //1n/ peWeCTBE NONOBHOMY MOSNY

MHTPATEKANbHOE BBElEHME NPenapaTos ONOMHAIOT B pAe CNy4aes KpCIHKg-
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COWMGKTHKN Heiiponeiikosa — (HCIMHOIBCHEHMEIIATAPCOUNGNBIBICORIR]
rosax (1-3 r/m?).

O6uenpusnannoit mponpammoi FXT npy OMI] sensetes conetarve wwig-
[POIGHG + AOYHOPYOHIARE nOICKEMENZE3S (WHIOPEBHH = nose OO,
o/ 2PGEGNBNCYTKANBITEACHMEIZNNA =/, HOYHOPYOHIAR o nose BOMME,/ v /5
_) BonblwMHCTBO KNUMHMK [Ns KOHCONUAALIMK U

MOAREPXKMBAIOWENR TEPANMM UCTIONLIYET T Xe KYPChl, YTO U AN MHAYKLMOHHOI
Tepanuu.
MNpv HMEHKOUATOSE Bsiwe --'. no noparsepxpaenus sapuarta OJ

MOXET MCNONbL3OBATLCS HBROKSHMOHEBKHE B N03€ , npw
atom kypc X moxeT 6biTb HAUAT NPY eHIKEHKK TEHKONATOS0 nolS0R 0.

Mp# nosenervm o EIOHE ANSPISHKOUATOSY pumAROME ASHKOCIONOR (+apy-

lIEHME CO3HAHMUA, MHTEPCTULMANLHOE NOPAXEHUE NErkmnX, AbIXATENbHAS HERO-

CTATOYHOCTE) HOPsAY C NPUeMOM puAROICHMMENESIS 1 [AEPSICHKEY nenons-
pyuen [IEHKGEIEPEE. XT HaurHaloT, He OTKnaabiBas, ecnu nocne neilkadpepesa

NeMKOUMTO3 YMEHBWMNCA M YNy4wMnack KnuHuueckas cumntomatvka. ISR
messAEHMYM NPM3HOKOR SUHAROME RECMeA emyxeny (ycunewue remopparu-
4eCKOro CMHAPOMO, BLIPAXKEHHAS 30AEPXKKA XMAKOCTH, MOSIBNEHWE NMPU3HAKOB
MeYEHO-MOYEYHON HEIOCTATOYHOCTH) PEKOMEHAYeTCs BhinonHeHue fiGIBMGIEEE-

pesg 5 HeGonmbwom obseme ([EEIN2M) c somewenren GEGYMARCN 1 ©SMI

AeyeHue 0CTPOro NPOMHMEAOLIMTAPHOIO Ae¥iKO3a
OcHosononaratowmm npasunom npu nedermn Ol sensetcs eosetartoe

NPUMEHEHKE NONHOCTHLIO [Riks-PETMHOSEOH waenens (AIRA) v gxppeMmEIMHE-
BBIX QHTMGMOTUKOB C LMTAPABHHOM Wnn 6es Hero. ATRA HasHauaercs scer-
Be Npu maneiiuwem knuHuueckom popespermn Ha @M (Mopdponorus Gnact-
HbIX KNETOK, reMOPPArMYeckmi CMHAPOM, HM3KWME MOKA3ATENM MPOTPOMBMHA
n doubpurorera). DncHRHGS @M fonxeH GbiTb NOATBEPXAEH HMIORSHEMNE-
exama 1/ Mnu MOneKyAfRHY- BHCHORASSERIANMA MEIOAGMK, NOCKOMLKY TOMLKO AN
1ol cpopmel OJT nokasaHa BbICOKAs 3PADEKTUBHOCTL NMPUMEHEHNS IRSRSRE-

TOB PETUHOEBOM KNCNOThI. VIHAYKUMS pemuccu TpeGyer MACCHBHOM samecTu-
TensHol [EMOTPEHCEPYSHONRON nepamuy (koHueHTpaTsl TpombouuTos, C3[M).

Bcem GonbHbim OTMIT moxert 6biTb pekomerposaHa nporpamma BIDA. Bkniove-
Hue [IHTGPEBHHG & cxemy neuenmns OlI1 MmoxeT GbiTh NOKA3AHO ANS GOMbHBIX C
MCXORHbIM NefikouuTosom Gonee 10 x 10%/n.

Tepanus ISIRA weswmmeeres c MomeHTa ycraHosneHus pauarHosa Ol
(45 mr/m -), Tepanms ATRA npoponxaercs §O ROCTUXEHMs [TONHOMN

pemmnccum (_) [Nocne 3aBeplueHns MHRYKLUMM NMPOBOAST KOH-
eonuaupysouye Kypcs XT (GHTBGIARIANEINBICONSTARMAIGUATRA] . Monexynsp-

HbIM MOHMUTOPMUHT gBnseTca ob6s3aTenbHbIM yCcnoBuem npoToKona. ﬂpM PasBHUTMU

PETMHOMAHOTO CMHAPOMA (OﬂbILUKG, cbe6p|4ancm nnxopapka, OTEYHbIK CHH-
APOM, NMOYEe4YHO-NEeYeHOUYHas HeHOCTGTO"IHOCTI:) HA3HAYAETCH peKeamenasel no

248



-'_ npu atom otmeHbl ATRA o6bluHO He Tpebyercs.

[Npu oTcyTCTBUMM ROCTUTHYTOM MONEKYNSPHOM PEMMCCUMM NOCe KOHCONMAALMH
HEOOXOAMMO PACCMOTPETL BOMPOC O BO3MOXHOCTU BbIMONHEHWS CINORSHHCHA
eckenAaticuy temonosTaseckix knetox (SRAGIIGK). AnnoTTCK ponxHa
6biTb PEKOMEHAOBAHA TaKXe B cnyyae monekynspHoro peumpnsa Ol pe-
3UCTEHTHOTO K LUTOCTATUHECKOMY U 6MOHOFW4€CKOMY BO3[EMCTBMIO.

AeyeHne oCcTPOro AMMGhoOAACTHOTO AesiKo3a

O6uue npuHumnsl Tepanmu OJIT:

MCMONb3OBAHME COYETAHMS S Mnu Bonee LMTOCTATUYECKMX CPERCTB;

4 NPOCOUNAKTUKA HEHPONEnKosa;

BbICOKOJIO3HAS KOHCONMAALMS;

v BMTENsHAs MOAAePXMBAIOWIAS TePanMs.

DakTopeb!, onpepensiowme NPUHARNEXHOCTb GOMLHOMO K rPymne BbICOKOro
pucKa:

V' neiikouutos B pebiote 3a60neBaHms Ans B-knetouHoro
onmn > 30x10%n;
neikountos B Aebiote 3a6onesaHms Ans T-KNETOUHOro
onn > 100 x 10%/n;

ROCTMXEHME pemmuccumn Gonee yem 3a 4 Heq.;

MMMYHOGPEHOTHN — PaHHUi npe-B, panuuit T-sapuanT, 3pensint T-OJ1/T;
uMToreHetMyeckue,/monekynspHsie mMapkepsl — 1(9;22) wnm Tpamc-
kpunt BCR-ABL; t(4;11) unu tpanckpunt MLLAF4; mHoxecTseHHbie
XPOMOCOMHblE aBeppaLmy.

Crpatdonkaumsi naumMeHTa B COOTBETCTBUM C FPYMMNON PUCKA MCMONb3yeTcs
M1LWb TOMKO NSl PEWEHUS BONPOCA O HEOBXOAMMOCTH BbinonHeHns TKM e nep-
BOW pEeMMCCUM.

B Gonbwurctee knmuuk npu nevernn OJN1 paHee 3a ocHoBy npuHu-
Mancs repMaHckuit npotokon. B Hacroswee Bpems ncnonsayetcs npotokon
Onn-2009.

Bcem GombHbiM Npy ycTaHosneHnn mopdponormieckoro auartHosa OJ1
cpasy HausHatoTIZNEBRYIOMPOTPANNY meneTeRany pRSANMsoneHEN (Nper
doasa), B 1-4 aeHb KOTOPOM BHIMOMHAIOT MIOMGANbHYIO MYyHKUMIO C BBEAEHWEM
3 npenaparos. Mpu HanMumm HEMPONENKO3a, B T.4. MOPCKEHMS BELECTBA
FOMOBHOTO MO3rd (MHTPATYMOPQA), B Ka4ecTBe GA3UCHOM MMIOKOKOPTUKOMAHON
Tepanuu GonbHble MOMy4AIOT AeKcamMeTasoH. B nepuop nposenermns npepdpassl
BbIMOMHSAIOT OCHOBHbIE AMATHOCTMYECKME UCCNEROBAHMS: UMMYHOCDEHOTUMMPOBA-
HWe, LIMTOrEHETUYECKMI M MONEKYNSIPHBINA aHanuabl. IMMyHOdbeHOTUNMPOBAHHME
ROMXKHO GbiTb BLINONHEHO BQ HA3HAYEHMS MMIOKOKOPTUKOMAHBIX FOPMOHOB, T. K.
OHM CYWECTBEHHO M3MEHSIOT MHTEHCMBHOCTb M MPOCOMIb SKCMPECCHUU OHTUMEHOB.

Mpu o6Hapyxenun 1(9;22)/BCR-ABL (onpepensetcs 8 cpeatem y 25%
B3POCTbIX GOMbHbIX) NEYEHUe MPOBOAUTCA C MCMONb3IOBAHMEM WMHIUEUTOPOB

AENENEEEN
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TMpOo3uHKMHa3. [pu Hanuumu Gonblioi OMyXONeBOM MaACCH B NepegHem
CpPeRocTeHMM B febloTe 360NEBAHMS M OCTATOUHOM OMYXONEBOW MACCHI Me-
Pen MOAREPXMBAIOWEN TEPAMNUEN HEOBXOAMMO MPOBECTH NYYEBYIO TEPAMMIO
B cymmapHoit gose 36 [p. Hesasucumo ot rpynnbl pucka Bcem 6G0mbHbIM
ONN npu Hanuuun y Hux cubnmuros cnepyet sbinonHunts HLA-TMnMposanme
NS BbISIBNEHMS MOTEHUMANbHBIX JOHOPOB kocTHoro mosra. AnnollCK or pogs-
CTBEHHOrO AOHOPA BhLINONHSETCS HA cpoke 6—8 Mec. nonHown pemuccuu. dns
6onbHbix ¢ T-knetounbimv OJ1/1, y KoTOpbIX HE HaMAeH POACTBEHHbIA AOHOP,
npepycmopeHo BbinonHerne aytolKM kak kypca nosgHei BbICOKORO3HOI
koHconupaumn. [MpoponxutensHocTs Bcei Tepanmm coctasnser 119 Hep.
(npumepHo 2,5 ropa).

Mocne saeepuweHus nevenus (2 ropa noppepxusarowei Tepanmu) Gons-
HbIM MPOBOAST MOMHOE KOHTPONbHOE OBCIEAOBAHME (MYHKLIMS KOCTHOTO MO3rd,
Tpenaxo6uoncus, aHanua kposu, Y3W, peHtreHorpadoms v T.4.) M B OTCyT-
CTBME AOHHBIX 30 NEMKO3HbIM npouecc Tepanuio npekpawaior. HabnoaeHune
OCYWeCTBNAOT HE MeHee 5 NET NoCne CHATUS C NEYEHMS.

lNokazanns k armoTICK y 60AbHBIX OMA

AnnoTl'CK ot poacTBEHHOTO AOHOPA NMOKA3AHA BCEM BOMbHLIM, MMEIOLMM
HLA-upeHTHuHbiX cubnuHros, B nepsoit nonHor pemmuccun OMIT Hesasucu-
MO OT BO3PACTA MOCNE 3CBEPWEHMS MMM MPOTPAMMbI MHRYKLMM/KOHCONMAQ-
umn. Uckniodenmne cocraensior 6onbhble ¢ inv(16) monoxe 35 ner u GonbHbie
c 1(8;21) c nefkountapHsim MHRekcom meree 20. AnnoTlCK moxer 6biTb
omoxeHa y GonbHbix OMJ1 ¢ gocTUrHYTOM 1M COXPAHSIOWENCA HA NPOTsXe-
HMM BCETO NEPMOAQ NedeHns MoneKynspHoi pemuccuent. Mpu Ph-nosutnerom
OMIJ1 annoTlCK ot poacTBEHHOTO MMM HEPOACTBEHHOrO AOHOPA BbIMONHAETCS
B IIOGOM cryyae. TUNMPOBAHME MOTEHLMAbHBIX POACTBEHHbIX AOHOPOB MPOBO-
AT nocne FOCTUXEHMs nonHoi pemuccun. Ecin Haxoputes HLA-comecTimbii
cnbnmnr, o annoTlTCK gonxHa GbiTh BLINOAHEHA MOCNE 3ABEPLIEHNS NPOrPaM-
Mbl KOHCONMAALMM MM MEPBLIX 3 KYPCOB MORAEPXMBAOWEro neveruns. Anno-
TICK oT HepopcTBeHHOrO AOHOPA MOXET OGbiTb MOKA3AHA TOMLKO GOMbHbIM
¢ Ph-nosuterbiv OMIT 1 komnnekcHbiMu aHomanuamu kapuotuna (> 3),
y KOTOPbIX ROCTUrHYTA peMuccus nocne 1-ro unn 2-ro MHAYKUMOHHOTO Kypca.
BonbHbIM, y KOTOPbIX HE YACETCS MONY4MTb MOMHYIO PEMMCCHIO HU HO KOKOM
atane nevenus, TTCK He nokasaHa.

AeyeHne peLrAMBOB M MEPBUYHO-PE3UCTEHTHBIX (hOPM OCTPBIX A IKO30B
EanHoro MHenus o tepanum peumnpmeos U peancrentHbix oopm OMIT He
BbIPAGOTAHO, PE3YNLTATb NEYeHMUs 3THX BonbHbIX octatotcs nnoxumu. K ocHos-
HbIM MPMHUMINOM, HQ KOTOPbIX OCHOBLIBOETCS MOAXOA K NEYEHWMIO PELMAMBOB
n pesucteHTHbx doopm OJl, MOXHO OTHECTM WMHTEHCMAPMKALMIO NEYEHUs 3a
CyeT yBENUYEHMs [O3 LMTOCTATUYECKMX MPEnapaToB, MPUMMEHEHWE Mpenapa-
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TOB, PAHEE HE MCMOMb3OBOBIIMXCS, HEMPEPbIBHLIA CMOCOD BBEAECHMS LIUTOCTO-
TMYECKMX MPENAPATOB, HE MPUBOASIME K BbIDAXKEHHOW MMENOCYNPECCHMU U He
Tpebyiolme AIUTENbHBIX FOCTIMTANM3ALMIA. Beex GombHbIX C ROCTUTHYTOM BTOPOM
MOMHON PEMMCCHEN CNefyeT PACCMATPMBATL KAK MOTEHLMAmbHBIX KOHAMAATOB
Ha nposeperne annollCK. B cnyyae HesosmoxHocTH BbinonHenus annoTlCK
Y NMALMEHTOB CO BTOPOW MONHOM PeMUCCHENR NPOBOAST ANUTENbHYIO, HE MeHee
2 ner, nopgepxvsaiouyio Tepanuio (SHEEHEIEIKYBCH XTIATGRGEHHE B CStE

B cnyyae HEBOBMOXHOCTM MPEORONEHUS PE3UCTEHTHOCTM, Y MALMEHTOB
CTapluei BO3PACTHOM PyMMbl, Y MALMEHTOB C IPUTPOGNACTHLIM NENKO30OM
MOXeT GbiTh PEKOMEHAOBAHA TEPAMMUS MAMbIMMA AO30MM LMTAPAGKMHA — O
10 Mr/m? n/k 2 pasa B cyTku B TeueHne 28 pHeit.

AAsl AeqeHMs1 peLMAMBOB M NIEPBHYHO-PE3HCTEHTHbIX ¢hopm OAA Ha npo-
TAXEHUM PARA NET UCIONL3OBANMCH cnepytowme nporpammsi: RACOP (payHopy-
6UUMH, CpeaHMe AO3bl LMTAPABMHA, LUMKNOGDOCDAMMA, BUHKPUCTMH, MPERHM-
sonoH) 1 HiDexa (Bbicokue fO3bl AEKCAMETAZOHA, BUHKPUCTMH, FOKCOPYBULIMH,
acnaparuHasa). Anstepratieoit RACOP moxer crats MogMdpMUMpPOBAHHSIM
npotokon RACOP-IACOD. [Mporpamma IACOD moxeT 6bitb LienecoobpasHa
y 6onbHbIX ¢ paHHUMK peumnpmsamu OJNJ, BOSHUKAIOWMMI B TEYUEHME MEPBBIX
2 net OoT MOMEHTA JOCTUXEHMS MOMHOM PEMUCCUU. DTUM Xe GONbHbIM MOXHO
pekomeHngosats nporpammy FLAG-Ida unu HyperCVAD. C yuetom sHauutens-
HOM TOKCUYHOCTM YKO3QHHbIX BbIE MPOrPAMM TOKYIO TEPAMMIO CnefyeT npo-
BOAMTb MOTOAbIM MALMEHTAM, Y KOTOPbIX B AdmbHEMIWEM BO3MOXHA annoTKM.
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16. XPOHMYECKME
MMENOMPONM®DEPATUBHBIE
3ABONEBAHMS

16.1. Knaccrdomkaums n oCHOBHbIE XAPAKTEPUCTUKM
XPOHMUYECKMX MUENOMPONUTIDEPATHUBHBIX
3abonesaHMM

MocnepHuit nepecmotp knaccudpukaumn npeacrasned BO3 8 2016 r. Oan-
HOs KINACCUPMKALIMS OTPCKOET KPUTEPMM MPEUMYILECTBEHHOTO BOBNEYEHMS TOrO
MM MHOTO MMENOMAHOTO POCTKA KPOBETBOPEHMS, CTEMEHM ero nponmdpepaLmu,
AMAPPEPEHLIMPOBKM 1 CO3PEBAHMS M MPEMMYLLECTBEHHbIM FOKA3AHHINA MONEKYNSp-
HO-TEHETUYECKMIT MEXTAHM3M MORREPXAHMS OMYXONEBOrO POCT, creumdonieckoe
BO3[ENCTBME HQ KOTOPbIM MPUBOAMT K 3HAUUMOMY KIMHUYECKOMY SCPDEKTY, OTMY-
HOMY OT CTAHACPTHOM NMPOTUBOOMYXONEBOW TEPAMMM.

Bce muenonponudpepatmerbie sabonesanns (MI13) npepcraensior co-
Goi KNoHAMbHbIE 3060MEBAHMS, BOHMKAIOWME HO YPOBHE CTBOMOBLIX KNETOK,
XapaKTepuaylolmecs nponudpepalmen OfHOM Mnu Gonee KNETOUHOM MMHMM
MMENonos3a B KOCTHOM MO3re C NPU3HAKAMM COXPAHHOM TEPMMHANLHOM AMdp-
depeHumnposkn. OHU PasSRENsOTCs B 30BUCMMOCTM OT CTEMEHM COOTHOWEHMS
nponudpepaLMM U AUCTIA3UM.

B nepsosi rpynne Bbipensior NpenmyecTBeHHO nponudpepaTmeHbie 3a6o-
nesaHus 6e3 BbIPAXEHHONM AWUCMNA3MM KPOBETBOPEHUS M 6e3 HAPYLWEHMUsS CO-
3peBaHMs — ucTuHHble MI3.

XpoHuueckuit muenoneitkos (BCR-ABLT+).
XpoHWUeCKuit HeMTPOTOMIbHBIMA NENKO3.

MctiHHas nonuumremms.

MepBruHbI Mrenodonbpos.

ScceHumanbHas TpoMGoLMTEMMS.

XpOHWYEeCKuit 303MHOOHNbHBINA NENKO3, HEYTOYHEHHBIN.
M3, Heknaccudpmumpyemsie.

MacTouutos.

Bropyto rpynny MIM3 coctaensior muenomnatbie/nMmdbonaHbie HoBOOGPa-
30BOHMA C D03MHOCPMNMEN M MEepPEeCcTPONKOM ONpefeneHHbIX reHoB, KOTopble
OGNARAIOT AOMONHUTENbHBIMU KNMHUYECKUMM M MPOTHOCTUHECKMMM MPU3HAKG-
MM, CBSI3QHHBIMM C BOBMEYEHMEM B MATONOTMYECKMM MPOLIECC XKM3HEHHO BOX-
HbIX OPraHOB M TKAHEW. Takue 3a6ONeBaHMs YACTO MPOTEKAIOT C BTOPMYHbIM

AYANENENENE NN
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MOPAXEHUEM CepPO3HbIX OBONOYEK, NErKMX, CEPAEYHOM MbILLIbI, YTO 1 OBYCroB-
NUBAET TAXECTb 3060NeBAHMS.
V" MuenoupHsie/nmcpomnaHbie HOBOOBPA3OBAHMS C NEPECTPONKOV
PDGFRA.
v MuenoupHsie/nMmdponaHbie HOBOOGPA3OBAHMS C NEPECTPONKOI
PDGFRB.
V" MuenoupHsie/nmcpomnaHbie HOBOOGPA3OBAHMS C NEPECTPONKO
FGFR1.
v" TMpensaputensHas doopma: muenomaHsie/MMMdpouaHbE HOBOOBPA3O-
BaHus ¢ PCMTJAK2.

HakoHeu, Tpetss rpynna MIN3 xapaktepusyercs npucyTcTBuem Kak npo-
LeccoB nponudpepalmn, TAaK M AMCMNC3UM M QMOMTO3A HA YPOBHE PAHHMX
MPERLECTBEHHMKOB; 3TO TAK HA3bIBAEMbIE MUENORUCTNACTUYECKME CUHAPOMbI/
muenonponudpepatuetsie sabonesanmns (MOC/MIM3).

XPpOHUYECKMIH MMENOMOHOLIMTAPHBIM NeiKos.

v ATunuyeckmit xpoHuueckuii muenoneiikos (BCR-ABLT-).

V' IOBeHMUbHBIN MWENOMOHOLIMTAPHBIM NENKO3.

v" MIC/MIN3 ¢ KonbLeBsIMM CaEPOBNACTAMM M TPOMBOLMTOOM.

v" MIC/MIN3, Heknaccudpuumpyemsie.

[anee 6yayt paccmotpeHsl Haubonee pacnpoCTPAHEHHbIE OMyXONnu nep-
BOM rPYMMbl, KOTOPbIE MMEIOT XAPAKTEPHYIO KIMHAYECKYIO KAPTMHY, nabopa-
TOPHbIE XOPOKTEPUCTUKM, CTAHAAPTHBIE MORXOAbl K AMATHOCTMKE M NEYEHMIO,
B HOCTOSILEE BPEMS Y HUX OMPERENEeHbl YeTKUE MPOrHOCTUYECKUE KPUTEPUM.

Bce uctunHbie MI13 MoxHo paspenuts Ha aBe Gonblme rpynmbi:
Ph-noautusHbie (BCR-ABL1+) u Ph-neratnenbie (BCR-ABL1-). K Ph-nosutueHbIM
OTHOCHTCS XpOHMUeckuit muenoneikos (XMJ1), auartoctnka kotoporo cassa-
HQ C BLISBIEHWMEM B NMepucbepuyeckoi KpoBM M KOCTHOM MO3re KNeTok, Co-
pepxawmx dounapensdpuickyto xpomocomy (Ph), obpasosartyio TpaHcno-
KOUMENR YOCTU FEeHEeTMYECKOro MATepMand C XPOMOCOMbI 9 Ha XpPoMOcoMy
22, B pesynsrare 4ero npoOMCXoaMT oBpasosaHue xumepHoro rena BCR-
ABL. 2TOT XUMEPHbIA reH SBNSETCS OCHOBOW ANSi CMHTE3A BbICOKOOKTHUBHOM
TMPO3UHKMHASbI,  CTUMYNUPYIOWER FPAHYNOLUMTAPHbIE  MPEAeCTBEHHWKM
K HEKOHTPONUPYEMOMY RAeneHuio. YuuTbiBasi, Y4TO QHANOTOB ACAHHON TUPO-
3MHKMHO3bI B 3AOPOBbIX KNETKAX HET, MOSBMACCH BOBMOXHOCTb UCMOMb3OBATH
cneundonieckuit MHIMBUTOP 3TOM TUPO3UHKMHOSbI, M3BMPATENbHO YHWUUTO-
XQIOWMHA TOMLKO OMYXONEBble KNETKM. DTOT MPUHLMI NEYEHUS NET B OCHOBY
BbICTPO PA3BMBAIOWErOCs B COBPEMEHHOM MEAMUMHE HAMPABNEeHWs — TaK
HO3bIBOEMOM TAPreTHOW Tepanuu.

Opyre M3 He umetor xumepHoM TposuHkmHassl BCR-ABL, nostomy
[1S MX NEYEHUS HE MOXET MPUMEHSATLCS CrieLndondeckuit nHrnbutop. B cesan
C 3TMM MX [MArHOCTMKA M NIeYeHWe MPOBOASTCS MO OBWMM MPUHLMMNAM, YTO
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3HAYMMO BMsET Ha pesynbtar Tepanuu. OgHAKO B MOCTEAHEE BPEMS MOSBUNOCH
MHOXeCTBO MPENAPATOB, M3BUPATENLHO BO3AEMCTBYIOWMX HA TOT UM MHOM Me-
XOHW3M OKTUBALMM OMYXONEBOTO POCTA, YTO TOXE MPUHOCHT CBOM PE3YNbTaTI,
XOTS M He CTOMb 3HauMMble, Kak npu XMJT.

Stmonorus Ph-neratusrbix MIMN3 go cux nop He ycraHoenera. Bepywei runo-
TE30M SIBNSETCS MHOTOSTAMHOCTh BOSHMKHOBEHMs 3060NEBAHMS, KOTAA MPeApac-
MONOXEHHOCTh K GONe3H1 peanuayercs Mnoj BOAEHUCTBMEM BHEWHWUX COAKTOPOB,
MOBPEXAAIOWMX FTEHOM HOPMObHOM KNETKM W MPUBOASIMX K €€ 3MOKAYECTBEH-
HO¥M TpaHcdopmaLmu. epBoHAUANLHAS MYTALIMS, BbI3bIBAOLCS MOTMIHUSALMIO
remonoatuyeckom knetku npw Ph-neratuerbix MIN3, HenssectHa, xota npubnnan-
TensHo '/ ,~'/, NALMEHTOB C 3TMMM 3ABONEBAHMAMM UMEIOT TOUEUHYIO MYTALIMIO
B reHe JAK2; kpome Toro, mytaumm rena MPL scTpedatotcs npu acceHUManbHOV
Tpombountemun (3T), npu nepsuuHom muenodpmbpose (MMP) u uctuHHOM
nonuumtemmn (M), Mytaumm 8 renax JAK2 u MPL umetor BakHoe amarHo-
CTUYECKOe 3HAYEHME, MOCKONbKY WX BbISBNEHME CBUAETENLCTBYET O KIOHANLHOM
XapakTepe 3a60neBaHus U NoMoraer B audodpepeHumansHoi auardoctuke MM,
3T, MM or pspa APYrx MUENOMAHBIX HEOMNA3MM, O TAKXE BTOPUUHBIX SPUTPO-
LIUTO30B 1 TPOMBOLIMTO30B.

Orkpbitne mytaumm JAK2V617F npuseno k nepecmotpy AMArHOCTH-
YECKMX KPUTEPMEB, KPUTEPUEB OTBETA HA MPOBOAMMYIO TEPAMMIO, O TAKXE
CTANO CTUMYNIOM AN CMHTE3A HOBOTO KNACCA TAPreTHbIX MPENAPATOB — HM3-
KoMonekynspHsix MHrnéutopos JAK2. HakonneHue RAHHBIX O KAMHWUYECKMX
M MONeKynspHO-TeHeTndeckux ocobenHoctsx MI3 nocnyxuno nosogom ans
nepecMoTpa AnarHoctnieckmx kputepues, npuHateix 8 2008 r. Ha 56-m kon-
rpecce AmepukaHckoro remartonoruyeckoro obuecrsa (ASH) npennoxes
AMarHoctMyeckue Kputepuu, npuusteie 8 2015 .

TpaHchopMmaumns UCTUHOW MONULUTEMMUM
M 3CCEHUMANbHON TpoMbounTEMUHU B MMenodpnbpos

Knnnuueckn panccbopmaums B MMenodombpos MaHUGPeCTUPYET CHUXEHM-
€M nokasarenen KpoBM (4OCTO — aHeMMel), NosBNEHMEM CABMIA BNEBO rpa-
HYNOLMTOPHOTO POCTKA M 3PUTPOKAPMOLIMTOB B FEMOTPAMME, YBENUYEHUEM
ceneseHkM, 4To OBYCNIOBNEHO MOSBNEHUEM SKCTPAMERYNNSPHOTO MMENOMNOo33a.
MexpyHapogHoi pabouen rpynnoit IWG-MRT paspaGotaHsi kputepuun ans
ycraHosnenus guartosa noct-UIM m noct-2T muenodombposa. [aHHble kpute-
pumu nexar B ocHose knaccudpukaumn BO3 2008 r.

O6s3atenbHblie KpUTEPUM:

1) nepeuuHO guarHoctMposaHHas cornacHo kputepuam BO3 2008 r. 3T

unmn U,
2) dombpos koctHoro mosra lI-lIl crenenu.
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LononxutensHsie kpurepum:
1) aHemus unu cHuxeHne yposHs remornobuna > 20 r/n;
2) neiKoapUTPOBNACTUYECKAs KAPTUHA KPOBM;
3) ysenuueHue ceneseHku (nansnmpyemas ceneseHka, Gonee 5 cm ms-nop
Kpas peGepHoit ayru);

4) nosbiwenue ypoens JIAI cbiBopotku;

5) noseneHue CUMNTOMOB OMyxONeBoM MHTOKcMKauuu: noteps > 10%
maccsl Tena 3a 6 Mec., HOYHAS MOTIMBOCTb, HEOBLICHUMAS TMXOPAAKA
(> 37,5 °C).

Ons nocranoeku amarnosa noct-UMM unm noct-3T muenodonbposa Heobxo-
AMMO HOMMYME 2 OBS3ATENbHBIX M KOK MUHUMYM 2 ROMONHUTENbHBIX KPUTEPH-
es. [Tpn nosenenun TpaHcdopmaumn B noct-MIM unm noct-3T muenodombpos
TAKTMKA BefeHus Takas xe, kak npu NMO.

16.2. XpoHuueckuit M1enoneitkos

XMIT npepcrasnser coboi KnoHansHoe onyxonesoe 3a60nesaH1e, Pa3eu-
BAIOWEECS B PE3YNbTATE 3NOKAYECTBEHHOW TPAHCAIOPMALIMM PAHHUX FEMOMO-
3TUYECKMX MPEALIECTBEHHMKOB, XOAPOKTEPU3YETCS YCHUIEHUEM NPOTMddepaLmm
FPAHYOLUMUTAPHOTO POCTKA, CBA3GHO C XAPAKTEPHOM XPOMOCOMHOM QHOMANM-
eit (Ph-xpomocomoii).

Snupemmonorus

B crpykrype sabonesaemoctn remobnacrosamu y Bapocnsix XMJT sa-
Humaer 5-e mecro. 3abonesaemocts XMIT cocrasnser 1-1,5 cnyyas Ha
100 000 Hacenehus 8 rog. XMJ1 oaMHOKOBO YACTO AMATHOCTUPYIOT Y MYXUMH
W XeHwwmH, obbivHO Gonetot noan B Bospacte 30-50 ner.

DTMoNOrns U natoreHes

Dtnonorus He ycraHoeneHd. [locToBepHO FOKA3AHO YBENUUEHME HACTOTbI
paseutns XMJ1y nuu, nogseprumxcs BO3REHCTBMIO MOHUIUPYIOWEN PARMALIUK.
XapakrepHas Ph-xpomocoma BosHMKOET B pesynsTate nepeHoca reHetuyec-
KOro marepuana: Ha xpomocome 22 obpasyercs xumephbiit reH BCR-ABL,
kopmpytowmit 6enok p210 ¢ BLICOKOM TMPO3UHKMHA3HOM QKTMBHOCTbIO. [Tpo-
nykuwms BCR-ABL-3asrcumoit TposuHkutasel (6enok p210) urpaert kniouesyio
ponb B neikosHoi TpaHcdpopmaumnn knetok npu XMJ1, perynupyet curuansi,
OTBETCTBEHHbIE 30 KNETOUYHbIA POCT, AKTMBALMIO, AMAPPEPEHLMPOBKY, AArE3MIO
n anontos. O6Hapyxenue Ph-xpomocomsl nn6o rena BCR-ABL o6ssatensHo
ans ycranosneHus guardosa XMJ1.
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Knuuuka n dassl

B teyennn XMIT Bbipenstor Tpu coasbl, oTpaxaiowme CreneHb nporpeccu-
POBAHMS 3060NEBAHMS:

1) xpoHuueckyio cpasy (XD);

2) dpasy akcenepaumnn (PA);

3) TepMUHanbHYO dpasy GIACTHON TPAHCAOOPMALIMM, MK BRACTHBIA KPK3

(BK).
3abonesaHne MOXeT GbiTb BrepBbiE AUATHOCTMPOBAHO HA MoGOM 3Tane
csoero Teverus. Y 85 % GonbHbix 3a6onesanue guarHoctupyertcs 8 XP. Hacro
HaYano 3a6oneBaHMs NMPOTEKAET GECCHMMNTOMHO, M3MEHEHMS B KPOBKM HOXOAAT
CNY4aMHO (NEeMKOLMTO3 C XAPAKTEPHBIMKM MBMEHEHMSIMM NEMKOLMTAPHOM dbop-
MyJIbl: YBENMYEHO KONMYECTBO HEMTPOCPMIbHBIX METOMMENOLIMTOB M MUENOLM-
TOB, MOTYT OGHOPYXMBATLCS MPOMMENOLMTb M MMENOBNACTbI, BO3PACTAET YMC-
no 6a30oMNoB 1 03UHOCPMNOB); COREPXKAHME SPUTPOLIUTOB, reMOrnobHHa,
TPOMBOLIMTOB OBbIYHO B HOPME MMM HECKONMLKO MOBLILEHO, HO HEPEAKO YXE B
nebiote 3a60neBAHMA AIMATHOCTMPYIOT QHEMUIO; MOXET OBHAPYXMBATLCS YMe-
PEHHAs renaTocrneHoMeranms.
Mpun Hactynatoweit yepes 3-3,5 ropa passepHyton DA XMJT y Gonb-
HbIX MOSBASIOTCS MHTOKCMKALMOHHBIA CMHAPOM, occanrus. [edeHs u ceneserka
yBenuueHsl sHauutensHo. Jleikountos moxer gocturats 400-500 x 10%/n, 8
NeNKOUMTAPHOH cpopMyrne OMpeRensioTcs BCE NepexofHsie dOOPMbl MUENTOWA-
HOTO PSAA, PA3BMBAIOTCS GA3OPMNUA U AHEMMS, TPOMBOUMTONEHMS (MNK, HOO-
60poTt, TpoMEoLMTOS).
DA yCTOHABIMBAIOT NPK HANKMYMM Y BOMLHOTO XOTS Bbl OAHOTO M3 Creayio-
WMX MPU3HOKOB:
V' no 15-29% 6nactHbix Knetok B KPOBM/KOCTHOM MO3re;
v CyMMa BROCTHBIX KNETOK W MPOMMENOLMTOB B KPOBM M/MNM KOCTHOM
mosre > 30%;

v’ konuuectso 6asocpunos & kposu > 20 %;

v TpomBoumtonenns < 100 x 10°/n, He cessannas ¢ XT;
YBENMUYEHME CENE3EHKM B MPOLIECCE NEYEHMS.

Cpeptsis npoponxutensHocte @A — 6-8 mec. Y 20-30% 6onbHbix
MNPOUCXOAUT KPaHe BbICTPOe NMPOrPeccMpoBaHne 3060MEBAHMS C PASBUTUEM
BK.

BK — uctHHO TepmuHanbHas cTapus 3060neBaHMs, ee CPeaHss NPOAon-
xwurensHoctb — 3-6 mec. B dpase BK cocrosHme GonbHbix pesko yxypwaertcs,
BO3BHMKQIOT MHTOKCUKALMSA, IMXOPORAKA, OCCANrUs, MOBTOPHbIE MHADEKLMM, WMH-
doapkTbl ceneseHku; B Kposu unu koctHom mosre 30 % BnacTHbix KneTok M 6o-
nee, aHemus, rmyGokas TPOMBOLIMTONEHMS C TEMOPPArMYECKUM CUHAPOMOM;
rernaToCnneHOMEranusi, KCTPAMERYNAPHbIE O4Ark KPOBETBOPEHMS.
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Ouarnoctuka

Mpennonoxuts Hanuume XMJT MOXHO HO OCHOBOHMM CRERyIOWMX Kiu-
HUKO-TEMATONOrMYECKMX AAHHBIX: NENKOLMTO3, MUENOLWTAPHbIA CABMI, 303u-
HOPUMbHO-6A30CPMNLHAS  ACCOLMALIMA, QHEMMS, TPOMBOLMTO3 MAM TPOM-
Gouutonenus, renato- u cnneHomeranms. CTOHRAPTHOE UMTOreHeTMYECKoe
nccneposaHue U dpnioopecueHTHas rbpuamnaaums in situ (FISH), suisensiowme
Ph-xpomocomy 1/mnmn xumepsii red BCR-ABL, nossonsiior okoH4aTeNnsHO nog-
TBEPAUTL MK otBeprHyTs AnarHos XMJ1. FISH u monekynspHo-reHetnieckoe
nccneposanune nytem [LIP nossonsior ycravosuts auartos XMJ1, ecin ms-aa
BAPMOHTHbIX TPAHCTOKALMI UMK OTCYTCTBMS MUTO30B C MOMOLLbIO CTAHAAPTHOTO
LMTOrEHETUYECKOTO UCCNEROBAHMS BbiSBUTL Ph-xpoMocomy He yranocs.

OnddepeHumanbHas aAMArHoCcTHUKa

lNpoBopuTcs ¢ 3a60NEBAHNUIAMM U COCTOSHUIMM, COMPOBOXACIOWMMMCS Pe-
QKTUBHbIM NEMKOLMTO3OM (NeHKeMomaHbIe peakumm) 1 apyrumu Ph-HeratmeHbimum

MM3.

Teyenune

BHenpeHue B TeueHne NocneaHero RECATUNETUS B KIMHUYECKYIO MPAKTHKY
cneundpryecknx MHrMGHTopos TMposuHkuHasel (MTK) npueeno k msmeHeHuio
nporHosa y 6GonbHeix XMJT, nossonuno cylwectseHHO MoBbICHTb 3dpdpekTs-
HOCTb NEYEHMs, YBENUUMTb BbLIXMBAEMOCTb GonbHbIX. [1pn 3Tom nopaensiowee
GOMbWMHCTBO MALMEHTOB CMOCOBHbI BECTH OBbIYHYIO MOBCEAHEBHYIO XM3Hb W
TPYAOBYIO AEATENbHOCT.

B Hacroswee Bpems 8 PD sapernctpuposaHo 4 nekapcrseHHbIX npena-
pata w3 rpynnsl MTK pns nevenus XMIT: uMatmHmG, HUNOTMHMG, AA3ATUHMG,
603yTMHKO.

Llens npumenenns UTK B cospemerton tepann XMJIT — makcumansHoe
nogaenexue Ph-nosutueHoro onyxonesoro knoHa, CHMXeHWe pucka nporpec-
CMPOBAHMS 3060NEBAHMUS U ROCTUXEHWE MPOAOIXUTENLHOCTU XM3HU, CPABHM-
MOVt ¢ TakoBOM B 0bwer nonynsummn. [locTuxkeHUe NomHOro LMTOreHETUHECKOTO
OTBETA M BGONBLIOrO MOMNEKYNSIPHOTO OTBETA — PAHHME BNaAronpusTHeE MPo-
FHOCTMYECKME MPU3HOKM ANMTENLHOM BbIXXMBAEMOCTM 6e3 NpOrpeccHpoBaHMs
(Mpu ycnosum noctosiHHOM Tepanum).

Tepanus MTK nepsoit v BTOpoi nMHMIA BOMXHA GbiTb BUIBPAHA C YHETOM HAW-
Gonbweit 3pIPEKTUBHOCTH M HOMMEHBLIETO PUCKA NOBOYHbIX sBrneHui. OcHos-
Hble MPUHUMMbLI coBpeMeHHoM Tepanumn XMIT: paHHss oueHka oTseTa Ha neve-
HWe, NpeaynpexXAeH1e PAsBUTUS PE3MCTEHTHOCTU M BbICTPOE MEPEKIoYeHHe Ha
MOKCUMANbHO 3ddPEKTUBHYIO TEPANMIO MPK OTCYTCTBUM ONTMMALHOTO OTBETA.
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Cravpaprom B nedetmn XMI1 sensetcs UMATMHMOO ME3UNAT, NEPBbIA Cenek-
TmeHbIA MHrM6MTOop BCR-ABL-TMpO3UHKMHASbI. MIMATUHWUE NpPUHMMAIOT BHYTPS,
6uopocTynHocTs npenapata 6onee 97 % u He 3aBUCHT OT Npuema nuim. Mak-
CUManbHas 3dodpeKTMBHOCTL NPEenapaTa MOKA3aHA NP ero MCMonb3OBAHMM
B paHHein XP XMJT ¢ BOBMOXHOCTbIO AOCTUXEHMS MOMHbIX LIUTOrEHETMYECKMX
 GonblMX MONEKynsIpHbX pemmnccui. DakTopom GnAronpUSTHOrO NPOrHo3d
SBMAETCS POHHEee [OCTMXEHWE MOoNeKynspHoi pemuccuu. [Ing nopaepxaHms
MOMNHOM LIMTOreHEeTUYECKOM PEMMCCHM BOMbHbIE HYXAQIOTCS B ANUTENHOM MPU-
eme npenapara. [pu nonyyeHnn cyGonTMMANbHOTO OTBETA AO3A MMATMHMGA
moxert 6bith nossiweHa go 800 mr/cyr.

HunotHmb cuHTesMpoBaH Ha OCHOBE Monekynbl MMATMHWMEQ, OH obna-
paer 3HauutensHo Gombwnm cpopcteom Kk BCR-ABL-uposuHkuHase u noka-
3aH B nepeoM nuHuM GonbHbim B XD XMIT 8 gose 600 mr/cyt, 8 DA XM
8 gose 800 mr/cyt. Bo BTOpOIt NMHWKM Tepanmmu MMATMHWUG HA3HAYAETCH B fO3e
800 mr/cyt B XP u DA XMI1. Mpu HepoctatouHoM adpcbekTMBHOCTH Npena-
pata 8 XP 1 DA ysenuueHne [o3bl HE NPEAYCMATPMBAETCS, PEKOMEHAYeTCs
nepexof HA AnbTEPHATUBHYIO TePamMIO.

[asamHnbé — npenapat WMPOKOro CnekTpd AEMCTBMS, B3AMMOREHCTBY-
IOWMIA CO MHOTUMM TUPO3UHKMHO3OMM M HETMPO3UHKMHA3HLIMK Genkamu. Pe-
komeHayemas fosa pasatmHuba ans XP cocraenser 100 mr/cyt, ana OA
n BK — 140 mr/cyr.

bosymmn6 — MHorouenesoi npenapat, GIOKMPYIOWMIA TUPO3UHKMHA3bI
BCR-ABL 1 cemeitctea SRC. 3apeructpupoBaH K NMpUMEHEHMUIO ANs NeveHus
XMI1 B X®, DA u BK npu HeadpdpeKTMBHOCTH MM HENEPEHOCMMOCTH MMa-
TMHUGA, HUNOTMHMOGA M pasatHMba. PekomeHpyemas fosa 603yTMHWMOG —
500 Mmr/cyT, npu OTCYTCTBMM MOMHOTO FEMATONOTMYECKOrO OTBETA Yepes
8 Hep. MnM NonHoro LMTOreHeTUYeckoro oTeeta Yepes 12 Hep. No3a MoXeT
6bitb nosbiweHa go 800 mr/cyr.

B pyTMHHOM KNMHMYECKOM NPAKTMKE HMNOTMHMG, AA3ATUHWME M GO3yTW-
HME — NpenaparTbl BTOPOM MMHWM NPU HEYAAYE MK HENEPEHOCMMOCTH TePa-
MUK UMATUHUOOM.

Bb16op npenapata ars reqenns XMA

[Mpu BbIGOpPE KOHKPETHOrO NPEenapaTa HEOBXOAMMO Y4MTIBATL CPa3y 3a-
GONEeBAHMs, COMYTCTBYIOWYIO NATONOTMIO, PUCK PA3BUTHS NOBOUHbIX adodpekTos
u cnektp Mytaumit reHa BCR-ABL.

Mytauunm, obycnoenmeatoume HU3Kyio dyscteutensHocts K NTK:
K pasatMHmuby — mytaumm F317L/V, T3151, V299L;
K HUnoTMHMGY — mytaumn Y253H, E255K/V, F359V/C;
K 603yTnHMBy — mytaumn 13151, V299L, G250E, E255K/V;
abcontotHoe npoTtueonokasaHue k tepanuu scemn MTK — myrtaums
T3151. TMpu BbisBNEHUM AAHHOM MYTALMM PEKOMEHAYETCS PeWuTb BO-

ANRNENEN
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npoc o noucke HLA-peHTMUHOrO goHopa u eeinonHernn annoTCKK.
B kauecTBe ansTepHATUBHOrO neveHMs NPU HEBO3MOXHOCTM MPOBEAE-
Hus annoTTCK pekomeHaytoTcs Tepanms rMAPOKCMMOYEBMHOM, KyPChl
mansix po3 umrapabua, kypcbl [XT, MHTepdpepoHoTepanus, yyactme
B MCCNENOBATENLCKMX MPOTOKONAX.

B cnyyasx, korpa Tepanus MTK He nokasaHa unu HEBO3MOXHA, PeKOMeH-
OBAHO MPUMEHATL Npenapartsl MHTepdepoHa-a (MPH-a). HasHavenne npe-
naparos MOH-a uenecoobpasHo B cnyyasx:

V' neneperocumoctn UTK;

v neacbdpekTnsroct MTK 1 HeBoamoxHocT einonHerms annoTlCK;
npu BbisieneHnn mytaumn 13151 1 HEBOBMOXHOCTM BbINONHEHWs ar-
nollCK;

v’ B OTHENbHbIX CNYYQAX HEBOMOXHOCTM mpumeHenmns MTK (Hanpumep,
B nepuop GepemMeHHOCTH).

Haubonbwas adodpektmeHocTs npenapartos M®PH-a otmedaetcs npu HasHa-
yeHmn B XD XMJ1. OrmumansHoit sensercs posa MPH-a 5 000 000 ME/m?
exepHesHo. CoueTaHHoe HasHauyeHue uMtapabuHa ¢ npenapatamu NOH-«
nosslwaet adpdpekTmsHocTs Tepaniuu Ha 20-30 %.

Pesynstathl Tepanmm oLEHMBAIOTCA MO AAHHBIM FEMATONOrMYECKOTO, LMTO-
FEHETUYECKOTO U MONEKYNIPHOTO METOJOB MCCNIEROBAHMS.

B saBMcMOCTH OT cTeneHn NopaBneHns onyXxonesoro KNoHA BIAENSIOT Pa3-
nuuHble Bugsl oteeta (rabn. 16.1).

Tabnnua 16.1. BOPVaHT OTBETA HA IEYEHNE XPOHNYECKOrO MUENONENKO3A

Ortser OnpeaeneHvne

[emaTonormMyeckmi NonHbIM o Jlevikouutsl < 10 x 10%/n
® basodounsl < 5%
® B neiikounTapHOA dhopMyne OTCYTCTBYIOT MMENOLMTBI,
NPOMMENOLUTL, MUENOBNACTI
* TpomGouutsl < 450 x 10%/n
e CeneseHka He nansnupyercs

Llutorenetyeckuit nonHblit Ph-xpomocoma B metadbasax He onpepensercs
LlntoreHetnueckmit yactuuHsli Ph-xpomocoma B 1-35 % metacpas
Llntorenetnueckuit manbii Ph-xpomocoma & 36-65 % metadbas

Lintorenetnueckmit MuHmumanshbii  Ph-xpomocoma B 66-95% metadbas

OrtcyTctemne untoreHetueckoro  Ph-xpomocoma s > 95% metadbas
oTseTa

MonekynsipHbii nonHbii Tpawnckpunt MPHK BCR-ABL He onpepensertcs ¢
nomouysto MMLIP

MonekynsipHbiit Gonbwoi Orrowenne BCR-ABL k ABL unu ppyromy koHTponsHomy
reHy <0,1 % no mexayHapogHoit wkane (IS)
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TMokazanns k aAA0TICK y 60AbHBIX XMA

Mokasanuammn k nposepenmio annolTCK y GonbHbix 8 XP XMIT cnyxar
pesuctentHocTb K Tepanun MTK 2-ro nokonetus, sbisenernme mytaumm T3151.
Dakropamu, orpanmimsaowmmmu ucnonssosarme annollCK y GonbHbix XM,
SBASIOTCS [AOCTOTOYHO BHICOKAS PAHHSS NETANLHOCTb M MO3AHME OCMOXHEHMS
(xpoHuueckas peakums «TPAHCMNAHTAT NPOTHB X03suHa»). [Maumnentam B DA
n BK XMJT pekomenpyetcs nposeperme annoT[CK (ot popctseHHoro nubo He-
poACTBEHHOTO AOHOpPA) cpasy nocne pgoctuxerns X Ha done UTK u/mnm
couetanms MTK ¢ MXT.

16.3. VctHHas nonuumntemms (sputpemus)

UM (aputpemus, GonesHs Bakesa) — knonansHoe MII3, kotopoe xa-
paKTEpM3yeTcs NponMdpepaLmein SpUTPOUAHOTO, FPAHYNOLMTAPHOTO, MEraka-
PUOLIMTAPHOTO POCTKOB MMENONO33a C MPEMMYLIECTBEHHON Nponuddepaumeit
3PUTPOMAHOTO POCTKA KPOBETBOPEHUS, YBENMYEHMEM KONTUYECTBA SPUTPOLIMTOB
M NOBbILEHUEM YPOBHS rEMOrMOBMHA, TPOMGOLIMTO30M, NEMKOLIMTO30OM B KPOBM
(naHumTos). Moutn Bce GonbHbie sensiotcs Hocutensmu mytaumm JAK2V617F
UK APYror doYHKLMOHANBHO CXORHOM MyTALMM.

Knunuka

U xapaktepusyercs AnUTENbHBIM M OTHOCMTENLHO AOBGPOKAYECTBEHHbIM
TeueHneM. B aHamHese y MHOrMX GOMbHbIX 30ONTO A0 YCTAHOBNEHMS AMATHO3a
MMEIOTCS YKA3AHMS HO KPOBOTEYEHMS NOCTE SKCTPAKLUMM 3y6a, KOXHbIN 3yH, CBS-
30HHBIA C BOAHLIMM MPOLIEAYPAMM, «XOPOLMEY, T.€. HECKOMbKO 3aBbIWEHHbIE,
nokasarenu KpacHoi kposu. OFHOBPEMEHHAS CKNOHHOCTb KK K TPOMB03aM,
TAK M K KPOBOTEUEHMSIM SBNSETCS YHMKANBHOM OCOBEHHOCTIO 3TOro 3a60onesa-
Hus. TpoMBoTHYECKME OCTIOXKHEHMS, B YOCTHOCTH MHAPAPKT MMOKAPAT, MLIEMM-
Yeckui uHcynbT M TOJTA, — camas 4acTas NPUYMHA CMEPTH Y STUX GOMbHBIX.
Passutiio Tpom6030s cnocobersyet psia doaktopos: Bospact crapue 60 ner,
TPOMBO3 COCYROB B GHOMHE3e, APTEPUANbHAS TMMNEePTEeH3Us, aTepOCKnepos
no6oit NoKANM3ALMK, IKCPY3nM KPOBK MM TpomboLumTadoepes, NPOBOAMMbIE
6e3 HO3HAYEHMS AHTUKOATYNSHTHOM MIKM AE3ArperaHTHoi Tepanuu. [Natorenes
MMKPOLIMPKYNSTOPHON KPOBOTOYUBOCTM, OBYCNOBNMBAIOWMI FEeMOPPAryecKmit
CMHOPOM, 30BMUCUT MPEUMYLUECTBEHHO OT CHUXEHMS arperaumn AedoekTHbIX
TPOMBOLIMTOB HEOMNACTMYECKOTO MPOUCXOXKAEHMS.

XapakTepHbl cnneHoMeranus, A3ed Xenyakd M ABEHOALATUNEPCTHOM KMLL-
K1, sputpomenanrus, cuHppom KynepmaHa, passutie apTepuanbHOM runep-
TeHaun. MuenonponndpepaTHBHbIi CUHAPOM MPUBOAWT K HAPYLWEHUIO OBMEHA
MOYEBOM KMCNOThI, K MOAArpe, HedppOnUTHAa3Y, KOTOPbIA MOXET BbI3BATL OO-
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CTPYKLMIO MOYETOYHMKOB, OCTIOXHSETCS PA3BUTHEM OCTPOrO NMENnoHedppUTa M
MOYEYHOW HEROCTATOYHOCTM.

r ol\ogokh‘:lxww
™ BN )

Bce naumenTs ¢ M3MEHEHMSIMM B KNMHUYECKOM QHANM3E KPOBMU (remorno-
6uH >185 r/n pns MyxunH u 165 r/n pns XeHwWwMH, 3pUTPOLMTO3, remaTo-
kput > 45 %), kotopsle coxpaHsiotcs Gonee 2 Mec., BOMXHbI GbiTb 06cneno-
BaHbI AN ucknovenrs MIM3. 6 M '\H AP \“\N\A‘h}&[

bonbuwme gnarHoctmieckue Kpurepmm:

1) remorno6buu > 165 r/ny myxuun, > 160 r/ny xeHwmH nnu remaro-

KpuT > 49 % y MyxumH, > 48 % y xeHuwmH;

2) npw 61ONCHM KOCTHOrO MO3ra — TPEXPOCTKOBAS TMMEPMNA3NS (MAHMM-
€enos): yBenuyeHue nponmndpepaLMm aNEMEHTOB SPUTPOMEHOTO, FPAHY-
NOLMTAPHOrO, MEraKAPHUOLIMTAPHOTO POCTKOB MMENOMNO33d;

3) mytaums V617F reqa JAK2 unu myraums reHa JAK2 s aksone 12.

Mansisi kputepmi:

1) yposers SO cbiBopoTkM HMxXE peddepeHCHbIX 3HAYEHMIA.

HAns nocraHosku anarHosa MM HeobxopnMmo Hanuume Bcex 3 Gomblumx Mnu
1-2 6Gonbwmx 1 1 manoro kputepwes.

Beisenenne myraumn JAK2VE17F ¢ BbicoKoM CTeneHbio BEPOSTHOCTU (4ys-
creutensHocts 97 %, cneundpmunocts npaktuyeckn 100 %) nossonser ycraHo-
BuTb gmarHos M1 Yy NALMEHTOB C COOTBETCTBYIOWEN KNMHMYECKOM KAPTUHOM,
T. K. 370 MyTaums npucytcreyer y 95-98 % naumentos ¢ UM, Onpepenetne
MO cbIBOPOTKM SBASETCA BAXHBIM AMATHOCTUYECKUM KPUTEPHUEM MPH MORO-
3peHnn Ha MIM: B 85% nabniopennin yposeHs SIMO Huxe Hopmbl. Hacto-
poxeHHocTs B otHoweHun U gomkHa GbiTb MO OTHOWEHMIO K MALMEHTOM
C COCTOSIBWMMMCS OBAOMMHANbHLIMKM TPOMGO3AMM, OCOBEHHO MPK HAMMYMM
KOXHOTO 3yAd, 3PUTPOMENANTMM, CrNEHOMEranmMu, NerKoLmTosa, TpomGoLu-
TO30 M MUKPOLIMTO3A B KPOBM.

UM N, BTopUA

Neuyenune B—P\/\A\PO\JK\’\?‘D‘Q%

Llenu tepanuu UMM:

v NpepotepalieHne M neveHne TPOMBOreMOPPArMIEecKMX OCOXHEHHIA;
KOHTPONb CHUMMTOMOB OMyXONEBOW MHTOKCUKALMM (CHUXEHMS MACChI
Tena, noTMBOCTH, TMXOPAAKM, 3yAd);

v MMHUMM3MPOBAHME PUCKA PA3BUTMA OCTPOTO NEHKO3A M MUENnodoHBPO-
3q;

v’ npenynpexaeHue oCnOXHEHHi B Cydae XMPYPruueckux onepalui.

[ns oueHKu BEPOSTHOCTH TPOMBOTUYECKMX OCNOXHEHMH BONbHbIE CTPATH-

OULMPYIOTCS HO FPYMMbl PUCKA B 3ABUCMMOCTM OT Bodpacta crapuwe 60 ner,

Ouarnoctuka
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HONM4YMs TPOMGO3OB B AHAMHESE, CEPAEYHO-COCYAMCTbIX POAKTOPOB PUCKA (Ky-

peHue,

aprtepuanbHAs rMnepTeH3ms, ﬂMCI6eT, M3ObITOYHAS Macca Tena, rmno-

AMHOMMS):

v

Hu3kmit puck — O cpbakTopor pucka;

npoMexyTouHbIM puck — 1 doaktop pucka (cepaedHo-cocyamcTbie
dpbakTopbl puckal);

BLICOKMIt prck — 1-2 chbaktopa pucka (sospact crapuwe 60 net u/unm
TPOMGO3bl B OHAOMHE3€ HE3ABUCMMO OT HAMMYUS CEPAEUHO-COCYAMCTbIX
dakTopos puckal).

Mertoabl TepanesTnueckoro Bosaencteus npu UM

1.

w

NN

v

[ns npodomnakTMKu TPOMBOTUYECKUX OCNIOXHEHUH MPUMEHSIOT aHTU-
arperaHtsl (auetuncanmumnosas kucnota 40-325 mr/cyt, knonugo-
rpen 75 mr/cyt).

. ®usmnyeckoe ypaneHune M3GHITOYHOM MACCH LMPKYNUPYIOLWMX SPUTPO-

LIMTOB OCYLIECTBNSIOT C MOMOLbIO FEMOIKCAPY3UM (KPOBOMYCKAHMS) MIu
apuTpoLuTaddepesa (py4HOro Mnm annapatHoro).

. Mpu runepypukemmnut (B 1. 4. Npu OTCYTCTBMM KIMHMYECKOH CHMITOMATH-

ku) npumensetcs annonypuron s gose 100-300 mr/cyr.
LiutopenyktmeHas Tepanms:

rapokcumodesnHa 10-30 mr/kr/cyt, mepkantonyput 1-2 mr/kr/cyt,
umtapabud 10-20 mr/m?/cyt B tevenme 10-14 gHel kaxabiin mecsu;
N®OH-a 1,5-5 mnt ME 3 pasa 8 Hepenio;

QHArpenuy BbI3bIBAET [O303CBACMMOE M OBPATMMOE CHUXEHME YMC-
na TPOMOOLMTOB, He BNMSS CYWECTBEHHO HA YPOBEHb reMornobuHa u
4YMCNO NEMKOLMUTOB; MOXET MPUMEHSTLCA B KOMOMHALIMM C SKCADY3UIMM
KPOBM M TMAPOKCMMOYEBMHOM; PEKOMEHAYEMAS HAYAMbHAS AO3Q OHO-
rpenvpa 0,5 Mr 2 pasa B cytky;

MHIMBUTOP AHYC-KMHA3bI PykconuTMHMG nokasaH npu MMM npu Hepocta-
TOYHOM OTBETE MNK HEMEPEHOCUMOCTH MMAPOKCUMOYEBHHBI; MOKCMMATb-
HO nepeHocMMas fo3a 25 Mr 2 pasa B CyTku.

"\A%pq_& Le AN/
NporHos o J

Mportos y naunertos ¢ UMM 3asucut ot xapakrepa u Tsxectn Tpombo-
reMOpPArnyecknx OCNOXHEHWI, BpemeHn fo TpaHcdpopmaumun B noct-UM1
Mmuenodounbpos mnu nporpeccuposarns 8 OMI1. CornacHo panHeim BO3
10-netHss bixxusaemocts GonbHbix MM cocrasnser Gonee 75 %. Puck tpanc-
dopmaumn 8 OMI1 paseH 5%, puck passutus muenodpnbposa — MeHee

10%.

Mpuunton cmeptn GonbHbix MM sensiotcs Tpombos3bl, remopparu-

YECKMe M WHOPEKUMOHHbBIE OCNOXHEHMS, HOPYWEHWUS CDYHKLUMM BHYTPEHHMX
OPraHOB, YOCTOTA KOTOPLIX 3HAYUMO YBENMUMBAETCS NpW passutin noct-UM
Muenodonbposa nnm tpanccpopmaummn 8 OMI1. HapyweHue kavectsa xusHu
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06YCnoBNeHO CMMMTOMOMM MHTOKCMKALIMM, BA3OMOTOPHBIMM POCCTPOMCTBA-
MM (ronosHas Gonb, rONOBOKPYXEHME, NAPECTE3NM, SPUTPOMENANTUs, ATH-
nuyHas 6onb B rpyam).

16.4. epsunuHbii Mrenodombpos

MM® (cy6neiikeMMYeCcKnin MUENO3, XPOHMYECKUIA FPAHYNOLMTAPHO-MEra-
KAPMOLIMTAPHBI MMEN03) — KNOHAmNbHOE OnyXxonesoe 3a60NeBaHUe, XAPaKTe-
pu3ytolieecs NponuMdoepalmeit CTBONOBbIX KNeToK, GHOMANbHOM 3KCnpeccHei
LIMTOKMHOB, PMOPO3OM KOCTHOTO MO3rd, renartocnneHoMeranmen, CUMNTOMa-
MM OMyXONeBOM MHTOKCMKALIMM, KOXEKCHEN, NeNKO3PUTPOONACTO30M B KPOBM,
NENKO3HbLIM NPOrPECCUPOBAHUEM, HEBLICOKOM BbIKMBAEMOCTHIO.

Knvuuka

Knuhuueckas kaptvia npu [M®  xapaktepusyercs MHoroobpasvem
nposenexnid. HauanbHsit nepron GonesHn y GOMbLMHCTBA MALMEHTOB MOXET
npoTekaTth 6ECCMMNTOMHO HA MPOTSXEHUM PSAA neT. Hepepko npusHaku 3o-
6onesaHMs OBHAPYXMBAIOTCA HEOXMAAHHO MPU BbINONHEHMM KNMHMYECKOTO
QHANM3a KPOBM HA NPOCOUNCKTUYECKOM OCMOTPE MM MO MOBORY COMYTCTBYIO-
we natonoruu. Knunuueckue nposienerms [MMD He MMetoT NATOrHOMOHMYHBIX
CMMMTOMOB M CKNAABIBAIOTCS M3 HECKOMbKMX CHHIPOMOB!

V' CUHBPOM ONYXONEBOH MHTOKCUKALMU M QHEMMH — MPOrPeCccHpyIoLas
cnabocTb, He COOTBETCTBYIOW|AS CTENEHU OHEMMM, OfibILKA, CHUXEHMUE
anneTuTa, NoTeps MACCHl Tend, NOTAMBOCTb, CyGdpeGpunbHas Temne-
patypa, 6onb B KOCTSX, CyCTABAX, 3yA KOXM, YXYAlWEHUe TeYeHus Co-
NYTCTBYIOWMX 306ONEBAHMN, CHUXEHME TONEPAHTHOCTU K COU3UUECKOM
Harpyske, OGnegHOCTb KOXM M CNM3MCTbIX, TOXWMKOPAMS, TMUMOTEH3Ms,
YXYAlWEHNEe TeYeHUs CePAeYHO-COCYAMCTIX 3a00NEBaHMN;

v CcuHBpOM onyxoneeoi nponucpepauMM — renaToCHNeHOMEeranus
(Kak cnefcTeue aKCTPAMERYNNSPHOrO reMONO33a), NPUBOASLLAS MOAYAC
K KOMMPECCMM OPraHoB, MOPTANLHAA FMMNEPTEH3MA; MPMU ANUTENLHOM
TEYEHWMM 3a60NEeBaHMA MOTYT TOKXE PO3BMBATHCS OH4ATM IKCTPAMERYN-
NAPHOTO KPOBETBOPEHMS B APYTMX OPraHAX (MMMAPATUHECKMX Y3nax,
nerkux, nnespe, HPIOWNHE, CMIMHHOM U FONOBHOM MO3re, KOXE, MATKMX
TKQHSIX KOHEYHOCTEV), 0BYCNoBNMBAS KNTMHUYECKME NPOSBNEHMS, CBA3AH-
Hble C MOPOXEHUEM 3TUX OPraHOB;

v’ TpoMBoTHYECKME OCTOXHEHMS — TPOMBO3bI M TPOMEOIMEONUM COCYROB
PO3NMMYHBIX OPrCOHOB M TKAHEH, TpombodonebuTsl nepudpepryeckmx co-
CYNOB, MHCPAPKT MMOKAPAA, HAPYLIEHWS MO3rOBOTO KPOBOOBPALLEHMS;

V" CUHEPOM MHAPEKLIMOHHbIX OCTIOKHEHMI — PAIBUTUE OMMOPTYHHUCTUHECKMX
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i Gonee TAxenoe TeveHne oBbl4HbLIX MHADEKLMOHHBIX 3060NEBAHMIA;

v reMopparuyeckuit CUHEPOM — KPOBOTOMMBOCTE MPM MMHUMCbHBIX
TPOBMOX MMM CMOHTOHHBIE NETEXMANbHbIE NMMBO CUHAYKOBLIE KPOBOWS-
NUSHMS, NMPUYUHAMM KOTOPbIX MOXET BbiTb TPOMGOLMTONEHMS HA dooHe
dorbpPO3a KOCTHOTO MO3ra, rMMNEePTPOMBOLMTO3 M BTOPHYHbIA AedpuLMT
vWF, koarynonatis Bcnefcrsue HapyweHus doyHKLUMM NEYEHU M pasBu-
WS MOPTANLHOM MUMEPTEH3IUM.

Knaccudpukaums

B knuHuueckom tedernu [MMO sbigensiot gee doasbl, oTpaxatolme creneHb
nporpeccuposaHus sabonesanus: XD 1 TepmuHanbHyto dpasy GNAcTHON TPAHC-
dpopmaumm mnm GnactHyto dpasy. XP sensercs HavansHoi cragueit [TMD u gu-
arHoct1pyetcs y GonbumHcrsa (> 90 %) sriepebie BbisiBneHHbIX GonbHbix. Hanbo-
nee XAPOKTEPHbIMU MPU3HAKAMM SBASIOTCS MU3MEHEHMS B KNMHUYECKOM aHANM3e
KPOBYM (NEMKO3PUTPOBNACTOS, MOCTENEHHDIA CABMI B HEUTPOCOMILHOM M 3PUTPO-
MAHOM PARAX AO MOMOMABIX POPM C HAMMYMEM MPOMEXYTOUHBIX OOPM CO3PEBA-
HU$), YBENUUYEHME NEYEHM 1 CENE3EHKM, HANUYME CUMITOMOB OMyXONEBOM MHTOK-
CUKALMM (MMXOpaaKa, NoTeps MACCHI TENd, NpodoysHble HOYHbIE MOThI). bnactHas
doasa ABNAETCA TEPMMHANBHOM CTORMEN PO3BMTUS MATONOMMYECKOrO MpoLeccd
npu NMMD, aMArHOCTHYECKMM KPUTEPUEM MPU KOTOPOM CIYXMT HONMYME B Me-
pudbepuieckoi Kposu i B koctTHom mosre 20 % GnactHeix Knetok u Gonee.

OvarHocTtuka

Bonbwwe kputepum:

1) nponudpepaums M ATUMNUS MEraKAPUOLIMTOB, COYETAIOWMECS C PETU-
KyNMHOBBLIM M/MM KONNAreHoBbM cpMBPO3OM KOCTHOTO MO3ra; Mpw
OTCYTCTBMM BbLIPAXKEHHOMO PETUKYNTMHOBOrO coMBPO3a — MOBbILEHHAS
KNEeTOYHOCTb KOCTHOTO MO3rd C nponudpepaumeit KNetok rpaHynoLm-
TAPHOTO PSAA M YrHETEHWEM SPUTPONO33a (MPedonBpPOosHAs KNeToYHas
dasza [TMD);

2) orcyrcrene kpurepues MM, XMIT, MOC vnu gpyrux MI3;

3) nanuume mytaumin JAK2V617F, MPL, CAILR.

Mansie kputepum:

1) uckniouenne peaktmsHoro dombposa (MHAPEKUMM, OyTOMMMYHHbIE 30-
OONeBAHMs, XPOHMYECKOE BOCMANEHME, BONOCATOKNETOUHbIA NENKO3,
Apyr1e 3noKayecTseHHble numdponpondbepaTmsHbie 3060NEBAHMS,
METOCTA3bl COMMAHBIX OMYXOmNei, TOKCUYECKME MMENonaThm);

2) aHemus MnM NANbNMPYeMas CeneseHKa;

3) nemkoaputpobnacros mnu nossiwerne aktmsHoct JAT.

[Ons ycraHosnenus puarHosa NMM®D Heobxopmumo Hanuune scex 3 6Gonb-
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wux unm 1-2 GOombWMX U BCEX MATbIX KPUTEPHEB.

OndodpepeHumnanbHas gUATHOCTUKA

Mopdponoruyeckuin Tepmun  «Muenodonbpos» xapaktepuayer coubpos
CTPOMbI KOCTHOFO MO3FQ C BHITECHEHMEM 3NEMEHTOB FEMOMNO33d, BCTPEYAET-
€ NPU METACTATUYECKOM M TMMAPOMHOM MopaxeHusx koctHoro mosra, OJ,
MIC, xponunuecknx MIM3, XMJ1, sonocartoknetouHom neiikose. B otHoweHuu
HEOMyXONeBoM NATONOrMK MUENOOMBPO3 B KOCTHOM MO3Te MOXET BCTPEYATHCS
MPY MHADEKLMOHHBIX M AYTOMMMYHHBIX 3060NEBAHMSX, HA MO3[HWX STAMNAX He-
KPO3a KOCTHOrO MO3ra PA3NIMYHOM 3TMONOrMK BCEACTBUE doubporucTmoumtap-
HOM nponudoepaumm ¢ samelueHnem OUBGPO3HON TKAHBIO HEKPOTU3UPOBAHHO-
FO KOCTHOFO MO3ra.

JTeyenune

Llenn tepanmu GonbHeix MMD:
V' KOHTPONb Haf GonesHbio (MpenynpexaeH1e NPOrPECCUPOBaHHMS);

v oBneryeHme CMMNTOMATMKM — YNyulleHMe KauecTBa XM3HM (nedyeHue
UMTONEHUM, YMEHbIIEHWE CMNEHOMEranuM, ObneryeHne CUMNTOMOB MH-
TOKCHMKALMK).

ﬂocne NOATBEPXAEHNA OAMATHO3A M BbiSBNEHUSA I'IpOrHOCTIA"IeCKOﬁ rpynnel
MM® ponxHa GbiTb ONpefeneHa TaKTMka crneunansHoi Tepanmu. OcHosHbie
doakTopel, BAMsIOWME HA BLIGOP BAPMAHTA NEYEHMs, Ceylowme:
rpynna pucka;
HONMYME M CTENEHb BLIPAXKEHHOCTM CUMMTOMOB 3060NEBAHMS;
BO3PACT 6ONLHOTO;
conyTcTBytolMe 3060nNeBaHMS;
HanMuMe coBMecTMbIX Mo cucteme HLA ROHOPOB M BOSMOXHOCTb Bbi-
nonxenus annoTlCK.

ESRANRNE RN

Huskuit u npomexcytounsiit puck. Kak npasuno, ato GonbHbie ¢ HOp-
MOIbHBIM MM HE3HAYMTENbHO CHMXEHHbBIM YPOBHEM reMOrnobuHa, ymepeH-
HbIM NeiKkouMTo3oM 6e3 BnactemMun, C yMepeHHbIM PUOPO3OM KOCTHOTO
mosra. bonbHeie [TMD 310M rpynnbl UMEIOT BEPOSTHOCTb ANUTENbHOM BbIXM-
Baemoctn (7—15 nert) u Huskuit puck TpaHcdpopmaumn sabonesaHms. [Mpu
OTCYTCTBUM CUMMTOMOB MHTOKCMKALIMM M OCTIOKHEHMI YOCTO ONPABJAHO TOMb-
kO AMHOMMuYeckoe HabnopeHue. [pu BbiBope TAKTUKM nedeHus y GomnbHbIX
monoxe 60 ner 6e3 BLIPAXEHHOW COMYTCTBYIOWEH NATONOMMU B TeueHMe
1-2 net ot pebiota 3abonesanus cnefyer o6CYAMTh BO3MOXHOCTb MpoBe-
nenuns annoTlCK. Tepanuio cnepyer HAYMHATL MPW MOSBNEHMM CUMMTOMOB.
[NposonunTcs Tepanus CMMNTOMATUYECKMMU CPERCTBAMMU: KOPPEKLIMS AHEMMH
3PUTPONOI3CTUMYNMPYIOWMMM NPENAPATAMM, QHAPOFEHAMM; KyNUPOBAHME
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CMMNTOMOB OMyXONEBOWM MHTOKCUKALMM TMIOKOKOPTHKOMAAMM. bBeicTpo mpo-
rpeccupyiolas CMMNTOMATUYECKAS CNIEHOMEranus, HaNMYME CUMNTOMOB MH-
TOKCHKALMM, HeadpdIEKTMBHOCTb NPOBOAMMOM CMMMTOMATMYECKOM Tepanuu
CNyXaT NOKA3AHUSIMM K MPOBEAEHMIO LIMTOPEAYKTUBHOM Tepanmu. Y GOmnbHbIX
C NPOMEXYTOUHbIM pHcKom MHrMBMTOPbI JAK2 pekomeHmoBaHbI B KayecTse
BTOPO# M MocnenyiowWwei NMHUIA TEPANMM, T. €. MPU PE3UCTEHTHOCTM UIK Headd-
PEKTUBHOCTU CTAHAAPTHOM LUTOPERYKTUBHOM Tepanuu (rMapOKCMMOUYEBHHA,
nHTepcpbepoHsl) B TeueHne 3—-6 mec.

[NpomexyTouHblit 1 BbicOKMI puck. Kak npaeuno, ato GonbHble € KNMHK-
YECKM 3HAYUMOM OHEMMEM, BbICOKMM NEMKOLMTO30M CO CABMIOM O GNACTHbIX
KNeTok, MHOMAA — C TPOMOOLUMTONEHMEN, BbIPAXEHHBIM JPUBPO3OM KOCTHO-
ro MO3rd, BLICOKUM PUCKOM GnactHoi TpaHcdoopmaumu. Y GonbHbiX Monoxe
60 net Ges BLIPOXEHHOM COMYTCTBYIOWEH NATONOrMM B TeyeHne 1-2 ner ot
nebtota sabonesaHus cnefyetr o6CyAnTh BOSMOXHOCTL nposefenms annol[CK.
MNpu HesosmoxHocTn nposeferns annol[CK HasHauyaeTcs uMTOpEenyKTUBHAS M
CUMMTOMATMYECKAS TEPANMs Ans MORAEPXKAHMS KAYECTBA XXM3HM, ANns npodounak-
TUKM 1 KyMMPOBOHMS OCTIOXHEHWH, pekomeHaytotcs uHrbutopsl JAK2 (pykco-
nmtMHuG). HasHauenne unrnbutopos JAK2 nokasaHo B nepsoi nuHuM Tepanmu
MPU HANMUYMKM CUMITOMOTUYECKOM CTINEHOMEranMM 1/ Mnn KOHCTUTYLIMOHObHBIX
CMMITOMOB B COYETAHMM CO 3HAUMTENLHOM CrineHomeranuei. B GnactHoit dpase
neyeHne MoOXeT NposoauTbes no nporpammam nederms OJT ¢ yuetom Bospacta
GONbHBIX M COMYTCTBYIOWMX 3AGONEBAHMIA.

Metoas! repanmum MM

AnnoTTCK — epuHcTBEHHAs Maneumsatowas crpaterms GonbHeix [TMD,
SBNSETCA HAMOONEEe OMPABAGHHBIM METOROM NeYeHMUs Yy GOMbHbIX, OTHECEHHbIX
B FPyNMbl NPOMEXYTOYHOrO M BLICOKOFO PMCKA M C HM3KOM OXMAAEMOMN Mpo-
ROMXMTENbHOCTbIO XM3HU. OCHOBHOE OTPOHMYEHWE BOBMOXHOCTH BbINOMHEHMS
annoTTCK — noxunoit Bospact GonbWMHCTBA GOMbHBIX M MHOXECTBEHHbIE CO-
nytcreytoume sabonesanus. Kanpuaatamu ana annoTlCK sensiorcs naumeHTs ¢
MMM® npPOMEXYTOUHOrO MU BLICOKOTO PHUCKA, 6€3 CepbesHbIX COMYTCTBYIOWMX
3a6onesaHmit, ¢ comatnyeckmum cratycom 0-2, npu Hanmumm HLA-upeHTnuHoro
PORCTBEHHOTO MM HEPOACTBEHHOTO AOHOPA.

MegrkameHTosHas Tepanus, XOTs U He MPUBORUT K M3NIEYEHMIO, HO MO3BO-
nseT CAEPXMBATL MPOrPECCUPOBAHME 3060NEBAHMS U MOAREPXKMBATL KAYECTBO
XM3HW G0oNbHbIX. TPARMLMOHHBIMU NPENAPATAMM, MPUMEHSEMbIMM ANS NEYEHMS
MM, cuutatotes crepyiowme: rMaPOKCUKAPBAMUA, UMTAPABUH, MepKanTony-
puH, Bycynsdoar, MDH-a. Llenbio nprMeHeHUs LMTOCTATUKOB SBNSIOTCA Caep-
XMBAHWE MPONMADEPALMM OMYXONM M KOHTPONb MOKASATENEN KPOBM s MPO-
PUNAKTUKM OCTIOXHEHMIA.

lMpennoutnreneH npuvem B NOAOBPAHHLIX C YYETOM MHAMBMAYCNbHOW Me-
PEHOCMMOCTU 030X, NO3BONAIOLMX KOHTPONMPOBATL NoKasaTenu Kpoeu. [ax-
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Hble NpenapdarTbl NPUMEHSIOTCH, KAK NPABUNO, B KOYECTBE MOHOXUMMOTEPANNU
B HU3KUX [O3AX:

NSANENEN

ruppokcumouesmia 10-30 mr/kr/cyT;

mepkantonyput 1-2 mr/kr/cyt;

umtapabud 10-20 mr/m2/cyr 8 teverne 10-14 pHel kaxabi mecsu;
6ycynscban 0,5-4 mr/cyT no cymmaproit possl 200 mr;

M®OH-a — Hanbonbluas adodpekTMBHOCTL OTMEYAETCS NMPK HA3HAYEHWH
8 X® MMM®. CouetaHHOe HO3HAYEHWE LUTOCTATMKOB C MPEnapaTamu
MDH-a moxeT noebiwats 3dodpeKTMBHOCTL M MO3BONATL PEfyLMPOBATH
AO3bl KAXXAOTO MPenapara ¢ yny4lweHMemM NepeHOCUMOCTH.

DPHUTPONOI3CTUMYNIMPYIOLME CPEACTBA MOTYT ObITb MCMOMb3OBAHLI ANS Ky-
MUPOBAHMS OHEMMM M YMEHbLIEHNS NOTPEOHOCTU B reMOTPAHCADY3HSX.

v

[MiokoKopTUKOMAbl  (KOPTUKOCTEPOMAHBIE TOPMOHbI) PEKOMEHAYIOTCS
K npumenenmio npu NM® Kak cpepctBo KyNMMPOBAHMS CMMMTOMOB
OMyXONeBoOi MHTOKCMKALMM M B PAMKOX COYETAHHOW Tepanuu ¢ Apy-
TMMM NEKTPCTBEHHBIMU CPEACTBAMM, MO3BONSIOT CHU3UTL CEKPELIMIO LiM-
TOKMHOB, YMeHbLWMTh Nponudpepaumio doubpobnacros 1 06pasoBaHme
coeuHuTensHoM TKaHK. B Hactoswee spems npu [MM®P npumensior-
c B KOYECTBE KOMOMHMPOBAHHOM TEPAMMM C MMMYHOMORYNSTOPAMM
M CUMMTOMATUYECKOM TEPAMUM, B PASNMYHBIX FO3AX U CXEMAX MPUEMA.
Anpporetbl (aHabonuueckue crepompbl) yrHETaloT KATaBonmsm, yMeHb-
LAIOT CMMIMTOMbI OMYXONEBOM MHTOKCUKALIMM, CTUMYIIMPYIOT FEMOMO33.
Iyywwit otBet HaBNOAAETCS Y GOMbHLIX C YMEPEHHOM CrIEHOMEranuen
M HopmansHbiM KapuoTunom. OueHka adodpekta MpoBOAMTCS mocne
6 mec. Tepanuu.

Murnbutopsl JAK2 — nepsbie npenapartsl TapretHoro aeicrsms, Gno-
kupytowme aktmsHocts JAK2-kunas. [ns neverns NMMD u sropuuroro
muenodponbposa npu MM u 3T paspewesr, B T.4. 1 B Poccuiickoit
Depepaumnm, pPyKCOTUTUHMG.

Xupyprudeckoe nedeHue (CNNeHIKTOMMS, KOPPeKLMs MOPTANbHON runep-
TeH3uu). Moka3aHWAMM K MPOBEAEHMIO CMNEHIKTOMMM SBMSIOTCS MPOrpPeccupy-
Iol|as CNNEHOMEranus C KOMNPECCUOHHBLIM CUHAPOMOM, MHTOKCHKALUMs, obyc-
NOBNEHHAS OFPOMHOM OMYXONEBOM MACCOM, TAXenbie runepkatabonuyeckue
CMMMTOMbI, BKIIOYAS QHEMMIO, PECOPAKTEPHBIA FeMOnu3, TPOMEOLMTONEHMIO,
o6uWMpPHble MHAPAPKTbI CENE3eHKM C Yrpo3oit PaspbIBa.

Jlyyesas Tepamms NpoBoMTCS AN KOHTPOMS OYArOB SKCTPAMERYNNAPHOrO
KPOBETBOPEHMS B MEYEHM U CENneseHKe, b MO3BOHOYHMKE C PA3BMTUEM KOMMPEC-
CMM CMIMHHOTO MO3ra, Nnespe, GPIOWMHE, KOXE M APYrMX TKAHSX M OPraHaXx.
lyyeBas Tepanus Ha OBGNACTb NEYEHW U CENe3eHKM MMEET KPATKOBPEMEHHbIM
(3—6 mec.) adbdpekT 1 B OCHOBHOM NPOBOAMTCS GOMbHBIM, MMEIOLMM MPOTUBO-
MOKQA3AHMS K CTINIEH3KTOMMM.

267



MNporHos

MpoponxwutensHocTs xuaHu GonbHbix [TM® Ha 31 % meHblue, yem B nomny-
nALMK y NIOReM Toro xe nona 1 Bospacta. K doaktopam, FOCTOBEPHO BAMSIOWMM
HO BbLDKMBOEMOCTb, OTHOCSTCS BO3PACT, YPOBEHb rEMOrMOBGMHA, NEMKOLMTOS,
4YMCNIO TPOMBOLMTOB, MPOLEHT GNACTHBIX KNETOK B KPOBM M HANMYME CUMMTOMOB
OMyXONEBOM MHTOKCUKALMK. TAKXKE OTPULATENLHOE BAWSHUE HA MPOTHO3 OKG-
3bIBOET BbISBNEHWME LMTOTEHeTMYeckux aHomanuii: +8, 7/7q, i(17q), inv(3),
5/5q, 12p vnu nepectpoitka 11g23.

16.5. ScceHumansHas TpomboLUTEMMS

3T (Mpmonatnueckuin Tpomboumtos) — knoHansHoe MI3 ¢ HekoHTpo-
nMpyemMon nponudpepaumeit MEraKapUOLIMTOB, XAPAKTEPM3YIOWEecs MoBbl-
WEHHbIM YMCNOM KPYMHbIX M FMIGHTCKAX MErakapMOLMTOB B KOCTHOM MO3re,
TpoMBouuTosom B nepuddoepuyeckoin kposu (> 450 x 10°/n) u anusopamm
TpomM60308B M/Mnm KposoTeueHuit. B Hactoswee Bpems reHetueckue, Guono-
rMyeckune Mapkepsl, cneumdpmnusie ans 3T, HEM3BECTHBI.

OuvarnocTuka

bonbwme kpurepum:

1) nocrosHHO nosbiweHHoe uucno TpomBoumtos (> 450 x 109/n);

2) Hanuume B KOCTHOM MO3re NPONMdPePALIMM MEFOKAPUOLIMTOB C Npeob-
NAACHMEM KPYMHBIX M TUIAHTCKMX MEroKOPMOLMTOB CO 3PENON MOp-
doonorneit. OTcyTCTBYET 3HAUMTENLHOE YBENMYEHWE MMM CABMI BIEBO
3NEMEHTOB rPAHYNOLMTONO33d NMMEO 3PUTPOLMTONO33a;

3) ortcytcrene ppyrmx MI3;

4) mytaumm JAK2V617F, MPL, CALR.

Mansisi kputepusi:

1) orcyTcTBue NpMunH PeakTMBHOMO TPOMGOLMTO3A.

Ons ycraHosnenus puarHosa T Heobxommmo Hanuume scex 4 Gonblmx

nnm 1-3 Gombuwmx 1 1 manoro kputepues.

MccnepoBaHne KOCTHOMOSIOBOTO KPOBETBOPEHMs 0GA3ATENbHO ANs yCTa-

HoBneHus auarHosa ST M nposefeHus AMAPIPEPEHLMANLHON AMATHOCTMKM C
apyrmn MI3, npotekaiowmmm ¢ TPOMEOLMTOZOM.

Neuenne ‘é\kawraPGW

Llenn tepanuu:
v’ NpenynpeauTh BOSHUKHOBEHUE TPOMBOTUYECKMX MM FeMOPPArUYECKHUX
OCNOXHEHWMH;
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v MMHUMM3MPOBATL PUCK MPOTPECCHPOBAHMS 3QBONEBAHMS C MCXOROM
B muenogonbpos unu OMIT;
v’ npemynpexaeHue OCOXHEHUH B Cyyae 6EPEMEHHOCTH, XMPypriyec-
KMX MOHWMYNSLMA;
v" pocTub uenesoro yposHs TpomGouuTos (< 400 x 10%/n).
[ns oueHkun pucka passuT1s TPomE030B Npu ST Gbina PAspPaBOTAHA MeX-
AYHOPOAHAS NPOrHocTMyeckas wkana (raén. 16.2).

MeToabl TepaneBTHYeCKOro Bo3aeiicTBus npu 3T

[pogbmnaktka TPOMEOTHYECKMX OCTOXHEHMH: ALUETUNCANMLMNOBAS KMUC-
nota 40-325 mr/cyt, knonuporpen 75 mr/cyt, mknonuann 500-750 mr/cyrt.
Maunentsl ¢ Hannumem mytaumm JAK2V6E17F gonxwsl nonyyars tepanuio npe-
napaTamu aUeTMNCAanMUUMNOBOM KMCNOThI, T. K. Y AAGHHOM KATEropuM OOMbHbIX
BLICOK PUCK pa3BuTHS TpombBosa. [lpu tpombountose Gonee 1500 x 10°%/n
npenaparsl GLleTMﬂCG]'IMLUAﬂOBOH KMCNOTbl AONMXHbI HA3HAYATLCS TONMBKO NPU AK-
TMBHOCTH puctouetHa 6onee 30 %. Boicokuit TpomBoumtos (1000 x 10°/n)
CNYXMT MOKA3AHAEM K HOBHOYEHMIO LIMTOPEAYKTUBHOM TePArmM.

Unropeayktmsras  tepanms:  rppokeumouesnia  10-30  mr/kr/cyr,
MPH-« 1,5-5 mnu ME 3 pasa s Hegenio, anarpenug 2-10 mr/cyt. Tug-
POKCUMOYEBMHO PEKOMEHAYETCS KOK MPenapar BhiGOopa B KAYECTBE Tepanmu
nepBoi NHKMK y GonbHbIX ST C MPOMEXYTOUHbBIM PUCKOM TPOMBO30B B BO3PAC-
1e crapwe 60 net 1y GonbHbix ST C BICOKUM PUCKOM TPOMBO3OB B BO3PAC-
e crapuwe 40 net. MDH-a pekomeHpyetcs kak npenapar BpiGopa B kavecTse
Tepanuu nepeoi nnHUK y GonbHbix T ¢ MPOMEXYTOUHBIM PUCKOM TPOME030B
B Bospacre MeHee 60 ner My GonbHbIX DT C BLICOKMM PUCKOM TPOMEO30B
B Bospacre meHee 40 ner. MOH-a cuntaercs npepnout1rensHsIM Npenaparom
MNepBOM MMHMM Yy MOMOABIX MALMEHTOB. AHArpenMa — CEeneKTUBHbIM MHIMGHUTOP
MEraKAPMOLMTOB, MPU ONTUMANBHOM FO3€ KONMMYECTBO TPOMBOLIMTOB HOUMHAET
ymeHbwatbcs yepes 7—14 pren. Cnegyer MCnonb3oBat MUHMMANbHYIO 3dp-
doeKTUBHYIO AO3Y, KOTOpas BYAET AOCTATOYHOM ANs MOAREPXAHMS KOMMYECTBA

TabnruUa 16.2. MexpyHapoRHas NPOrHOCTUYECKAs WKANG PUCKA PAIBUTUS APTEPUANEHBIX
Tpomb03os BO3-2012 npu acceHumansHoi TpomGouMTEMUM

Kpurepun | OueHka

Bospacr > 60 ner 1 6ann

Tpom6o3bl B aHOMHE3e 2 6anna

DaKTOpbl PUCKA CEPAEYHO-COCYAMCTBIX 3060NEBAHMM (COXApPHbIN AUABET,
apTepuanbHas runepTeHsus, Kypexue)

Hannune mytaumn JAK2V617F 2 6anna
Huskuit puck — 0-1 Gann.

MpomexyTouHslit puck — 2 6anna.
Beicokuit puck — > 3 6annos.

1 6ann
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TpomBoumTos Ha yposHe meHee 600 000/mkn, a B geane — [O HOpMans-
HOro ypoBHsi. Y GOMbWMHCTBA MALUMEHTOB OAEKBATHbIA OTBET FOCTUrOETCA MPU
npUMeHeHnn aHarpenuaa B pose 1,5-5 mr/cyr.

Mporxos

O6uwas sbixmsaemocTs Npu 3T YMEPEHHO CHMXEHA MO CPABHEHMIO ¢ 06-
we nomynsumen; MeanaHa seixnsaemoctn cocraenset okono 130 mec. Oc-
HOBHOM MPUYMHOM, NPUBOASILEN K CHUKEHMIO MPOAOMXKMUTENLHOCTU KM3HM, SBMS-
€TCs CKNOHHOCTb K TPOMBO3aM M TPOMBOaMEONMAM. [pu AIUTENLHOM TeueHMH
3060N€eBAHMSI MOXET HACTYMUTb UCXOR BO BTOPUUHBIM MOCTTPOMBOLMTEMMUECKMIA
muenodpmbpos y 3—10% GonbHbix B TeyeHne nepsbix 10 net saGonesanus u
y 6-30% nauuneHTos npu npoponxutensHoct1 sabonesarus Gonee 10 ner.
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/ 17. [TM®ONPONMDEPATMBHBIE
3ABONEBAHMS

17.1. Knaccrdomkaums M OCHOBHbIE XAPAKTEPUCTHKM
NMMcPONPONUAPEPATUBHBIX 3060NEBAHMNA

B coorsetcraunn ¢ knaccudpukaumeit BO3 2016 r. Bce HexopxkuHckue
NMMcPOMbI noapaspensiotcs Ha aee Gonblumx rpynnsl: T- u B-knetoursle, kaxpas
M3 KOTOPbIX, B CBOIO OYEPERb, MPEACTABNEHA OMYXONAMU M3 KNETOK C doeHoTH-
NOM MPERWECTBEHHUKOB U M3 KNETOK C CPEHOTUNOM nepudpepryeckux opra-
HOB MMMYHHOM cucTeMbl. OCHOBHbIE 3pEnoKNeTo4Hble TMMADOMbI MPEACTABNEHI
HWXe, NMMAPOMAHBIE OMYXONM M3 KNETOK-NPERWECTBEHHUL OMMUCAHDI B pasa. 16
«Ocrpble neitkosbl».

OcCHOBHble BapHaHTbl B-KA€TOYHbIX AUMpoMm:

v Numcboma XomxkuHa.

v XpoHuueckuit numcponeiikos/nMMAPOMa M3 MAnbix TMMADOLMTOB.

v ®onnukynsapras tumdooma.

v JuMcboMa M3 KNETOK MAPTMHANLHOM 30HI.

v JTuMcpOMa M3 KNETOK 30HEI MAHTMM.

v ndpdpyaras B-kpynHokneTouHas nMMdpoma.

v Numcpboma Bepkurra.

v" TINQ3MOKNETOUHAA MUENOMA (MHOXECTBEHHAS MMENOMA).

V" NumcponnasmoumtapHas nuMcooma.

v" Makporno6ynuxemus BanspeHctpema.

MNepudpepuueckune T-knetourbie numdpbomsl B  knaccudonkaumm BO3I
2016 r. paspeneHs cnepyowmm o6pasom: NEMKO3HbIE, HORANMbHLIE, SKCTPAHO-
AANbHbIE U KOXHbIE GOOPMbI.

OcHoBHble BapnaHTbl T-KA€TOYHbIX AMMGDOM:

V" TMepsuuHbie KOXHbIE MMMAOOMBI: FPUBOBMAHLI MUKO3 M cuHapom Ce-
3apMm.

v' CD30+ numdponponudpepatmerbie sabonesanms Koxu: numcpomaro-
WAHBIA Nanynes, nNepsuyHAs KoxHas anannactuyeckas CD30+ kpyn-
HOKNETO4YHAS TMMJPOMA.

V" Mepuchepuueckasn T-kneTouHas NMMAOIOMA, HEYTOYHEHHAS!.

v AHrvoummyHo6nactHas TknetouHas nuMdooma.
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4 SkcrparopansHas NK/T-knetounas numcboma, HO3anbHbIA THM.

v Anannactuueckas KpynHoknetounas numcpoma: ALK-nosutusras 1
ALK-HeratmsHas.

v T-knetouHas NMMdPOMA, QCCOLMMPOBAHHAS C SHTEPOMATUEN.

V" TenatonuenansHas T-knetouHas nMmdooma.

V" T-KNeTOUHbI NPONMMAPOLMTAPHBIN NEHKOS.

SnupeMmnonorus

Haunbonee 4acrto B KMMHUYECKOH MPAKTUKE BCTPEUAIOTCS HEXORXKMHCKME
numcpomsl (HXM). B ocHosHoM 370 B-kneTouHble HOmaMbHbIE (C MOpaxeHWem
numdpatuueckux ysnos) numdpomsl. HXIT — 1o reteporenHas rpynna snoka-
YeCTBEHHbIX TMMCPONPONUAPEPATUBHLIX OMYXONEM, OTIMYAIOWMXCS MO Buono-
TMYECKMM CBOMCTBAM, MOPTDONOrMYECKOMY CTPOEHMIO, KNMHUYECKMM MPOsBe-
HWSM, OTBETY HO NEYEHME M MPOTHO3Y.

Yacrora pasnmunbix sapuantos HXIT HeopmHakosa: anudodoysHas KpymHo-
knetouHas numdpoma — 30-40 %, cponnmnkynspras — 20-25 %, mapruHans-
HoM 3oHbl — 8 %, B-menkoknetouras u nepudpepuyueckas T-knetouHas — 7 %,
30Hbl MaHTMM — 5 %, numdooma Bepkutia — 3 %, aHannactuyeckas KpynHo-
knetouHas — 2 %, Apyrue BapuaHTsl coctasnsior 12 %.

Knunuka

[ns npaktuueckoro npumeHenuns HXJ1 ycnosHo moryT GbiTb paspeneHsl Ha
[BE MPOTHOCTMYECKME TPYMMbl: MHAONEHTHbIE (BSNOTEKYWME) M ArpeccusHble
numcpomsl.  VIHAGAEHTHBIE (HWM3KOW CTEMEHM 3MOKAYECTBEHHOCTH) MMMAPOMBI
XAPAKTEPU3YIOTCS MEANEHHbIM MPOrPECCMPOBAHMEM, RANMTENBHOM BbIKMBAE-
MOCTbIO (rofbl), YMepeHHOM HyBcTBuTENnbHOCTBIO K XT 1 0BBIMHO HEKYpaBenbHbI
MPU UCMONb3OBAHMM CTAHAAPTHLIX XMMWUETEPANEBTMYECKMX Nporpamm. Arpec-
cverbiti M HXJ1 meer Gonee BHICTPOE NPONPEAUEHTHOE TEYEHNME, BIKMBAE-
MOCTb COCTABNSIET MECSLb, OHU YMEPEHHO M BbICOKOMYBCTBMTENbHLI K XT, MOryT
GbITb M3NEYEHBI MPK UCMONL3OBAHWM CTAHAAPTHBIX pexumos XT.

Knunnyeckne npossnenns numdoom oBYCnoBneHb PacnonoXeHMem omnyxo-
nesbix ovaroe. HXJT MoryT HaYMHATLCS C MOABNEHMS OAMHOYHOTO OMYXONEBOTO
Y3Na M PACMPOCTPAHSTLCA MyTEM NMMJPOTEHHOTO M FEeMATOTeHHOro MeTacTa-
3npoBaHms. [lepBUUHBbIA OMYyXONEBLIM O4Ar MOXET NOKANM3OBATLCS B MMMADO-
TMYECKMX y3naxX (HORAMbHOE MOPGXKEHME) MM B APYTMX OPraHOX M TKAHAX
(sketpalionansHoe nopaxekie). Yawe scero nepsbiMM BOBNEKAIOTCS B MPO-
Lecc nepudpepuyeckre numdpatmueckue yanbl. [pu nopaxkeHnn numdpatuye-
CKMX Y3NIOB WEM U CPEAOCTEHMUS KNMHMYECKAS KAPTMHA MPeAcTaBneHa aMcdda-
rMein, CMHAPOMOM BEPXHEN MONOM BEHBI, MPOABNAIOWMMECS KAWNEM, LIMAHO3OM,
OTEYHOCTbIO BEPXHEW MONOBMHBI TENA, ORbIWKOM, Taxukapaner. Onyxonesoe
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nopaxeHne MMMAPATUYECKMX y3noB GPIOLHOM MONOCTH 1 3A6PIOWMHHOTO MPO-
CTPOHCTBA MOXET BbI3BATh PA3BUTHE KMIIEYHOM HEMPOXOAUMOCTM, ACLMT, M-
doocTas, HOpylWeHWe MOYEOTRENEHMS, MEXAHUUYECKYIO XenTyxy. Metacrassl 8
060mNoYKe M BELECTBE FONOBHOTO MO3IA BbI3bIBAIOT HEBPONOTMYECKYIO MM Me-
HUHrEAnbHYIO CUMNTOMATHKY .

Ouarnoctuka

OuarHos nMMdpaTMYecKor OMyXOonu YCTOHABIMBAKOT HA OCHOBOHMM MOP-
dhonornyYeckoro Mccneposanms BuoncuitHoro marepuana. Mopdoonornyeckoe
MCCNEeAoBAHME NPOBOAMTCS C MOMOLIBIO LIMTO-, TMCTONOTMYECKMX MU UMMYHOTMUCTO-
XUMMYECKMX METOROB. B HEKOTOPbIX Cly4asx HEOBXORMMA YTOUHSIOWAS AMATHO-
CTMKA C MPOBEEHMEM MONEKYNIPHO-OMONOrMYECKMX M TEHETUYECKMX TECTOB.
ToncrouronbHas GuUoncus, NPOBOAMMAS MOA KOHTPONEM NyYeBbIX METOROB BMU3Ya-
nuaaumnn (Y3, pentreqosckas KT), B HEKOTOPbIX Cly4asx GbIBOET EAMHCTBEHHbIM
CnocoGom MonyyeHus oparMeHTa OMyxonu Ans rMCTONOTMYECKOTO MCCIEROBA-
HMS 13 TPYAHOROCTYMHbIX MECT (3aBpPIOWHMHHOE MPOCTPAHCTBO U Ap.).

Hns vcknioverns HeobxoanmocTn BUoncumn NMMdPaTMYECKoro yana y no-
UMEHTOB C XPOHUYECKMM IMMAPONENKO30M, OCTPbIM NEMKO30M nepen Buoncu-
€/ BbIMONHSIOT OOWMIA QHANM3 KPOBM C MCCNEROBAHMEM NENKOLMTAPHOM
doopmynsl. [pu nmdooumnTose, HAMMYMM QTUMMUHBIX TUMCPOLMTOB B KPOBM,
MNEBPANbHOM, ACLMTUYECKOM MM APYrMX BMONOrMYEeCKMX XMAKOCTIX Tpebyet-
€ UMMYHOPEHOTUMMPOBAHWE METOROM MPOTOYHOM LUMTomeTpun. CyBcTpatom
Ans MPOTOYHOM LMTOCPIIOOPUMETPHUM MOTYT CYXMTh KIETKU KPOBM, KOCTHOFO
MO3ra, BbIMOTHbIX XMAKOCTEN M T.A.

CrapuposaHue

lNocne MopdbonorMyeckoro M MMMYHONOTMYECKOTO MOATBEPXACHMSA AMO-
FHO3Q OMPEAEnsioT PACMPOCTPAHEHHOCTb OMyXONeBOro MPOLECCa B COOTBET-
ceum ¢ knaccudpukaumer Ann Arbor, paspaGotaHHoi ans numdoomsl Xomx-
KMHA M apantMpoeanHoi ans HXIT.

[MporHos

OCHOBHBIMU  KPUTEPUAMM, OMPERENSIOWMMM  BLIKMBAEMOCTb GOMbHbIX,
SIBNAOTCS MOPPONOrMYECKMIA BAPUAHT OMYXOMNM, PACMPOCTPAHEHHOCTh NPO-
Lecca, NOKANM3aLus OMyxoneBoro NpoLeccd, dOaKTOPb NPOrHO3d. S-neTHss
BbxuBaemocts npu HXJT wupoko Bapbupyet B 3aBUCMMOCTM OT Mopdbonoru-
4ECKOro BAPMAHTA: MPM AMMAPOMax MapriHanbHoi 3oHel, MALT-tumdoome,
dhonnmkynspHeix nuMcpomax oHa npesbiwaer /0%, Torpa kak npu nepu-
doepuruecknx T-KNeTOUHbIX, TMMAPOBNACTHLIX TUMJOOMAX BbLIXMBAEMOCTh HE
npesbiwaet 30 %.
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[Ins oueHKM MHAMBMAYQNbHOrO PUCKA PAHHETO NPOrPECCUPOBAHMS UCMOMb-
3yIOTCS MEXAYHAPORHbIA mporHocTuueckuit uupekc [Pl (ana sceit nonynsumm
GOMbHbIX) M CKOPPEKTUPOBAHHBIM MO BO3PACTY MEXAYHAPORAHbIA NPOrHOCTUYEC-
kui mpekc aalPl (pns GonbHeix po 60 ner).

MexayHapogHsii nporHoctuieckuit uHpekc (IP):

v’ Bospact ctapue 60 ner;

V' obuwee coctosHue BOnbHOrO, coortsertcteytouee |-l crenenn no wkane
ECOG;

v 4MCNO 30H BKCTPAHOMANMLHOTO MOPAXEHMS;

v nossiwenue yposrs JIAT B cbiBopoTKe;

v -V crapus Gonesuu.

Mo umcny amix nokasateneit sbipensior 4 creneHn PUCKA PAHHEro Mmpo-
rpPeccMpoBaHmMs GonesHu:
Huskas — O-1 cpakrop;
v’ npomexyTouHas,/Huskas — 2 dpaktopa;
v npomexyTouHas/Beicokas — 3 cbaktopa;
v' Beicokas — 4-5 dpaktopos.
MexxayHapORHbIM MPOrHOCTMYECKMIM MHAEKC, CKOPPEKTMPOBAHHBIN MO BO3-
pacty (aalPl):
V' IV crapms 6onestu;
v" nossiwenue yposns JIAI & ceisopoTke;
v’ o6uee coctosHme GonsHoro, cootsetcrayiowee lI-lll crenenu no wkane
ECOG.
CooTBeTCTBEHHO BLIAENSIOT CNefiytoliMe CTeneHn PUCKA PAHHETO Nporpec-
CMPOBAHMS GONE3HM:
v Huskas — O cpaktopos;
v npomexyTouHas/Huskas — 1 dpakTop;
v npomexyTouHas,/bicokas — 2 cpakTopa;
v’ Beicokas — 3 dpaktopa.

17.2. Jlumdpoma XopxkuHa

IMumdboma XopxkuHa ([1X) — B-knetounas numdpoma, mopdponoruueckmm
Cy6CTPATOM KOTOPOIA ABNAIOTCS TMIAHTCKME MHOTOSAEPHbIE kneTki bepesoscko-
ro—lLltepH6epra u opHospepHbie Knetkn XOomKKMHA, pacnonaratowmecs B
MONMMOPTOHO-KNETOUHOM FpaHyneme, o6PA30BAHHON CMECHIO OMYXONEBbIX U
HEeOMyXOneBbIX PEAKTUBHbIX KNETOK: MMMJPOLMTOB, HEHTPOCOMIOB, MNA3MOLIM-
TOB, MHOrAA OKPY>XEHHbIX BONOKHAMM konnarexa. K onyxonesoi nonynsumm
NX otHocaT knetku XomxkuHa, knetku bepesosckoro—Pup—LLtepr6epra, lil-
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OnupeMmonorus

3abonesaemocts [1X cocrasnser 2-3 cnyyas Ha 100 000 Hacenenus
B rof. bonetot uale MyXunHbI, 3T0 3AKOHOMEPHOCTL OCOBEHHO XAPAKTEPHA
nns peteit. J1X Bctpeyaetcs B nio6om Bospacre. [k 3a60neBaeMOCTH NPUXO-
putcs Ha 15-35 ner, pocturas makcumyma B nutepsane 20-25 ner.

2THONOrna U NatoreHes

MHdbeKLMOHHAS NPUPOAA 3060NEBAHMS, CBA3b C MUKOBAKTEPUAMM 1 BUPY-
CamMn PaKTMYECKM HE MOATBEPAMIUCH, XOTS Npu MHdoMUMpoBaHun BIB puck
3a6onesaHus Bospactaert, kak u npu BUY-undpekumn. Knetkn bepesosckoro—
LLirepHBepra, xapaKTepHble As STOrO 3a6GONEBAHMS, MPOUCXOAIT M3 B-knetok
doonnukyna B pesynsrare Mytauuin. OBHApPYXeHb! KONMYECTBEHHbIE M3BMEHEHMS
XPOMOCOM B 3TMX KNETKAX.

Knuuuka

Knuhuueckas kaptuHa npu JIX BecbMma MHOroo6pasHa u onpepensercs
NOKANM3ALMEN M PACTPOCTPAHEHHOCTBIO OMYXONEBOro MPOLECCd, HAMMYMEM
CMMNTOMOB MHTOKCHKALMK. KaK NpaBUiO, OCHOBHBLIM M MEPBbLIM MPOSBIEHUEM
3a6onesaHus GbiBAET yBENMYEHUE NMMdApATMYECKMX y3nos. Yaue scero nopa-
XAIOTCS WEMHbIE, HAAKMNIOYMYHbIE TUMADATUYECKME Y3Mbl, PEXE — MORKMIOYMY-
Hble, MOAMbIWEYHbIE, Maxosble. [MopaXeHWe MEAMACTUHAMbHBIX NMMdPATUYE-
CKMX Y3IOB MPOSBISETCS CYXMM KALNIEM, OAbILKOM, GOMbIO B FPYAM, CUHAPOMOM
CROBNEHWS BEPXHEN MONOMH BeHbl. BonessiM CMHAPOMOM MOXET COMPOBOXAATL-
s nopaxeHue 3a6ptoWmnHHBIX MMMdpaTHYecknx yanos. Boeneyerune B npouecc
ceneseHku Bcrpeyaercs B 30-35% cnyyaes M MoOXeT MPOSBAATLCA CNeHo-
MEranuem, HaNMYMEM B HEW OYArOBbIX M3MEHeHwit. M3 opraHos uawe scero
nopaxaiorcs nerkue (o 30 % cnydaes), npuyem creumdOnyeckon peHTreHo-
NOTMYECKOM KAPTMHbI HE CyLECTBYET, O QYCKYMbTATUBHAS CMMITOMATUKA, KOK
NPABMNO, OTCYTCTBYET. MIBMEHEHMs B NErOYHOM TKAHWU MOTYT HOCWTb OHYQTOBbIM
(MoKanbHBIA OYAT MM MHOXECTBEHHbIE OYArOBblE MBMEHEHMS) MM MHAPUNLTPO-
TMBHBIM XapaKTep. Bo3sMoXHO nopaxeHne KOCTel C NPenMyLeCcTBEHHON NOKa-
NU3ALMENR B MO3BOHKAX, PEBPAX, TABOBLIX KOCTAX, rPyAMHE.

MMopaxkeHne KOCTHOTO MO3ra BCTPEYAETCS ROCTATOMHO PERKO, KAaK Mpa-
BWIIO, MPW FEHEPANM3OBAHHBIX CTOAMSIX 306ONEBAHWS M MOXET MPOTEKATb KAK
6eCCMMNTOMHO, TAK M C M3MEHEHMSMU B FEMOTPAMME (aHeMus, TpomBoumTo-
neHus). BosneyeHue B npouLecc KOCTHOrO MO3ra MOXHO YCTOHOBMTb TOMBKO MpPH
NPOBEAEHMM TPenaHOBHoNCHM.

OMarHocTMka MopaXeHus MeveHu MPeacTasnser AOCTATOMHO Gonblime
TPYRHOCTM B CBS3U C OTCYTCTBMEM MATOrHOMOHMYHBIX MPM3HAKOB. TakMe Mpu-
3HOKM, KOK YBENWYEHWE PA3MEPOB OPraHA, HAMMYME OHATOBbIX M3MEHEHM,
MOBbIWEHWE YPOBHS MEYEHOUHbIX OEPMEHTOB, MO OTAENLHOCTM He MO3BOASIOT
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[OCTOBEPHO YCTOHOBMTL Crieundonyeckoe nopaxenue nevern. OpHako npu
HOMMYMM OYArOB B COMETAHMM C M3MEHEHMEM MEYEHOUHBIX NoKasaTenem u/mnmu
YBENMYEHUEM OPIraHA MOXHO C BbICOKOM CTEMEHbIO BEPOSTHOCTU YCTAHOBMWTH
BOBMEYeHWe neveHn B onyxonessid npouecc. Crneundonyecknx M3MeHeHuin B
Kpoeu He cywectsyet. Y psaa nauneHtos noebiwaercs CO3, y HekoTopbix —
HOGNIOAAIOTCS NEMKOLIMTO3, NMMMJDOMNEHMS.

OuvarnocTtrka

[Ouarnos JIX yctanaenmsaetcs TOmbko HO OCHOBAHMM MOPAPONOrMYecKo-
ro uccnefoeaHus GuoncuinHoro marepuana. Litonornyeckoe mccneposarme,
6e3yCnoBHO, SBNSETCA LEHHbIM JOMONHUTENbHBIM, HO HE AMATHOCTUYECKUM Me-
TOIOM.

Mopdonoruueckas knaccudpukauns

Buipensior knaccuyeckyio J1X 1 HopynsapHyio J1X ¢ numdponaHbiM npeo6na-
ACHMEM.

Knaccuueckas JIX Bkmioyaer cnepytowme rUCTONOTUYECKME BAPMAHTSI:
HopynspHeid cknepo3 (NS |-l Tvna no Bpuranckoit ructonornyeckoit rpapa-
LMM), CMEWOHHO-KNETOUYHbIA BAPUAHT, KNOACCHYECKMM BAPMAHT C BOMbLIMM KO-
NUYECTBOM NMMCDOLIMTOB M PEOKO BCTPEYAIOWMICA BAPUAHT C NMMADOMAHBIM
uctowenvem. Hopynspras J1X ¢ numdoonaHbiM NpeobnagaHmem oTaMyaercs ot
knaccuyeckoit J1X no KAMHUMYECKUM M UMMYHOMOPCOONOrMYECKMM XAPAKTEPH-
ctvkam (taén. 17.1).

KnuHnuyeckas knaccudoukaums

Ha ocHosaHmm NPOBEAEHHOIo O6CﬂeﬂOBGHMﬂ onpepenseTca cranma 3060-
NEBAHUS, BbIIBNAOTCA MPOrHOCTUHECKUE dDGKTOpr M YTOYHAETCA Hann4me cumn-
TOMOB OHYXOHeBOﬁ MHTOKCHUKAUMNNU.

Tabnuua 17.1. Mopdonornieckas KnaccndukaLms AMMboMsl XoaxkmHa (BO3, 2008)

Numooma NMMMyHOdeHoTUN
BapuaHt

XOMKKMHA onyxonesoro cybcrtpara

Knaccuueckas HopynspHsii cknepos, tumsl CD30+, CD15+, CD20-/+ (CD20+
Inll okono 20-40% cnyuaes), CD45-,
CMeWaHHO-KNETOUHbIH PAX5 (cnabas spepHas skcnpeccus),
Borarsiit numdpoumtamm BoB.1-, MUM.1+
INumdponpHoe uctowermne

Hopynsphas CD20+, CD45+, CD30-, CD15-

C TMMAPOUAHBIM (B €AMHMYHBIX CNy4asx NONOXMTENbHAS

npeo6naaaHnem akcnpeccus), BCL-6+/-, PU.1+,

J-chain+, BoB.1+, MUM.1-/+
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CrapMpoBaHmMe OCyLEeCTBNSETCS B COOTBETCTBUM C KPUTEPUSIMM Knaccudou-
kauum Ann Arbor.

Buipensior 4 crapmm J1X.

Cragus | — nopaxetne nMMAATUYECKMX Y3NOB OFHOM 30HbI MK IOKAM-
30BOHHOE MOPAXEHWE OFHOTO SKCTPANMMAPATMYECKOTO OPraHa NMBO TKAHM B
npenenax opHoro cermenta (IE).

Cragua Il — nopaxenue aByx u Gonee 30H NMMMAPATUHECKMX Y3NOB MO
OfiHY CTOPOHY AMACOPArmbl W/MnKM NOKANM3OBAHHOE MOPAXEHME ORHOO IKC-
TPATMMAPATUYECKOTO OPraHa MMBO TKAHM M UX PETMOHAPHBIX MTMMAPATUHECKMX
yanos no 1y xe cropoHy guacpparmsl (IlE). Ons Il craguu ykassisator uncno
NOPaXeHHbIX 30H, Hanpumep | 3.

Cragus lll — nopaxenue nuMdpatMyecknx ysnoe unu CTpyktyp no obe
CTOPOHbI AUACPPArMbI, KOTOPOE MOXET COYETATCS C NOKANM3OBAHHBIM MOPA-
XeHMeM OfHOro akcTpanmumdpatmnieckoro opraxa unu tkawu (lIIE), nuéo ¢ no-
paxenuem ceneserku (lIIS), nnbo c nopaxernem Toro u ppyroro (IIES).

Cragus IV — prcceMnHmpoBaHHoe (MHOrodoOKYCHOE) MopaxeHue Of-
HOTO MMM HECKOMbKUX SKCTPANMMAPATUYECKUX OPraHOB C MOPOXEHMEM NUM-
doarnyecknx ysnoe unm 6e3 Hero nMOGO NOKANM3OBAHHOE MOPOXEHWE 3KC-
TPATMMAPATUYECKOrO OPraHd C BOBMIEYEHUEM OTRANEHHbIX (HEPEerMoHApPHbIX)
nMMdpaTUYecknx yanos. [lopaxeHue neyeHn n KOCTHOrO MO3rda BCETAd COOT-
sercreyert |V crapmu.

leHepanusosarHbie craguu (Il u V) Bcerpa nporHoctueckn HeGnaronpu-
STHbl M MCXOAHO TPEBYIOT BONee MHTEHCMBHOTO NeyeHus. [1porHos y GonbHbIX
c nokanbHbiMu (I m I} crapmsmmu Becbma pasnnueH. [Nostomy, kpome craamm
M CMMNTOMOB MHTOKCUKALMM, Asi BBIGOPA TAKTUKM M OBbEMA NeYeHMs GOonbHbIX
NX Tepmatckas rpynna no usydsenuio J1X (GHSG) u Esponeiickas opraxmaaums
no uayyenunio n nedvenmio paka (EORTC) pekomeHaytoT ucrons3osats rpynmny
MPOTHOCTUYECKMX CPAKTOPOB, HA3bIBAEMbIX GPAKTOPAMM PUCKA.

DakTtopbl pucka (rabn. 17.2):
MOCCHMBHOE MOPAXEHME TUMADPATUHECKMX Y3NOB CPEROCTEHMS MNK APY-
rux obnacreit («bulky», >7,5 cm). [dna onpepenexus maccusHoro no-
PAXEHMs MMMADATUHECKMX Y3NIOB CPEAOCTEHMS UCTIOMNb3YETC MEAMACTH-
HOMbHO-TOPAKAbHbIA MHAEKC — OTHOWEHWE MOKCUMOMbHOM WMPHHI
TEHM CPENOCTEHMS K AMAMETPY PYAHOM KNETKM B COMOM WIMPOKOM ee
mecte Ha yposHe ThV-VI. Mopaxerne meanactuHansHeix numcpbaTuyec-
KMX Y3MOB CYUTAETCH MOACCHBHBIM, KOFAG MEAMACTMHANLHO-TOPAKAbHBIMA
nupekc npesbiwaer 0,33. MaccusHbIMM NPUHATO cuuTaTh NioGbie ony-
xonessle macchl guametpom 6onee 10 cm («bulky disease);

v/ 3KCTPOHORANLHOE MOPOXEHME — NOKANM3OBAHHOE SKCTPOHORCLHOE
nopaxeHue (aKTyanbHo TONbKO ANs PAHHMX CTaauiA sabonesatus) u/mnm
KOHTOKTHOE (MO MPOTHXEHMIO) MOPAXEHWE MPUNEXALMX TKAHEH;
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Tabnuua 17.2. CpaBHeHMe NPOrHOCTNYeCKNX GakTopos GHSG n EORTC

DakTop | GHSG | EORTC
A MaccusHas onyxonb B cpepocTeHmu MaccwmsHas onyxonb
B CPEROCTEHMM
B Hanunune akctpaHopansHoro nopaxerus Bospacr > 50 ner
(crapus E)
C Bosneuetune > 3 obnacreit numdpatnieckmx Bosneuenune > 4 obnacren
y3nos NMMAPATUYECKMX Y3NOB
D Moebiwenne COD Moebiwenne COD

v" nossiwerne COD > 30 mm/4 npu crapmm B u > 50 mm/4 npu cro-
amu A;
v’ nopaxetme 3 u Gonee obnacTeit TUMAPATUYECKMX Y3NOB.
Hanuune cumnromos mHToKCHKaUMM o6o3HaYaeTcs cumeonom «B», a mx
OTCYTCTBUE — CUMBOIOM «Av.
K cmntomam MHTOKCHKALIMM OTHOCSTCS:
V' npodysHble HOuHbIE NOTh;
Temneparypa Ttena seiwe 38 °C He meHee 3 aHel noppsaa 6es npusHa-
KOB BOCMQIMTENLHOTO MPOLECCA;
v HeoBwicHMMOe CHkeHMe maccsl Tend Ha 10% B TeueHue nocnemHux
6 Mec.
Ko>XHbIM 3yn He OTHOCKTCA K CUMMTOMOM MHTOKCHMKALIMM.
[Nocne 3aBepluerms cTaaMpoBaHms GonbHOM AOMXKEH BbiTh OTHECEH K ORHOM
M3 MPOrHOCTUYECKWX FPYN:
v’ paHHMe cTapum ¢ BNaronpmaTHLIM NPOTHO3OM;
v paHHME CTaaUM C HEBNAronNpPUATHbIM NPOTHO3OM;
v pacnpocTpaHeHHbie CTapmy.

OnpeaeAeHmne nPOrHOCTHHECKHMX TPYIII AASl BLIOOPA TAKTHKM AedeHus. B co-
OTBETCTBMM CO CTAAMEN 3a60neBaHMs, BUONOTMYECKON AKTUBHOCTBIO OMyXOnu
1 cpakTOpamMM pUCKa GOMbHBIX PA3AENSIOT HA TPU MPOTHOCTUYECKME TPYMMbI.

Ipynna 60AbHbIX C paHHUMM CTAAMAMM, OAQrONPHATHBIN MPOrHO3:
v GonbHsie ¢ Il crapmeit 6es chaktopos pucka.

Ipynna 6oAbHBIX C paHHUMM CTAAMAMM, HEOAATrONMPHSATHBIN NPOTHO3:

GonbHble ¢ | crapmeit co cnepyiowmmmn GOAKTOPAMM PUCKA: MOBbILIEHHOE
CO3 u/unu crapms E;

v’ Gonbhsle co lIA crapueit co cnemyiowmmm chaKTOPAMM pUCKa: CTaaus
E, u/unn noesiwenHoe CO3, u/unn nopaxerue > 3 numdpatmyeckmx
KONNeKTopOoB;

v Gonsheie co IIB crapueit co cnepytowmmu cbaKTOPaMM PMCKA: MOBbI-
werHoe CO u/unn nopaxerne > 3 nMMdpbaTMYECKMX KONNEKTOPOB;

v' GonbHeie ¢ I-lIA cTapmedt ¢ MaccusHbIM 06PA3OBAHKEM B CPEROCTEHMM.
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Ipynna 60AbHbIX € pacnPOCTPaHEHHbIM CTAAMAMM, HEOAATOTNPUATHBIH
nporHos:
v’ GonsHbie co |IB ctapuelt u cnenylowmmu oaKTOPAMM PUCKQ: MACCHB-
Hoe 06pa3oBaHme B cpepocteHnn u/unu crams E;
V" Bce GonbHbie ¢ lII-IV cragveit.
B coortsetctBumM ¢ mexayHapoaHsim nporHoctuieckum mHaekcom (IPl) sbipe-
NAOT Cnefytolwmne NPOrHOCTUYECKM HEBNATroNpPHATHbIE OAKTOpSI:
ans6ymmt ceisopotkn < 40 r/n;
remornobun < 105 r/n;
MY>XCKOM ron;
Bospact = 45 ner;
cragus IV;
neikouuTos > 15 x 10°/n;
nmumcponerns < 8% unn < 600/ mkn.

AN NN YN NN

Neuvenwne

CraHpaptom neuenus paHHux crapuit J1X ¢ GnaronpusatHbIM MPOrHO3oM

senstorcs 2—4 umkna MXT no cxeme ABVD (_
BUHGNOCTIAN, AGKApGGsH) c oCTenylouel ySEBo%i TEPameli 5 CyMMapHOi
ouarosoit pose (COl) 30Tp Ha aoH Mexoptore fOPGXetHs b CTAHAAPTHOM
pexmme |

Ons panHmx crapmit J1X ¢ HeBnaronpusTHLIM NPOrHO30M CTAHAAPTHbIM ne-
ueHnem sensiorcs 4=6! Liuknos FIXT fo cxeme ABVD s couetanuu c fiydesoi
fepaneii (COJl 80 Tp) Ha soms mexonrore nopavxenms. B rpynne GonbHbix
C COMOTMYECKM COXPAHHbIM cTaTycom monoxe 50 et cyuecrsyer BOSMOX-
HOCTb MPUMEHEHMs Bonee MHTEHCUBHOTO NEYEHMS, KOTOPOE BKIIOYAET 2 LKA
BEACOPP-ackanuposaHHbiit + 2 unkna ABVD c nocnepytowei ny4esoi Te-
panuer 8 CO[l 30 p Ha 30HbI MCXOFHOFO MOPAXEHMS. TaKXe ansTepHATMBOM
y nauuentos co IIB cragueit u Takummu dpakTopamm pucka, KAk MoBbiLEHHOE
CO3 u/nnn nopaxetme 3 n Gonee NMMAATUYECKHUX KONNEKTOPOB, O TAKXE Y
naumentos ¢ |-lIA cragmeit ¢ MaccusHbIM 06paA3OBAHMEM B cpe_-

MNpu pACNpPOCTPAHEHHOH! CTAAMM B rpynne HEGNArONPUSTHOrO MPOrHO3d,
c IPl 3-7, y monopsix naumentos go 50 net M B rpynne comatmiecku co-

XpaHHbIX nauuentos crapwe 50-60 net Ges Taxensix conyTCTayiOwMX 3a60-

NeBAHMM NPeayCMaTPUBAETCS MPOBEAeHUe

pasmepom Goree 2,5 cu (CO 30 Tp. Bonnum crapue 60 ner nposomtcs

Cxembi [NXT npepcraenenst 8 1a6n. 17.3 u 17.4.
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Tabnunua 17.3. Kypc ABVD

Xumunonpenapar | fosa | MyTb BBEASHUS | [AeHb BBEaeHUs

Hokcopy6uumH 25 mr/m2 B/p 1-4m 15-1

Bunbnactuu 6 Mr/m? B/p 1-4m 15-1
(Ho He 6onee 10 mr)

BneomuumH 10 mr/ m2 B/s 1-4m 15-1

Hakap6asu 375 mr/m? B/p 1-4 m 15-i

Liukn soso6Hoensetca Ha 29-i pgeHb, cumtas ot 1-ro gws.

Ta6nuua 17.4. Kypc BEACOPP-14

XumMmunonpenapar | Aosa | MyTb BBEASHUS | [OeHb BBEACHUS
Linknodpoccpamun 650 mr/m? B/p 1-n
Hokcopy6uumH 25 mr/m? B/s 1-#
Stonosup 100 mr/m? B/s 1-3-i
Bunkpuctun 1,4 mr/m? B/s 8-i
(cymmapHo
He 6onee 2 mr)

BneomuumH 10 mr/m? B/s 8-i1
Mpokap6asuH* 100 mr/m? BHyTps 1-7-#
MNpea+unsonon 40 mr/m? BHyTpb 1-7-#

Liukn Boso6Hosnsetcss Ha 15-i feHb OT HaYana NpeasiAywero Kypca npu yCnoBumu OTCyTCTBUS
MHCPEKLMOHHBIX OCNOXHEHMH, YAOBNETBOPUTENLHOM COCTORHMM 60MbHOTO. B CBA3M C BhIpaXEH-
HbIM MMENIOTOKCHYECKUM P dPEKTOM KypChl MPOBOASTCS ¢ obs3atensHoit nopaepxkon KCD.

* TMpu ortcyTcTBUM NPoKAp6AsMHA BOSMOXHA 3ameHa Ha pakapbasumu 375 mr/m? B/B
B 1- peHs.

Neyenne HopynspHoro numdponaHoro npeo6nananus J1X. Jleyenune ato-
ro sapuanta JIX NpoBopMTCs No Tem Xe MPMHLUMMNAM, YTO M NEeYeHue Knac-
cnyeckort JIX. B cBA3M ¢ MHTEHCMBHOM aKCMpeccHei OnyxoneBbiMM KNeTKamu
CD20 peuenTopoB v yuuTbiBas PE3YNLTATE PSAA KNTMHUYECKMX MCCNEROBAHMHA,
pekomeHayeTcs AOOABNATL PUTYKCMMAO K CTAHAAPTHOM Tepanuu NepBoi nu-
Humn. BonbHbim ¢ A crapueit 6e3 OaKTOPOB PUCKA MOXHO MPOBOAMTL NOKGb-
Hyto nyyesyto Tepanmio 8 CO[l 30 Ip B couetanmm ¢ purykecumabom nnm COJ
36 Ip 6es purykcumaba.

OueHka 2P PEKTUBHOCTH NeYeHMus

DdodeKTUBHOCTL MPOBOAMMOrO MPOTUBOOMYXONEBOrO NEYEHMS OLEHUBAIOT
nocne kaxasix 2 kypcos XT.
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HenocpepcreeHHas adpdpekTMBHOCTL NnedeHMs OLeHMBAETCS MO AUHOMM-
Ke Pa3MepOoB M YMCIY OMyXONEeBbIX O4Aroe. [lns oueHku acpdpekta FOnXKHbI
MCMOMNb30BATLCS TE XE AMArHOCTMYECKME METOfbI, KOTOpblE MPUMEHSIUCh W3-
HAYANbHO.

NonHas pemmnccus KOHCTATMPYETCA NPK MOMHOM OTCYTCTBMM KNMHMUYECKMX
NPM3HAKOB GONE3HM M OTCYTCTBUM OCTATOUHBIX OBPA3OBAHMIA.

MNPy HanMUMK CTABUMBHBIX OCTATOYHbIX OBPA3OBAHMIA M OTCYTCTBMM KIMHM-
YECKMX MPU3HAKOB BONE3HW KOHCTATUPYETCS HEYTOYHEHHAS MONHAA PEMMCCHS,
O B OTCYTCTBME OTPULIATENbHOM AMHOMMKM B TeyeHue | ropa — nonHas pe-
muceus 3abonesanms. [pu BosmoxHocTH seinonHerus 3T nonHas pemuccus
YCTQHOBNMBAETCS CPA3Y, eCn OCTaTouHble 06pasosaHus [13T-otpuuatenbHs.

lMNporpeccuposanme 3a6onesaHms KOHCTATUPYETCS MPU MOSBNEHWM BO BpE-
Ml NIEYEHMS HOBBIX OYATOB MOPAXKEHUS /UK MPHU YBENUUEHMM NEPBUUHBIX O4YT-
ros nopaxenus. [porpeccupoBaHne 3a60neBaHNS HEOBXORAUMO MOATBEPX-
AATb TUCTONOTMUYECKM.

Peunpmebl sa6onesarns — paHHue (B TeueHue 1-ro ropa) M nospHue —
TAKXe MOATBEPKACIOTCS FMCTONOTUYECKM.

TakT1ka nevyeHus Npu peurpmnBax
u nporpeccuposanmn J1X

Mertopom BsiGopa ans GonbHbix 50—-65 net ¢ nepsbIM PELMAMBOM U pe-
dopakTepHbiM TeveHnem JIX (paHHMIA peumans, HE AOCTUrHYTA YACTMYHAS pe-
MMCCHS NOCNIE OKOHUYOHMS XMMMOTEPANEBTMYECKOrO 3TAMNA, KOHCTATUPOBAHO
nporpeccHpoBaHmue) ssnsercs BbICOKORO3Has xumuotepanus (BOXT) ¢ nocne-
pyloweit ayronornuHoi Tpancnnantaumeit (aytolCK). Ognako sta Tepanus
no3BongaeT QOCTUYb ONUTENbHbIX peMHCCMH TONbKO Y MONOBMHbLI TAKKUX OONbHbIX
NX. Tpu nporpeccuposanmm unm paHHem peumnamee (B Tedeme 12 mec.) noc-
ne BAXT nporHos cTaHoBKTCS KpaiHe HEGNATOMNPUSATHLIM: MEAUAHA OBLUEH Bbi-
XMBAEMOCTU He npesbiwaet | ropa.

OpHuM 13 HoBbix nopxopoe k Tepanuu JIX crano cospaHue BpeHTyKCH-
mMaba BEOTMHA — KOHBIOrATA MOHOKMOHQMHOMO QHTMTENA MPOTMB QHTUrE-
Ha CD30 u npot1eoonyxonesoro aretta. [lpenapar nokasa ans nevexue
naumenTos ¢ peunansmpyoweit/pedopakrepron CD30-nosutneroi J1IX nocne
aytolTCK unu nocne MMHUMYM ABYX NIMHMIA NMPEALECTBYIOWEN TEPANWK, KOTAA
aytolTCK unu kombuHMposaHHas XI He paCCMATPMBAIOTCS KOK BAPWAHT fe-
yenus. Pekomerpyemas posa cocrasnser 1,8 mr/kr 8 Bupe B/B MHCDY3WM B Te-
seHne 30 muH kaxapie 3 Hep. MNpu pocTkeHMM CTABUALHOMO COCTOSHMUS MMM
MpK MONOXMTENEHON AMHAMMKE 3060NEBAHMS MALMEHTY C peLmanBUpytoweit/
pedbpakrepHoi JIX pekomeHpyetcs npoit1 KAk MMHUMYM 8, HO He Gonee
16 umknos nevyenus (npubnuaurensHo 1 rop).
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17.3. XpoHuyeckuit numdooneinkos

XpoHuueckuit numcponeiikos (XIJ1) — 3nokauecteeHHoe knoHansHoe
numdponponundoepaTBHOe 3a60NEBAHNE, XAPAKTEPHU3YIOLEecs HOKOMNEHUEM
atnmnunbix 3pensix CD5/CD19/CD23-nosutmeHbix B-nimdpoumntos npenmy-
IEeCTBEHHO B KPOBM, KOCTHOM MO3re, MMMCPATUYECKMX Y3NaX, MEYeHU u ce-
neseHke.

SnupeMmonorus

XIT — cambiit yacTeiid BUA neiko3os y Bapocnsix. Yactota ero B espo-
nevickmux ctpaHax cocraenser 4:100 000 B rop M HeMoCPeACTBEHHO CBI3AHA
c sospactom. Y nmy crapwe 80 ner ona cocraenser 6onee 30:100 000
B rof. MeanaHa BO3paCTa HO MOMEHT YCTAHOBNEHMS AMArHO3A B EBPOMEMCKMX
ctpaHax — 69 nert. B P® XJ1/1 sbisiBnsietcs pexe, MEAMOHA BO3PACTA HA MO-
MEHT YCTAHOBNEHMS AMArHO3a cocTaenser 62 roaa.

Knunuka

Hacto 3abonesaHne octaetcs 6ECCUMNTOMHBIM M MPOSBNSETCS NMLb NMM-
doountosom B kpou. OFHAKO Y MHOTHX BOMbHLIX PAHO BLISBASIOT PACMPOCTPA-
HEHHYIO MMCJDOAEHONATMIO, MEYEHb M CENE3EHKA YBENMYEHDI 30 CYET NMMAO-
UMTAPHOM MHpUNETPALMM. NedonUMT MMMYHMTETA NPUBOAMT K MHODEKLIMOHHBIM
OCMNOXHEHMAM.

OuarHocTtuka

[OuarHos XINJ1 6asupyetcs HO AAHHbBIX OBLWEro AHANM3A KPOBM M PE3YNbTa-
TAX MMMYHOCPEHOTUMMPOBAHMS NMMADOLIMTOB Neprddepuieckoi Kposu. B maske
KPOoBM 1 KocTHoro moara knetku XJ1JT Buirnsgst kak IMMAoOLMTsI C Y3KiM 06Oop-
KOM LIMTOM/C3MbI M MNOTHBIM SRPOM M YOCTUYHO ArpPEerMpOBAHHBIM XPOMATHUHOM,
6e3 otyemmeoro sapbiwka. Knetku XJT akcnpeceupytor B-knetounble aHtMreHs
CD19, CD20, CD22, CD7%a & coyetanmm ¢ T-knetouHsim mapkepom CDS5 u
akTMBaumoHHsiM mapkepom CD23. YpoeeHb aKcrpeccun MOBEPXHOCTHbIX MM-
myHorno6ynuros, CD20 u CD79b Ha knetkax XJT Huke, 4eM HO HOPMANbHBIX
B-numdpoumtax. [narHos ycraHasnmsaetcs npu soiseneqmnn Bonee 5000 onyxo-
nesbix B-numcpoumtos B 1 mkn kpoeu. [ng X/T xapaktepHo Hanuume B maske
KPOBYM pa3pPYLIEHHbIX KNETOK — TeHew [ymnpexTa.

Lurorenetmueckne anomanum npu XM skniouator tpucomuio 12 (40 %),
aHomanmu 14q (25%) v AnMHHbIX yyacTko xpomocom 6, 11, 13. MnasHbIM
LMTOreHETMYECKUM MAPKEPOM, HEMOCPEACTBEHHO BAMSIOWMM HA BbIOOP Tepa-
nuu, sensetcs peneumns 17p. MNposoputs FISH-uccneposanmne pekomerposaxo
TONLKO B CMyYde MOKA3AHMI K Ha4Yany Tepanuu. XKenatensHo MCCnefoBaTh Ha-

nnune H(11;14), 1(11q;v), +12, del(11q), del(13q).
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OundodpepeHunanbHblA AUATHO3

[OncpbdbepeHumansbiin auartos npoeopst ¢ apyrummn CD19/CD5+ num-
doonponudpepaT1BHbIMM 3060NEBAHUIMM (TMMAPOMA M3 MAMbIX TMMCDOLIUTOB,
NUMAPOMA M3 KNETOK 30HbI MAHTHM, TMMJOOMA M3 KIIETOK MOPTUHANBHOM 30HbI,
BOJIOCATOKIIETOYHbIM NENKO3, NMMdponnasmounTapHas numdpomal.

Iumdpomy M3 Manbix TMMCPOLMTOB AMATHOCTUPYIOT MPU HANUYMKM TUMdda-
[EHONATUM, CMNEHOMEranmm, LMTOMEHUM MPU YCNOBMM, YTO YUCIIO MOHOKIO-
HanbHbIX B-numdpoumtos 8 kposu He npessiwaer 5000/mkn. XIIT u numdpoma
M3 MambiX NMMAPOLMTOB GUONOrMYECKM MPEACTABNAIOT OfHY OMyXOMb, MO3TO-
My nmmyHodpeHotvn ananormyeH XJT. OuarHos gonkeH GbiTb MoTBEPXAEH
6roncuen IMMAPATUHECKMX Y3NOB.

Mpu Bbisenennn Gonee 55 % nponrmdoouMTOB B KPOBM AMATHOCTMPYETCS
B-knetouHbii nponMmdpoLmMTapHbIK NEMKO3, MMMYHOGPEHOTHM KOTOPOTo KPai-
He BapuabGeneH, XapaKTepPU3yeTCs BbICOKOH aKCpeccuen B-knetouHbix Mapke-
poe 1 BapuabensHoi skcnpeccuert CD23 u CDS.

Ons nMMdpOMbI 13 KINETOK MOHTUIHOM 30HbI TAKXE XAPAKTEPHA SKCMIPeCcHs

CD5, Ho He CD23.

CrapuposaHue

CraanpoBaHuWe ocyliecTensercs No pesynsTatam o6CneAoBaHMsS B COOTBET-
CTBMM C KpUTEPHAMM Knaccudomkaumm J. Binet (tabn. 17.5).

MNon NMMdpaTHYECKUMM OBNACTIMM NOHUMAIOT:

v’ weiHble nuMdpaTMYECKME YanbI;

v’ nopMelweyHsle TMMdpaTUYECKHE Y3nbi (C OIHOM MNM [BYX CTOPOH);

v’ naxosle nMMdpATUYECKME Yanbl (C ORHOM MMM ABYX CTOPOH);

v’ neveHs;

v’ cenesenxy.

[Npu dbopMmynmpoBke AMArHO3A YKA3BIBAIOT CReayiolme NapameTpsi:
crapums no knaccudpoukaumu J. Binet (ykasbisaetcs Ha Tekywmii MOMEHT);

Tabnuua 17.5. Kpurepun knaccudpmkaunm xporndeckoro numdponeiikosa no J. Binet

BbDKMBAEMOCTb

Craauns | XapakTepucTmka

A lemorno6un > 100 r/n, TpomGoumtsl > 100 x 109/n,  Mepunara
yBenuueHune nMMdpaTMiecknx ysnos B 1-2 obnacrax BbIXMBOEMOCTH TaKAA
Xe, KaK B nonynsumu

B Temorno6ux > 100 r/n, Tpom6oumtsl > 100 x 0%/n, Mepnuara

yBENnMYeHMe NMMdPATHYECKMX Y3nos B > 3 obnacteit BbIXWBAEMOCTH 7 neT
C lemorno6un < 100 r/n, tpomGountsl < 100 x 10%/n Meaunana
npu NOGOM KONMYECTBE 30H C YBENUYEHHbIMM BbIXMBAEMOCTM 2 rofd

NUMAPATUYECKUMM Y3NOMM U HE3ABUCMMO OT
YBEMUYEHNUS OPraHoB
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v’ yKa3QHWe Ha BLICOKMIt pucK (Hanuume peneumm 17p, MyTauwit TP53);
npepwecrsyowas Tepanms;
v’ dpasa 3a6onesanms: Ges MOKA3AHMIA K TEPANMM, PEMUCCHS, PAHHMA
peurans, NospHWi peunams (1-1, 2-4 1 T.4.), NPOrpPeccMpPOBAHKE;
v ocnoxHenus.
Taknm 06pa3som, B AMArHO3E YKA3bIBAETCS TO, YTO CyWeECTBEHHO Afs On-
COHMS TEKYIEM CUTYALMM U BIUSET HO MPUHATUE PEWeHMs U BLIGOP TePaniy.

Neyenne

XIJ1 B HacTOsWEE BpEMS HEM3NEUMM, O BOMBLIMHCTBO MALMEHTOB — MOXM:
nbie noau. B ces3m ¢ aTMM BO3PACT, COBOKYMHOCTb M THKECTb COMYTCTBYIOWMX 3C-
GONEBAHMI B OCHOBHOM OMPEAENstoT 3aaaym nevenus. Pacnpepenequne nauu-
€HTOB HO TepPAMNEeBTMYECKME TPYMMbl OCHOBLIBOETCS HO COMATUYECKOM CTATyCe
GOMbHLIX M HanMuMK comyTcTBytoumx 3a6onesanuii. Cylectsyer oBGbekTUBHAS
WKANQ OLEHKM YMCNa M TsxecTn conyTersytowmx sabonesanmin (CIRS, cumula-
tive illness rating score).

[pu BbIGOpPE Tepanmu B peanbHoM KNMHMYECKOW MPAKTMKE OLIEHMBAIOT Cre-
fytolyme rpynmbl OaKTOPOB:

1) xapaktep GonesHu: THXECTb KNMHMYECKUX MPOSBNEHMI, HanMuMe dpak-

TOpOB HeBNArONPMATHOrO MPOrHO3a;

2) cocrosHue GOMbHOrO: BO3PACT, COMATUYECKMM CTATYC, COMYTCTBYIOWME
3060neBaHms, OXMAAEMAs MPOAOMKMTENLHOCTb XMU3HM, HE CBA3AHHAS C
Xnn;

3) dbakTOpbl, CBI3AHHbIE C EYEHMEM: HANMYUE MPOTMBOMOKA3AHMM K KOH-
KPETHOMY Npenapary, BbIPAKEHHOCTb M MPOAOMXMTENLHOCTb OTBETA HA
paHee NPOBOAMBLIEECS NEYEHME, XAPAKTEP TOKCUYHOCTU PAHEE MPOBO-
AMBLIETOCS NEYEHNS.

MpumepHo y 40 % naumeHrtos (2/3 GonbHbIX, MMmetowux ctaauio A B nebio-

Te) otmMeuaetcs MeaneHHo nporpeccupytolee teuerne X/, npuuem npogon-
XMTENLHOCTb MX XM3HWM GNM3Ka K obuwenonynsuMoHHon. Y HeGonbwom rpyr-
nbl GonbHbIX ¢ GeccumnTomHbiM TedeHnem XITTT HeoBGxoaMMOCTb B NeYeHMM He
BO3HMKAET Hukorad. Hannume Takoi rpynmel GonbHeIX AeNAeT 060CHOBAHHOV
TAKTMKY BbIXKMAQTENbHOTO HAGMIOAEHMS RO MOSBNEHMS MOKA3AHMIA K Tepanuy.

lMokasanus Ars Ha4ara Tepanmmm XAA:

v opuH unu Bonee CMMNTOMOB MHTOKCHKauum: noteps > 10% maccs!
tena 3a 6 mec., craryc no ECOG > 2, cy6dpebpunbHas nMxopaaka
6e3 NPU3HAKOB MHAPEKLMM, HOUHbIE MOTbl 6e3 MPU3HAKOB MHADEKLMM;

v’ Hapactarowas aHemmus u/unu TpoMBOoUMTONEHUs, OBYCNOBNEHHAS MH-
dounbTpaALMeEt KOCTHOrO MO3ra;

v QyTOUMMyHHQS aHeMMs W/MnK TPOMBOLMTONEHMS, PE3UCTEHTHbIE K
NPEeAHU3ONOHY;
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v’ Gonmbwme paamepsl ceneseHku (> & cm U3-NOR Kpas peGepHoi ayrm),
SBHOE YBENUYEHUE CeneseHKH;

v MaccueHas M HapacTalowas TMMdbaneHonaTHs;

V' nossiwenne numdpoumTtosa > 50% 3a 2 Mec. (Bpems ymBoOeHMs NuMm-

dooumtos < 6 Mec.).

BonbHbie XN crapum A ¢ AUTA unu UTTT gonkHel nonyyats neyeque no
MOBORY 3TUX OCNOXHEHWH, O HEe MPOTUBONENKO3HYIO Tepanuio. beccumnrom-
HOs TUMNOTOMMArNOBYNMHEMUS M HANWUYME MOHOKIOHANBHON CEKPELMM COMM
no cebe He SBNSIOTCS MOKAZAHMEM K NIEYEHMIO.

AeveHue MOAOABIX NaLMEHTOB

CTaHAOpTOM TEpanuM NepBoi NMHUK Y MOMOAbIX MALMEHTOB C XOPOWMM
comartnyeckum cratycom sensercs pexum FCR (donynapabun, umknodpocdpa-
MMA, pUTYKCMMaB):

v putykeuma6 — 375 mr/M2 8/B kanensHo B 1-4 peHb 1-ro umkna, no-

cnepytowpe umknsl — 500 mr/m? B/ kanensHo B 1-4 aeHs;

v cbnynapabun — 25 mr/m2 /s kanensho B 1-3-4 fems;

v uuknodpoccpammn — 250 mr/m2 B/B kanensHo B 1-3-% neHb.

Jleyenue Bo3obHoBNsETCS HO 29-1 AeHb.

Mpn HanMumMM NPOTMBOMOKA3AHMI K donyAAPABUHY OMTMMAMbHBIM BbIGO-
pom Tepanuu sensetcs cxema BR (6eHpamyctuh + putykeumab):

v putykeumab — 375 mr/m? /B kanensHo B 1-i pers 1-ro umkna, no-

cnepytowme unknsl — 500 mr/m? 8/B kanensHo B 1-i geHs;

V' 6enpamyctun — 90 Mr/m? B/B kanensHo B 1-i 1 2-4 gHu.

Neyenne BosobHOBNsETCA HO 22-# peHb. [1pORONXKMTENLHOCTL NEYeHUs —
6 uMKnos.

Mcrnonssosarne moHoknoHansHoro awturtena k CD52  (anemrysyma6)
B KoM6MHAUMM ¢ FC npuBOAKT K TOKCMYECKUM, LMTOMEHUYECKMM OCTIOKHEHMSM
M MHCPEKLMOHHBIM OCTIOKHEHMSIM, MOITOMY 3TA KOMBMHALMS HE PEKOMEHAOBA-
HO AN NPUMEHEHWS B NEPBOIM NUHUM.

AeyeHne NaLMEHTOB MOKMAOIO BO3PACTA

CraHpgapTom Tepanuu nepsoi MMHWM B 3TOM rpynne GOMbHbIX CYUTAETCS
xnopambyumn. lNpumensslascs paHee moHoTepanus donyAAPAGUHOM B HO-
crosilee Bpems He PEKOMEH[YETCS M3-30 OTCYTCTBUS MPEUMYIIECTB B SODEKTHB-
HOCTU 1 Bonee BLIPAXEHHON MMMyHOCynpeccn. ONTMMANbHOM CXEeMbl HA3HA-
YeHus xnopambyumna He paspabotaHo. MOXHO BbLIAENUTL ABA CylECTBEHHO
pasIMYaIoWMXCs Cnocoba HA3HAYEHMs XNOPAMOBYLMIA: MOCTORHHAS ANUTENb-
HOs M KypCOBas Tepanms.

Monotepanus xnopambyumnom (kypcamm) — 10 mr/m? sHytps B 1-7-i
neb. JleveHne BosobHoBnseTCA HA 29-1 feHb.

Mototepanus xnopambyumnom (Henpepbietbiit npuem) —0,07-0,2 mr/kr
BHYTPb €XEHEBHO B TeueHne 2—4 Hepd. ¢ nocnefylowmm NofGOPOM O3bI.
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AedeHne nauneHToB NPEKAOHHOIO BO3pacTta

[Py HEBLICOKOM OXMAAEMOM NMPOROMKUTENBHOCTH XM3HM, OBYCNOBNEHHOI
BO3PACTOM, COBOKYMHOCTHIO COMYTCTBYIOWEH NATONOTMM, HEQOCTATOYHOCTHIO
dpYHKLMM OTAENbHBIX OPraHOB, TAKTUKA NIEYEHMs ONPEAENseTcs Cyry6o MHAMBK-
pyansHo. Llens tepanuu nannuatmsHas.

[1ns nAUMEHTOB NPEKNOHHOTO BO3PACTA C COXPAHHbLIM CTATYCOM MOTYT
6biTb pekomeHposaHbl pexxumsl FCR-Lite u BR (GenpamyctH + putykew-
mab).

FCR-Lite:

v cpnynapabun — 20 mr/m2 8/s Bo 2—4-1 feHs;

4 umknocdbocchammg — 150 mr/m? /8 Bo 2—4-11 feHb;

v putykeuma6 — 375 Mr/m? 8/B B 1-it feHs.

HoBblie MOAeKyAbI B AedeHHH AMMGDONpoAnghepaTHBHbIX 3a00AeBaHMI

Ocparymymab — MOMHOCTLIO YeNOBEYECKOe MOHOKIOHANbHOE — QH-
™m-CD20-aHT1TENO, CBA3LIBAETCS C MANOM M BONbLIIOW BHEKNETOYHBIMU NETASAMM
CD20-peuentopa. B 2009 r. ocparymymat 6bin opobper FDA ans neuenus
6onbhbix XII1, pedopakrepHsiM K donynapabuny u anemrysymaby; 8 2014 r.
ocpatymymab 6bin ogobper FDA pns npumeHeHus yxe B kombuHaumsx ¢ XT
ans nedenus XNJ1: B koMGMHALMM C XNTOPAMBYLMIOM ANsS NEYEHMS MEPBUUHDIX
HeneueHHbIX nauuentos ¢ X/1/1, KotopsiM Tepanus donyaapabuHom NpoTMBO-
NOKA3AHA.

B 2016 r. sapeructpuposaHsl HOBbIE MOKA3AHMS ans odoatymymaba —
Ans nopaepxwsaiowei Tepanuu y GonbHbix XIJ ¢ peumanBom mnm nporpeccu-
poBaHMeM 3060NEBAHMS, KOTOPbIE MOCNe 2 MMHMIA TEPaAnUM (T.e. K MOMEHTY
OKOHYOHMS MHAYKLUMOHHOM MPOTMBOPELMAMBHON TEPANMM) HOXOAMIMCH B MOTT-
HOM MnK YacTuHoM pemuccun. Torpa xe, 8 2016 r. odparymymad opobpeH
ans nedenus peumanea XINJ1 B komGuHauMK ¢ donyaapabuHoM M umkiodpoc-
doammaoM.

B Espone odbarymymat B koMGMHALMM C XNOPAMOBYLIMNOM MK GeHRaMY-
CTMHOM opobpeH Ans HeneverHbix nauuentos ¢ XJ1, a Takxe ans tex, komy
Tepanuio donypapabrHom nposoauTs HelenecoobpasHo. B PO npenapar 3sa-
PEerncTpMpoBaH No cnefylowmnm nokasanuam: nevenne XIT npu Headbdpek-
TUBHOCTU paHee MPOBOAMMOM TEPANMM C BKNOYEHMEM donyaapabuHa u/mnm
anemty3aymaba.

BropbiM HepasHo cuHTesuposaHHbiM aHTH-CD20-aHtutenom cran o6uHy-
Ty3yMa6. 3TO MOMHOCTHIO YMOHM3MPOBOHHOE MOHOKIIOHANBHOE GHTMTENO,
KOTOPOE XAPAKTEPM3YETCs BbICOKOH QJDIPUHHOCTHIO M MPOYHO CBS3IBAETCS C
HeGoNbLWMM Y4acTKOM netnu sHeknetouHoro gomeHa CD20, ommyatowmmes ot
MecTa cBs3bIBAHMS puTyKcmaba. B Hosbpe 2013 r. npenapar 6bin opobpeH
FDA pns neuenus X1 B couetanmm ¢ xnopambyumunom y paHee He monyyas-
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WKX Tepanmu GONbHLIX; OCHOBAHMEM AN STOrO MOCNYXMNO KPYMNHOEe PaHAo-
muamposarHoe nccneposarme Il dpaser (CLLT 1), nposepetHoe y nepsudHbix
naunentos X/1J1.

B PD ob6uHyTysyMab 3aperncTpMpoBaH MO CNERyIOWMM MOKA3AHMIM: B
KOMOMHALMM C XNOPAMBYLMIOM Y NepsuyHbiX GonbHbIx XJ1J1.

Cxema npumeHeHus 1 gosbl npenapatos npu X/1/T:

v 06unyTysymab — 1000 mre/se 1, 8 u 154 guu 8 umkne 1; 1000 mr

8/B B 1-14 meHb B uMknax 2-6;

v’ xnopambyuun — 0,5 mr/xr sHytps B 144 1 15491 gru B umknax 1-6.

lNpopomxutensHocTs UMkna — 28 aHen.

KombuHauus obuHytysyMmaba 1 xnopamByumna MOXET pACCMATPUBATLCS
KOK NpeanoyTUTensHas onuus ans nevenus naumentos ¢ X1 u conytersytoweit
NATONOrnewn.

U6pyT1Hn6, MHIMBUTOP TMPO3MHKMHA3b BpyToHa, monyuun opobpetue
FDA 8 mapte 2016 r. ans npumeretns B nepeoi nunum tepanmun XIJ1.

B Poccun mbpytmHnG sapeructpuposaH ans scex atanoe tepanuu XJ1J1
(HE3aBMCMMO OT ee MHMM), B T. 4.y NALMEHTOB Noxunoro sospacta. HanGons-
Wylo BLIFORY OT TEPANUU UOPYTMHUOOM MOXHO MOMY4YUTh B MPOTHOCTMYECKM
HOMMeHee BnaronpuaTHON rpynne nauueHTos: ¢ geneumeid 17p/MyTaumsmu
TP53, del(11q), del(17p), c yposHem B2-mukpornobynuHa Gonee 3,5 mr/n,
6e3 MyTaumit VH-reHos, a Takke ¢ MACCUMBHOM TMMADOAEHONATHEN.

TICK sanumaet BaxHoe mecto B nevernn GonbHbix XJ1J1. Cornacto EBMT
CLL Transplant Consensus KpuTepusMn BLICOKOTO pHCKa (MNOXOro nporHosal)
X1 senstorcs:

v/ OTCyTCTBME OTBETA HA TEPAMMIO MYPUHOBEIMM QHANOTAMM MM POHHMIA

peumame (< 12 mec.);
peunpms B TeueHne 24 Mec. nocne MHOTOKOMMOHEHTHOM Tepanuu
C MCMOMb3OBAHMEM MYPHHOBLIX aHanoros unu nocne aytol[CK;

v Hanuume nokasanmit k Tepanuu XMJ1 'y naumentor ¢ Mytaumeit TP53,

neneunen 17p13.

Pesynsratel annoTTCK onpepensiorcs MHOTMMM dOAKTOPAMM, M OFHUM M3
CAMbIX 3HOUMMBIX SBISETCA CTATYC 3060NEBAHMS NEPER TPAHCTINAHTALUMEN, T. K.
PE3YNbTATbI 3HAYMTENLHO XyXe Y NALMEHTOB, HE FOCTUIILIMX PEMMCCHM. Y Mono-
nbix nauueHTos ¢ geneuneit 17p/mytaumammn TP53 M6pyTHHME MOXeT paccma-
TPMBATLCA KAK CMOCO6 AOCTUXEHMS MAKCUMMAnbHOTO oteeta nepen amiollCK.

CToHAQPTOB OTHOCHTENLHO PEXMMA KOHAMLIMOHUPOBAHMS HA CErOAHALHMMA
[ieHb He MPUHSATO.

[MporHos

XM B HacToswee Bpems HEM3NEYMM, OFHAKO €ro TeyeHue BapuabensHo.
Y okono 40 % naumentos (/, GonbHeix, umetouwmnx craguio A 8 gebiote) Teve-
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Hue XJ1J1 mepneHHo nporpeccupytolee, ¢ MPOROIKXMUTENLHOCTBIO XM3HM, Gus-
KOM K oBwwenonynsuMoHHOMR. Y APYrMX nauneHToB HOBMIORAETCs NPOrpeccupy-
lowee TeveHune, Tpebylolee PAHHErO HA3HAYEHMS TEPANMM.

17.4. @onnukynspHas nMMdooma

DonnukynsprHas mmcpoma (PJI) — 3T0 MOHOKNOHAMbHAS OMYXOnb M3
3pensix B-TMMOOMAHBIX KNETOK, MPOMCXOASWMX M3 CPONIMKYNIPHOrO LieHTPd
NUMADATUYECKMX Y3MOB.

SnupeMmonorus

®J1 3aHMMaeTt 2-e mecto B Mupe no vactote cpean HXJ1, uto cocraenser
B cpegHem 20% Bcex snokauectseHHbIX numdponponudpepatmsHbix 3abone-
BAHMIt B3pocnbix. B esponeickux ctpanax sabonesaemocts DIl cocrasnser
5-7 cnydaes Ha 100 000 Hacenehms, 8 ctpanax Asuu yactora PJ1 He npe-
oiwaer 9—10:100 000. CpepHuit Bospact sabonesuwmnx — 60 net; 3a60-
nesaemoctb cpean nuy Monoxe 30 neT HM3Kas; BOHMKHOBEHME Y feTeit —
penkocTb. XKeHwuHsl 3060M€BAIOT HECKOMKO YaWE: COOTHOWEHUE MyX4uH/
XeHIWKH pasHo 1:1,7.

Knunuka

Knunuueckoe teuenne DI xapakrepusyetcs yBenmueHue Bcex rpynn nmm-
dpaTUYECKMX Y3MOB C YOCTHIM BOBNEUEHUEM CENeseHKM 1 KocTHoro mosra. O6-
WMe CMMNTOMBI (MTMXOPAAKA, MOXYAEHME, MOTNMBOCTL) BCTpeyaiotcs peako. He-
CMOTPS HQ TO YTO OCHOBHbIM KNMHWUYECKUM NPOSBNEHUEM ABNAETCA YBENMUEHME
NUMADATUYECKMX Y3M0B, 3a60NeBaHMEe UMEET TEHAEHUMIO K PAHHEMY remaro-
reHHoMy pacnpoctpanenuio. Y 2/, (65 %) naumentos GonesHs auarHoctupy-
etcs B pacnpoctparerHoit (IV) craaum.

OuarHocTtuka

[uarnos ®JT ycraHaenMBaeTcs B COOTBETCTBUM CO CTAHAAPTAMM AMATHOCTH-
KM TUMCOOM.

@J1— B-knetouHas numdpoma ¢ nmmyHodberotnom CD20+, CD10+/-,
BCL-2+, BCL-6+, CD3-, CD5-, CD23+/-, CD43-, unknun D1-. B pepknx
cnyyasx npu BCL-2-HerammeHoi DI Heo6xoaMMbI UCMONb3OBAHME KIOHOB AHTH-
ten k BCL-2 (Hanpumep, E17) u untorenetmyeckoe MccneposaHme ans Bbisisne-
Hus t(14;18) unn peapanxuposku BCL-2. MponundoepatusHblil MHAEKE 0GbIHO
e npesbiwaer 20%, Ki-67 > 30 % accoummpyetcs ¢ HebnaronpusTHImM Npo-
rHosom. [Ins nopTeepXAeHMs AMArHO3A LEenecoobpasHo uuToreHetMyeckoe,/
FISH-uccneposanue.
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Mopdponoruueckn DI cocTont TGO 13 NpenMyIeCcTBEHHO Menkux B-num-
doomAHbIX KNETOK C M3BMTHIM SAPOM (LEHTPOLMTOB), NMBO M3 MX COYETAHMS
C KPynHbIMK KneTkamu (ueHTpobnactamu). MporHos cylwectBeHHO yxyRWwaeTcs
MPM YBENMYEHNUN B OMYXONEBOM TKAHW KOMUYECTBA KPYMHBIX KNETOK.

DTM AaHHblE NErMM B OCHOBY MOPCDONOTUYECKOTO BbIRENEHMS TPEX TUMOB
DJl:

| TMm — onyxonb COCTOMT NMPEUMYILECTBEHHO M3 METIKUX KIETOK (KOmuue-
CTBO LEHTPOBNACTOB MeHee 5 B none 3peHus);

Il MM — cMewWwaHHOE NPEACTABUTENLCTBO MENKMX M KPYMHbIX KneTtok (6-15
B None 3peHus);

lll Tun — npeo6napaHue B ONyxonesom TKAHK KPyMHbIX Knetok (> 15 ueh-
TPOGNACTOB B MOMNE 3PEHMS).

CornacHo knaccudomkaLmm onyxonei KpoBETBOPHOM 1 TMMJPOMBHOM TKO-
Hent BO3 2008 r. uutonornyeckue el 1 1 2 (go 15 ueHrpobnactos B none
3peHus npu ysenudernn mukpockona 400) HeoBXOAMMO OBLEANHSTS.

CrapuposaHue

MNocne ycranoenenus puarHosa crapuposanue PJ1 nposoputcs cornacHo
pekomeHaaumam Ann Arbor.
MHOMBMEYANbHBIA PUCK BONTOCPOYHOM BLIKMBAEMOCTH BONbHLIX Onpefens-

€TCsl C MOMOLYbLIO OFHOTO M3 BYX BAPUOHTOB MEXHYHAPORHOMO MPOrHOCTMYEC-
koro mupekca P — FLIPI u FLIPI-2 (ra6n. 17.6).

Teyenune

Ycranosnenue auardosa PJ He Bcerpa ABNFETCA NPSIMBIM NMOKA3AHMEM NS
npotMBoonyxonesoi Tepanmu. [pu onpeneneqnmn NokasaHuit K Havany Tepa-
MUK CcnefyeT NPUHUMATL BO BHUMOHME PAfl XAPAKTEPUCTMK BONLHOTO M OMyXo-
N1, TaKMEe KaK BO3PACT, obliee COCTOsHUE, COMYTCTByIolME 3060NeBAHMS, PUCK
no FLIPI, pacnpoctpareHHocTs M xapakTep pocTa onyxonu.

TabAnLa 17.6. MexayHapopHbii NPOrHOCTMYECKHIA MHAEKC dhONNMKYNAPHOM MMMADOMI

NMapametp @akTopbl pucka FLIPI | @akTopbl pucka FLIPI-2
30HbI MOPaXeHMs > 4 30H MakcumansHsiit pasmep > 6 cm
Bospacr > 60 ner > 60 ner

Buoxnmmueckne mapkepsr  [Mosbiwerne AT MMosbiwerne B2-mukpornobynmHa
Crapus -1V MopaxeHue kocTHoro mosra
[emorno6uH < 120 r/n < 120 r/n

K rpynne Huskoro pucka otHocstcs nauuentsl ¢ O—1 dbakTopoM, npomexyTouHoro —
¢ 2 dpaktopamu, eicokoro — ¢ 3-5 dpaktopamu.
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Kpurepun GELF (Groupe d’Etude des Lymphomes Folliculaires) no Ha-
yany tepanmu OJ1. Hannume xots Gbl ORHOTO M3 NEPEUNUCTIEHHBIX HUXKE MPU3HA-
KoB TpebyeT He3oTnaraTensHoro HaYana Tepanmm:
nopaxexue > 3 MMMAPATUYECKMX 30H C PASMEPAMM TUMADATUHECKMX
y3nos > 3 CM B IMOMETPE;

V' nto6Gbie HORANbHBIE UMM SKCTPAHOACbHBIE BOBNEUEHMS > 7 CM B IUAMET-

pe («bulky»);

V" Hanuune B-cumnromos;

v’ cnneHomeranms;

v nNeBpuT u/mnu acumt;

v yutonenms (nefikoumtsi < 1 x 10°/nu/vnmutpomGoumtsi < 100 x 107/n);

V' nefikosHelit coctas kposu (> 5 x 10°/n onyxonesbix Kneto).

Mpu OTCYTCTBAM MOKA3QHMM K HaYany Tepanuu GOMbHOM AOMXKEH OCTa-
BATLCS MO PEryNsPHbIM AMHOMMYECKMM HAOMIOREHMEM BPAYA: KIMHUYECKOE
obcneposatme 1 pas B 3 MeC., MHCTPYMEHTANbHAS BM3YyQNM3ALMs O4YAroB
nopaxerus 1 pas 8 &6 mec. B cnyyae orcyTcreus npusHOKOB GKTUBHOCTM 3-
6OneBaHMs B TeeHUe 2 NEeT MHTePBAN MOXET ObiTh yBenuueH fo 6 u 12 mec.
COOTBETCTBEHHO.

AnbTepHATMBOM HAGMIOAEHMIO MOXET CMyXWTb MOHOTEPANMsS PUTYKCUMA-
GoMm: 4 exeHepenbHbIX BBEAEHMsS B KOYECTBE MHAYKLMM, O 30TeM 4 BBEaEHMs
Kaxgble 2 mec. (KOpPOTKWit Kypc) unu MOpAEpXWBAIOWAs TEPAnUs Kaxable
8 Hep. B TeueHWe 2 net (MPONOHIMPOBAHHBINA KypC).

TlepBas AmHms Tepanmm

Y 6onbHbix ¢ | crapuein sabonesanus (nogreepxaeqHon KT, Gunarepans-
HOM TPenaHOBMOMCHEN KOCTHOTO MO3rd U, npu BoamoxHocTH, [13T) nevenne
MOXET BbiTb OFPAHMYEHO TYHYEBOM TEPAMUEN HA 30HbI MOPAXKEHMS.

CraHpapToM nedeHus nepeoit nnMHWMKM GonblmHcTBa GonbHbix PJT sensetcs

nmmyHoxmmuotepanus R-CHOP, R-CVP.

R-CHOP:

V' putykeumab — 375 mr/m? 8/ kanensho B O unu 14 pems;

V' nokcopy6uumn — 50 mr/m2 8/ kanensHo B 1-i peHs;

4 umknodpboccpammn — 750 mr/m? B/B kanensHo B 1-i feHs;

v BUHKpUCTMH — 1,4 mr/m? (cymmapHo He 6onee 2 mr) B/8 B 1-7 feHb;

v' npeprusonon — 100 mr sHyTps B 1-5-91 pems.

JleyeHue Bo3oBHOBNSETCS HA 22-M fAEHD.

R-CVP:

V' putykeumab — 375 mr/m? 8/ kanensho B O unu 14 pems;

v umknocdbocchpamnp — 750 mr/m? B/8 kanensHo B 1-7 feHs;
BuHKpUCTMH — 1,4 mMr/m? (cymmapHo He Gonee 2 mr) 8/B B 1-it peHs;
npeanmsonod — 40 mr/m? sHyTpb B 1-5-% gets.

INeuenne BozoBHOBRSETCS HA 22-1 fieHb.
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Cxema c knioyeHnem 6eHpamyctnHa (RB) ebicokoadpdpbektusHa 1 obnapa-
€T 6naronpusTHLIM NPOJOMNEM TOKCMYHOCTH, YTO FENAET 3Ty MPOrPAMMY OCO-
GEHHO NPMBNEKATENbHOM ANS MOXMbIX GOMbHBIX:
v putykeuma6 — 375 mr/m? 8/8 kanensHo B 1-i feHs;
v 6eHpamyctui — 90 mr/m? /B kanensHo B 1+ u 2-1 gHK.
Neuyenune BosoGHOBNSETCA HA 22-1 [EHD.
Pexxumsl ¢ BknioveHnem nypuHosoro axanora donypapabuua (R-FND,
R-FCM), HecmoTps HO CBOIO BLICOKYIO SJPPEKTUBHOCTb, UCKMIOYEHBI U3 BCEX
PEKOMEHRATENbHBIX CUCTEM ANs neveHus nepsuuHbix GombHbix PJ1 us-3a BbI-
PAKEHHOM MMENOTOKCUYHOCTU M BLICOKOM YACTOTbI MHAYKUMM BTOPMYHBIX
onyxoneit. [porpamma R-CHOP cuntaetcs npegnouturenbHbiM pPexXMMOM
neveHus 6onbHbix PJ1 3-ro UMTONOrMYECKOro TMNA MAKM MPK MOAO3PEHUM HA
TpaHcdopmauuio onyxonu (nossiwerue NI, B-cumntomb, skcTpanopansHoe
BOBNEYEHME, MPEUMYIIECTBEHHbIA POCT M3ONMPOBAHHOMO NMMAPATUYECKOTO
yana).
Y npecrapenbix 6onbHbix PJ1 ¢ NPOTMBONOKA3AHMIMMU K MHTEHCHBHOM XT
MOXET MCMOMb30BATLCS XNOPAMBYLIMN MM LIMKNOPOCHOOMUA B KOMBMHALMM C
PUTYKCMMABOM.
lNocne saBeplueHMs MHAYKLMOHHOM TEPAMNMM MPOBOAMTCS MOAREPKMBAIO-
was Tepanus putykcumabom (375 Mmr/m? kaxpsie 8 Hep. B TeueHne 2 ner),
4YTO YBENUYMBAET BbIXXMBAEMOCTb 6e3 NpuaHakos GonesHu. B pspe cnyyaes npw
HOANWUYMM TOKANBHOTO O4Ard (KOCTH, MATKME TKOHM) MOPAXEHMS BO3MOXHO Npw-
MeHeHWe Ny4eBoit Tepanmu Ha octatouHyto onyxons 8 PO[l 2 [p, CO[ 36 Ip.
MNpu peumanBax B CBA3M C BLICOKUM PUCKOM TpaHCdpopmaLmm B Aaudpbdoys-
Hyto B-kpynHokneTouHyto nIMMdooMy HEOBXOAMMA MOBTOPHAS GHONCHS.
B doespane 2016 r. FDA opobpuno o6uHyTysyMab no HOBbIM MOKA3Q-
HMAM: OS5 MCMOMNb3OBAHMS B KOMOMHALMM C BEHAMYCTMHOM M nocnepytoLen
nopaepxuMeatowei Tepanueit y 6onbHbix ¢ peunamnsamu PJ1 unm B cnyyae pe-
PPAKTEPHOCTH K PUTYKCHMMABY.
B PO ob6uHyTysymab sapeructpuposaH ans nevenus GonbHeix DIl ¢ npo-
rpeccMpoBaHMEM 30BGONEBAHMS UMM HE OTBETMBIIMX HA NEYEHME PUTYKCMMO-
6om n1bo putykcumab-copepxaummm cxemamu MNXT (nporpeccuposatme Bo
BPEMs Tepanuu unu B TeveHne & MEC. Mocne ee OKOHYAHMS) B KOMBOMHALMM
¢ GEeHRAMYCTMHOM M NOCNeAytoWeN NOAREPXMBAIOWEN MOHOTEPANMEN OBUHY-
Ty3yMabom.
Cxema npumeHeHus u gosbl npenaparos npu OJ1:
v 06uHyTysymab — 1000 mre/ss 1, 8 u 154 gru s umkne 1; 1000 mr
8/B B 1-1 meHb B UMKnax 2-6;

v 6eHpamycti — 90 mr/m? B/B B 1+ M 24 AHM BO BCEX LMKNAX neve-
Hus (1-6).

MNpoponxurensHocTs UMKna — 28 aHen.
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Aeyenne peunanBoB u peghpakTepHbix ¢hopm

Buonornyeckme 0CoBEHHOCTM OMYXONM TAKOBLI, YTO PA3BUTME PELMAMBOB
npu @I HensbexHo. [Mopbop Tepanum npu KOXAOM MOCNERyIoWeM peLmanee
NPERCTaBNSETCS BCe GOMee CMOXHbIM, KAXKAAs MOCTERYIOWAS PEMUCCHS — KOPOYe
npensiaywen. MNosTopHoe NpUMeHeHHe pUTYKCMMAGa B KoMBMHaLMK ¢ XT ueneco-
06pa3HO, eCn NMPOTUBOOMYXONEBbIM SAPEKT COXPAHMNCS XOT Bbl & Mec. nocne
3QBEPLUEHUS UMMYHOXUMUOTEPANMK. B npoTvBHOM cryyae pedb upet o Hebnaro-
NPMSTHOM NO MPOTHO3Yy PECPPAKTEPHOM K PUTYKCMMABY rpyrne GonbHbIX.

B peunnmee, kak v B pebiote 3a6onesaHms, GONLHON MOXET HE HY>XAATLCS
B HEMEANEHHOM BO30GHOBNEHMM nevetus (cornacHo kputepusam GELF). Takmu-
KO NEYEHMs PELMAMBOB 3ABMCHUT OT MHOTMX CPOKTOPOB, OAHOKO PelaIOWMMM
ABNAETCS ANMUTENLHOCTb MPEALECTBYIOWEN PEMMCCMM U METOR €€ ROCTHXEHMS.
Mpyu HOAMUMM NOKABAHMI K Hayany Tepanuu GONbHOMY MPOBOAMTCS NEYeHUe
no NMpPorpammam, He OGNAACIOWMM MEPEKPECTHOM PE3UCTEHTHOCTBIO K Mpe-
peipywemy pexumy XT (Hanpumep, cxema R-FND nocne R-CVP mnu RB noc-
ne R-CHOP). B cnyyae nosgHero peumamMBa MOXHO MPOBOAUTL TEPAMMUIO MO
CXeme, UCMOoNb3OBAHHOM B neblote 3060NeBAHMS, HO3HAYATL AHTPALMKIMHLI B
cnyuae, ecnu onu He npumensiucs (R-CHOP). B cnyvae pedopakrepHocti k
antpauuknmuiam (R-CHOP) sosmoxHo ncnonbsosarme komburaummn VBR (6op-
Te30MM6, BGEHAMYCTUH, PUTYKCMMAB):

v putykenmab — 375 mr/m? 8/8 kanensHo 8 1, 8, 15 u 22+ gHu

B 1-1 geHb KAXXEOro nocneayiowero Kypca;

V' Gopresomnb — 1,6 mr/m2e/e b 1,8, 15 1 22-i gHu;

v 6eHpamyctui — 90 mr/m? 8/B kanensHo B 1-1 1 2+ gHM.

C nannuaTMBHOM LENbio HO OTAENbHbIE 30HbI, BbI3bIBAIOWME CACBNEHME,
WMPOKO MPUMeHseTcs ny4vesas Tepanus. [pu pedbpakTepHOCTU K pUTYKCHMA-
6y NepcrnekTMBHO NpUMeHeHHe 0BMHYTY3yMaba B COYETAHMM C BEHRAMYCTH-
HOM M nocnefytolei NoaaepPXMBAOLWEN MOHOTEPANMEN OBUHYTY3yMABOM.

B cnyyae nogrepxperus tpaHcdpopmaunn O GonbHoMy nokasaHa Tepa-
Musi MO NPOrPAMMAM neveHms andpdpysHoi B-kpynHoknetouHoi numcpoms. Mpu
peunansax DIy monopsix GonbHbiX BoaMoxHo nposeferne BAXT ¢ aytollCK.
Haunbonee 6naronpusatHeim spemerem ans BOXT ¢ aytolTCK cuutaetcs 2-9 unm
3-1 pemucens. bonbHbiM ¢ peumareamm OF1, KOTOPbIM HE MOKA3AHO NPOBEAEHME
BOXT, nocne adpdpekTMBHOTO MHAYKLMOHHOTO 3TANA HA3HAYAETCS MOAREPXMBO-
foWas TePAnMs PUTYKCUMABOM KaKAbIE 8 HEA. HA MPOTAXEHUU 2 feT.

17.5. Jlnmcboma m3 KneTok 30HbI MAHTUM

NMumdboma 3 knetok 3oHbl manHtn ([TIKBM) — B-knetounas numdpoma,
XAPAKTEPH3YIOWASCA HORYNAPHBIM, MOHTUIHBIM, AMAOCPY3HBIM TUMIOMK POCTa
WM MX COYETAHMAMM.
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OnupeMmonorus

NIK3M  cocrasnsier 2-7 % scex HXJ1. B 3anapHoi Espone, CkangmHa-
Bum u CLUA ee yacrora sapsupyet ot 0,5 go 0,7 Ha 100 000 Hacenehms,
npuuem y miopeit crapwe 65 ner sabonesaemocts Bospactaer go 3,9 cny-
yas Ha 100 000. Bonetor npenmyiectBeHHO NOXMIbIE MYX4MHbI (MEAMAHA
sospacta — 65-75 ner, cootHoweHue myxumH/xeHumn — 2-4:1). B CLLA
exeropHo 3abonesaert nout 6000 yenosek, 4TO KOCBEHHBIM OOPA3OM CBUAE-
TenscTeyer o ToMm, 4to B PD exeropHo ponxHo ebissistees He meHee 2500 Ho-
BbIX CTy4QEB.

Knuuuka

JTK3M B nopasnsiowem yncne ciy4aes NpPeAcTaBIEHa ArpeccuBHO MpoTe-
KatoWmMM 3060NEBAHMEM, BOBNEKQIOWMM PASIMYHBIE TPYMMbI TMMADPATUHECKMX
yanos, konblo Banbaeitepa, neyeHb, ceneseHky, KOCTHbIM MO3F C NeMKO3HbIM
coctasom kpoeu, XKT, opbuty u ppyrme akcrpaHopansHeie opratsl. JIK3M
XOPOKTEPMU3YETCs MHRONEHTHbIM TedeHuem nuwb B 10 % cnyyaes, 4to cooTHO-
cutes ¢ otcytcreuem runepakcnpeccun SOX11, Hannumem MyTaumit B reHax,
KORMPYIOWMX CHHTES TXENbIX LENER MMMYHOTMOBYNMHOB, CMNIEHOMEranUen
YMEPEHHbIM NEAKOLIUTO3OM.

OuarHocTtuka

Mopdbonoruyeckue BapUaHTbi: KNACCHYECKMi (HORYNAPHBIM, AUCDOADY3HbIN,
MOHTHUIAHBIA M PONIMKYNSPHBIN] M ArpeccuBHbIi (MNEOMOPdOHbIM M BnacToup-
Hbir). Onyxons nmeer nmmyHodperotun CD20+, CD5+/CD43+, wumknu
D1+, BCL2+, CD3-, CD23- (peakue omnyxonu MOryT 3KCMpPecCHpOBATb
CD10, CD23, BCL-6). Nupekc nponndpepaumn meree 30 %, kak npaemno,
accoummpyetcs ¢ bnaronpuaTHLIM TeyeHnem sabonesanus, Npu GnacToMpHoM
BapuaHte oH moxeT gocturars 80-90 %. B cnoxHbix auarHoctmueckmx cryya-
X LenecoobpasHo sbinonHexue uutoreHetnueckoro/FISH-uccnegosarms ans
soisenenus t(11;14). B pepkux cnyuasx, npu TMIMYHOM KNMHUYECKOM M MMMY-
Homopdponoruyeckoit kaptuie orcytersytor H(11;14)(q13;932) v runepakc-
npeccus umknnHa D1, umeetcs runepakcnpeccus umknmia D2 mnu D3.

Teyenune

leyebHas TOKTMKG OMpepensercs PaCcNpPOCTPAHEHHOCTLIO (cTapuen) 3a-
Gonesanus, MOPdPONOTMYECKMM  BAPUAHTOM/ MponudpepatBHON  dopaKum-
e/t oryxonu, BO3PACTOM M COMATMYECKMM cTaTycom GombHbix. Onpepensio-
el SBNAETCS BO3MOXHOCTb MpoBefeHus WHayKumoHHon BIXT/koHconmpaumu
ayT1olTCK. OcobetHoctsio JIK3M sensietcs peunpmsmpyiolee tedeHne, HeCMo-
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Tps HO pasnuutbie pexumbl Tepanuu. [pu npumenernn (R)CHOP-nogo6HbIx
KYPCOB MOMHbIE PEMMCCHMU JOCTUTAOTCS B '/, Cy4aes, o MeanaHa GeccobbiTuit-
Ho¥t BbbxMBaemocTn coctaenset 16-20 mec. Mcnons3osarne TepanesTMyeckimx
MOHOKNOHAMbHbIX aHTMTen, MHaykumonHon BOXT u aytoTTCK crano adpdpekrme-
HbIM CMOCOBOM AOCTMXEHMS MOMHBIX PEMUCCUM, ANUTENbHOM BECCOBHITUIMHOMN M
obLei BbXMBAEMOCTU Y BonbHbIX Monoxe 65 net. BeepeHne BbicOkMX AO3 L-
TAPABMHA B CXEMbl MHAYKLIMOHHOM Tepanmm No3BOAMNO AOCTMYL OBWEro OTBeTa
90-95%, o NonHbIX PEMMCCHIt — HE MEHEE YEM B MONOBKMHE CIYHAEB.

MNpu HesoamoxHocTH npumereHus pexxumos R-CHOP unu RB y naunertos
C HEYROBNETBOPUTENbHbIM COMATMYECKMM CTATYCOM MOXHO MCMONb30BATH KNG-
APMOMH C PUTYKCMMABOM MM METPOHOMHyIO Tepanuio, Takyto kak R-PEPC.
B psne cnyuyaes Bo3MOXHO MpoBefeHMe Ny4eBOM Tepamnmu, ocobeHHo npu |-
Il crapuu 3a6onesanus. B peunarse MoxHo ncrnonb3osats donyAApAGHH.

HoBbIM 1 0YeHb MEPCMEKTUBHbLIM HOMPOBNEHUEM SBNAETCS OKTUBHOE BHEAPE-
HWe B KIIMHWYECKYIO MPAKTMKY HOBOTO TOPreTHOro Npendpara — MHrMéuropa
TUPO3WHKKMHA3bI BpyToHa MBPYTMHMOA, MEXAHM3M AEMCTBMS KOTOPOTO HAMPAE-
neH Ha BNOKMPOBAHKME MEPERAYM curHana ot B-knetouHoro peuentopa K sapy
KNeTKM.

Aaroputm Tepanmn AK3M
1. B neueHmm nokanbHbIX CTORMI NMOKA3AHO MPEUMYIIECTBO KOMBUHMPO-
BAHHOTO XMMMony4esoro nevenus nepep XI, pemuccun gocturatotcs y
95 % GonbHbiX.
2. PacnpoctpaHeHHbie ctaauu, naumentsl monoxe 60-65 net ¢ coxpat-

HbIM COMOTMYECKMM CTATYCOM, SBASIOWMECS KAOHAMAATOMM ANs NPOBEfE-
Hust BOXT u aytoTTCK.

[Nepsas nmuns Tepammm:

v PexkoMmeHayeTcs NpoBefieHMe MHAYKLUMOHHON Tepanuu C MCMONb3o-
BAHMEM BbLICOKMX AO3 LMTOPABMHA, KOTOPbIE MOTYT YEpPEegoBATHCS C
CHOP-nopo6Heimm cxemamu: R-HyperCVAD/R-HMA, R-MaxiCHOP/
R-HD-AraC, R-EPOCH/R-HMA, R-CHOP/R-DHAP.

V" TTpu BOCTUXEHUM YACTUUHBIX MIM MONHBIX PEMUCCHI BINONHAETCA CEOp
QYTONOTMYHBIX FEMOMO3TUYECKUX CTBOMOBbIX KNETOK.

v KontponbHble o6cneposanms B Teuenne 1-ro roga nocne aytollCK
BbINONHsOTCA Kaxable 3 mec. u skatoyaior KT, Y3M, koHTpons muHu-
ManbHOM OCTATO4YHOW GonesHu B KOCTHOM mosre. MonekynspHsii pe-
LMAMB MOXET BbiTb KYMMPOBAH MOHOTEpANMeH pUTyKCUMaGoMm. [uHa-
Muueckoe Habnopenne nocne aytol[CK npoeoautcs He meHee 5 ner
¢ untepsanom 3-6 mec. [Npu orcyTcTBUM NMONHOM pemuccun nocne
MHTEHCUBHOM MHRYKLMOHHOM Tepanuu u ayTol[CK y monoabix 6ombHbIX
JTK3M uenecoobpasHo paccmorpets Bonpoc o sbinonHeHun annol[CK
(«TaHpeMHas» TpaHcnnaHTaums).
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Tepanus peumngnsos:
v" TpoTMBOPEUMAMBHAS Tepanms ONPEenseTcs CXeMoM MHAYKLMOHHOM

3.

TEpanUU M MPORONXKMTENLHOCTLIO pemmuccuu. [lpu mcnonbaoBaHuK B
kauectse nepsoit nuHum Tepanmu tonko CHOP-nopo6HeIx Mnu donyna-
PABMH-COREPXALMX CXEM MOXKHO MPUMEHSTh BbICOKUE/CPERHME AO3bI
untapabuta (R-HAD + B) unu nnatHocopepxaume Kypcsl tTepanmu
(R-DHAP, R-GIDOX), pasnuuHbie KOMBUHALMKM GEHAAMYCTMHA C UM-
TAPABMHOM M/Mnn 6OPTE3OMMBOM. YUUTHIBAS XMMHUOPE3MCTEHTHOCTS,
BO3MOXHO BK/IOYEHME HOBbIX TAPreTHbIX NPENAPATOB.

AyToTTCK MoxeT paccmaTpusarses B Ka4ecTse KOHCONMMAALIMM BTOPOM
NUHWW TEPANMM NPU XMMUOUYBCTBUTENLHOM PELIMAMBE.

Npu passutMM peunanBa nocne BLICOKORO3HOTO LMUTAPABGMHA M ayTo-
TICK BO3MOXHO MpUMEHEHME MIATUHOCOAEPXKALWMX PEXMMOB M BeH-
AAMYCTHHQ.

Y GonbHbix Monoxe 50-55 net passutie peumanBa noppasymesaer
paccMmoTpeHue Bonpoca o BeinonHerun annolKM ¢ Hemuenoabnatme-
HbIM PEXMMOM KOHAULIMOHWUPOBAHMS.

Bonbhbie crapwe 60-65 net 1 naumeHTsl, He sBAsIOWMECH KAHAMAATO-
MM NS NPOBEAEHMS MHTEHCHUBHOM Teparnmu.

[lepsas nuHus Tepammm:
V' Llensio Tepanuu B 3TOM rpynne sBnstoTCs AOCTUKEHUE PEMMCCUM U ee

noafepXaHMe HEXMMMOTEPANEBTUYECKMMM cpefcTBamu. Bribop Takti-
K1 onpepensercs B Nepsyto oyepefb COMATMYECKMM CTATYCOM MALMEeH-
T4 M HOnMuMeM comyTcTeyloweit natonormu. [lposoautcs 6-8 kypcos
MHAYKLUMOHHON MMMYHOXMMMOTEPANMM C Mnocneayiolen NoaaepXKom
pUTyKcMMabom. B Hacroswee Bpems GA30BLIMKM PEXMMAMM NEYEHMS
GonbHbIX cTaple 65 neT ¢ COMATMYECKM COXPAHHBIM CTATYCOM SBASIOT-
cs komM6uHaumm RB u R-CHOP.

K Gonee WMHTEHCMBHbLIM BOPMAHTOM MHAYKUMMU MOXHO OTHECTU CXEMY
R-BAC (6enpamyctnn 70 mr/m2 8 1-2- geHb u umtapabun 500 mr/m?
B 1-3-1 peHb 1 pas B cytku).

Py HanMuMK TAXENOM COMYTCTBYIOWEN NATONOMMM PEKOMEHAYETCS UC-
nonb3oBaHue meHee nHTeHcuBHbIX cxem: R-CVP, meTpoHomHas Tepanus

R-PEPC.

Tepanus peumnpmsos:

BosmoxHo npumeHeHne cpepHux pos uutapabuia (RHAD + B),
nnatmHocopepxawmx kypcoe (R-DHAP(Ox), R-GIDOX), pasnnutbix
KOMBMHAUMM GEHRAMYCTMHA € LUMTAPABMHOM W/Mnn GopTe3oMMBom
nocne ucnonbaosaxms s nepsoi nuHumn Tepanmmn CHOP-nogo6Hbix nnu
donynapabun-copepxalymx cxem. Y NALMEHTOB C HANMMYMEM COMYTCTBY-
lolleid NaTonorMM MM NPy BTOPOM peLnamBe BOSMOXHO MPUMeHeHWe
Takux cxeMm, kak RB, R-PEPC.
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17.6. Jlumdboma 13 KNETOK MAPTUHANBHOM 30HbI

TepmuH «numdpoma 13 Knetok mapruHansHom 3oHbl» ([TIKM3) Bnepsbie Gbin
ucnonsaosaH B REAL-knaccudpukaummn 1994 r. B Hacrosiuee Bpems ycraHosne-
Ho, 4to JTKM3 BO3HUKAIOT M3 KNETOK, SBMSIOWMXCS OMyXONEBbIM SKBMBANEHTOM
HOPMQIbHBIX KNETOK MAPrMHANLHOM 30HbI, OGHAPYXMBAEMbIX B NTMMAPOUAHOI
TKOHM ceneseHku, cnmanctbix obonouek (MALT) M, B MeHbwel crenenu, num-
doatnyeckmx ysnax. B cospemenHoi knaccudpukaummn BO3 2016 r. sbigens-
IOT 3KCTPAHOAAMbHYIO TMMAPOMY MAPTMHAMNLHOM 30HbI, ACCOLMMPOBAHHYIO C
NUMADOMAHON TKAHBIO CMU3UCTOM OBONOUKM, TMMAPOMY MAPTMHANBHOM 30HbI
ceneseHku, MMMAPOMY MAPTHUHATLHOM 30HbI TMMJPATUHECKOTO Y3na.

Knunuka

NIKM3 xapaKkTepuayetcs MHOONEHTHbIM TEYEHUEM, S-NETHAS BbIKMBAEMOCTb
pasHa 80 %, cpenHee Bpems fo Tepanuu cocrtasnset okono 3 net. Yacrora
TKM3 cocraenset 7 % Bcex nMMcpoM.

NTKM3 o6bepnHeHbl B TpW rpynmbl N0 OBWHOCTA NPOUCXOXAEHMs Onyxone-
BbIX KNIETOK, CXOACTBY MOPTDONOrMYECKOM KAPTMHBI, MMMYHOGPEHOTHIY:

1) HopanbHbie TMMAPOMbI MOPTUHALHOM 30HbI (M3BECTHBI TAKXE KOK MOHO-

unTOoMAHbIE B-knetouHbie numdpomsl);

2) nMMAPOMbI MOPTUHOMBHOM 30HBI CENe3eHKU (C MnM 6e3 BOPCHMHYATHIX

numcpoumTos);

3) akcrpanopansHas numdooma MALT-TMRA (MyKosa-accoUMMpPOBAHHAS).

Yactota nopakeHus pasnMuHbLIX OPraHoB M TKAHEM HEORMHAKOBA

(ra6n. 17.7).

Tabnuua 17.7. Yactota pacnpeneneHus nmMoOoM 13 KNETOK MARFMHANBHOW 30HI

Nokanusaums | Yacrora, %
XKenynok 34
[onosa 1 wes 11
Koxa 10
Mnasa 10
Nerkune 9
Kuweunmk 8
OuccemnHmnposaHHbie B pebiote 7
MuoxectserHoe nopaxenue XKT 4
LntosnaHas xenesa 4
Monounas xenesa 3
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Ouarnoctuka

Onyxonesbie knetku 0BbIYHO SKCMPECCHPYIOT MOBEPXHOCTHbIE (pexe —
uMTonnasmaTuieckue) nmmyHornoGynuts (IgM, pexe IgA u IgG), nau-B-kne-
TouHble aHturensl (CD19, CD20, CD22, CD79a) npw otcyTcTamm akcnpeccum
CD5, CD10, CD23 u umknuHa D1. B GonbumHcree cnyyaes akcnpeccupyercs
BCL-2. CnoxHocTblo MMMYHOGPEHOTUMMYECKOM AMATHOCTUKM SIBNSIOTCS OMy-
XONM C ATUMMYHBLIM MMMyHOdpeHoTHom (npucyTctene CDS+ n CD23+ unm
akcnpeceus umknnHa D1). B atom cnyyae pudbcbeperumansHas auarHoctmka
NpPoBOAMTCs ¢ MenkoknetouHorn numdpomoit nnu JIK3M. Lintorenetnyeckue Ha-
pyleHus 13yyeHbl Mano. XapakrepHas ans akctpaHopansHon MALT-nmdpomb
TpaHcnokauus t(11;18)(q21;921) He onpepensetcs npu NEPBUYHbLIX HORAMb-
HoM 1 cnnennyeckom TIKM3.

Knuuuueckas xapaktepuctuka

HogansHsie mumcbomsl MapruHansHo# 30Hsl. DToT Hanbonee Pepkuit u
HaMMeHee BGnaronpusTHLIA MO NPOrHO3y BAPUAHT cocTtasnser okono 15 % Bcex
JTKM3 1 okono 2% Bcex numdpomaHbix onyxonei. MHorue xapakrepuctu-
KM HORAMbHBIX NMMCPOM M3y4YeHbl HEROCTATOYHO. 3060NEBAHME BbISBNSETCS B
MOXMIOM BO3PACTE, HECKOMbKO Yalye y xeHwmH. Hanbonee yacto nepsbim
OCHOBHbIM MPOSIBNEHMEM GONE3HM ABNAETCA NOKAMbHAS MM FEHEPANU3OBAHHAS
numdpapeHonatis. Obliee COCTOsHME AONTO OCTOETCS YROBNETBOPHUTENbHBIM,
CHUMMTOMbI MHTOKCUKALMM PEAKM, O MOPAXKEHME KOCTHOTO MO3Id BCTPEYaeTcs
MeHee YeM Y MONOoBMHbI GONbHbIX.

HenasHo ycraHosneHo, 4to puck passutus HogansHoi JIKM3 ysennumnsaer-
C 'y NALMEHTOB C OYTOMMMYHHbIMM 3060n€BAHMIMM TUIIA cHHAPOMa LLlerpera
W TpeonanTa Xacmumoro.

JIMMcbOMbI 13 KNETOK MQPrMHQIBHOM 30HbI CENe3eHKM (+/— BOpCUHYQTbIE
numcpoumTbl) — pepko BeTpeuatowascs onyxons, cocrasnsetr 20% JTIKM3 u
3% Bcex HX/1. MIMMyHOdbeHOTHUMMYECKM HO NMOBEPXHOCTH OMYyXONEBbIX KINETOK
BbisiBnsAOTCS MMMyHornoBynunsl (IgM u IgD); akenpeceunpytorcs CD19, CD20,
CD79a npw otcyteremn CD5, CD10, CD23, CD43 1 CD103. Unknmn D1 or-
cytcreyer. Orcytcrane CD5 u CD43 nossonset uckntounts X171 1 JIK3M, a or-
cytcrene CD10 — DJ1. OcHOBHBIMM LMTOTEHETUYECKMMM OCOBEHHOCTAMM $B-
nsiotcs otcytersme t(11;18) u peaparxuposku bel-2. Tpancdbopmaums TKM3
CeneseHkM B arpeccuBHyIO TMMAPOMY MPOUCXOAMT PERKO.

B omuune or ppyrux sapuantos IKM3 umeer psa ocobenrocren. 3a-
6onesaHue yalje BosHukaeT B Bospacte crapie 50 net. OcHosHbIM Nposie-
neHuem GonesHW SBNSETCH CMIEHOMEranus, NMOPAXeEHWEe KOCTHOrO Mo3ra 6es3
BOBEYEHWS nepuddepuiecknx numdpatnieckmnx ysnos. Cregyer nopyepkHyTb,
4YTO OMyXONeBOE MOPAXEHME CENE3EHKM BbISBMAETCS MPU STOM BAPMAHTE BCEr-
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4, HE3ABMCMMO OT €€ PU3MEPOB, AAXE E€CNM YCTOHOBNEHO TONBKO MOPAXEHUe
kocTtHoro mosra. Ecnu B kposu Bbisensetca Gonee 20 % BOpcHHUQTLIX KNETOK,
TO peyb MaeT o ceneseHo4Hoi popme JIKM3 ¢ BopeuHUyaThiMm numdpoumTamm.
CHMMNTOMBI MHTOKCMKALMM BOBHUKAIOT pefko. Y '/, GombHbIX MOXeT O6Ha-
PY>XMBATLCS CEKPELMS MOHOKIOHANLHOMO MMMYHOMMOBYNIMHA, HO 3HAYWTENb-
HOsi TMNeprammarnoBynMHEMMs M MOBBILIEHHAS BA3KOCTb KPOBM peaku. MoHo-
KNOHamNbHAsS napanpotenHemus Tpebyer anMdodpepeHUManbHOM AMArHOCTUKM
¢ makpornobynuHemueit BanspeHcrpema.

OudbdbepeHumanbHbii AUMArHO3 OCYLLECTBASETCS C MENKOKNETOYHON NMMMApO-
moit/nerkosom (XM, Bonocatokneroursim neitkosom), DI, KM, numdpo-
NNA3MOLMTAPHON TMMADOMON.

MAILT-numcpoma — onyxons, passmMBaiowascs U3 NMMAOOMAHON TKAHM, aC-
COLMMPOBAHHOM CO CIU3UCTbIMKM OOONOYKAMM.

MALT-numcpomsl coctasnstor 7-8 % scex HXIT, 6yayun 3-m no cuety Hau-
6onee PACMPOCTPAHEHHbIM MCTONOMMYECKMM BAPUAHTOM (nocne andpdoys-
Hoit B-kpynHoknetouoit numdpomsl u PJf1), u sensiorcs HambGonee YaCTbIMM
(50-70%) cpeant HXIT maprunansHoit 3oHbl. OCHOBHOM MPUUMHON PA3BMTHUS
MALT-nMMdboMbI siBNSeTCS BOBHUKHOBEHME AYTOPEAKTUBHOW NMMAPOMAHOM TKO-
HM BCIEACTBME XPOHMUYECKOrO BOCTIANMTENLHOTO (Hanpumep, nHdpekums Helico-
bacter pylori 8 xenynke, Campilobacter jejuni 8 peeHORLATUNEPCTHOM KMLKeE)
MM ayToMMMyHHoro npouecca (cuHapom LWerpera, Mpeonant Xacrumoro).

Onyxonesbie knetku obblyHO 3Kcmpeccupyiot IgM (pexe — IgA unm
IgD), CD20, CD7%a npu otcytctemm akcnpeceun CDS5, CD10, CD23 u cno-
60 akcnpeccupytor CD43 u CD11. Kpome Toro, akcnpeccupyiorcs accoum-
MPOBAHHbIE C KNETKAMM MAPruHanbHoi 3oHbl antreHsl CD21 u CD35. Crpo-
ro cneumdpuueckux mapkepos MALT-numdoombl Het. Yacto scrpeuatowascs
t(11;18)(921;921) Hukorpa He HaBNORCETCA MPU HORANLHOM KM CENE3EHOYHOM
dpopmax JIKM3.

Knunuueckas ocoberHocts MALT-TumMdooM — MX MHEONEHTHOE TeUYeHMe.
B Gonbwunctse cnyvaes MALT-iumdooma paseuBaetcs y B3pocnbix (CpenHwit
Bospact — &1 rof), HECKONLKO YaLWE Y XEHIWMH (COOTHOWEHME MYXYUMH/ KeH-
wmH —1:1,2), Ho MoxeT BcTpeyatses B mo6om Bospacte. Beisensercs sabone-
BaHME npenmyluectseHHo B |-l cTagmu, nopaxeHue KOCTHOrO Mo3ra Habnio-
ACETCA PEfKo.

Passute MALT-1MmMdpom B aKCTpaHORAbHbIX OBACTSIX ABMSETCS MX OCHOB-
HOM XOPOKTEPUCTUKOM.

XapakrtepHoi ocoberHocTsio MALT-nmdpom xenyaka sensetcs mx aHtu-
FeHHAs 30BUCMMOCTb OT MHOPULIMPOBAHMS CIM3MCTON 0BONoYKM Xenyaka H. py-
lori — cnupanesupHoM rpamotpuuaTensHoi Gaktepueit. Teuenne sabonesa-
HWS ANIMTENbHOE, B KIMHMYECKOM KAPTMHE ROMMHUPYIOT 6OMb B MUraACTPANbHOV
o6nactu, TOWHOTA, PBOTA, CHMXEHME AMMeTUTa, Auapes, noxyaeHue. B no-
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naensiowem GonslmHcTee cnydaes B-cumntomsl otcytctsytor. 3abonesatue
PenKo AEBIOTUPYET XENYROUHbIM KPOBOTEUEHMEM, NepdPopaLMeit, MONHOM MK
YOCTUYHOM KMIWEYHOM HEMPOXOAMMOCTbIO. 3a6ONEBAHNE MOXET BbISBISTLCS MPH
obcnegoBaHMM Mo NOBOAY FACTPUTA, S3Bbl UMM PAKQ Xenynka, GuiBaeT cnyyai-
HOWM HOXOAKOW NPM AUCMAHCEPHOM OBCNEeNoBaHMM.

Kaaccugpuxauns Lugano (1994 r.):
| crapus — onyxons B npepenax XKT:
ofMHOuHbINA nepeuyHbiit ouar (IET — cnuancras, nogenusucras; IE2 —
MbIWEYHBIA CIOi, ceposal;

v MHOXECTBEHHbIE MEepPBUYHLIE OYArM B MPEAENax OfHOTO OPraHa;

Il crapns — onyxons, Beixopswas 3a npepens XKKT:

[IT — BoBneueHsl nokanbHele MMMAPATUYECKME Y3Mbl (MEPUrACTPAnbHbIE B
cnydae NOPAXeHMs Xenyaka; NAPAMHTECTUHANbHbIE ANs TMMAPOM MoGoro or-
Aena KUIWeYHMKa);

12 — BoBneyeHb oTAONEHHbIE NMMMADATUYECKME Y3Nbl (ME3EHTepUanbHbIE
ANs MMMCPOM KMILIEYHWKA; NAPACOPTANbHbIE, NAPAKABAbHbIE, TO30BbIE, MOA-
B3[OLHbIE M AP. B NpPepenax GpIoWHOM NonocTM 1 3a6PIOWMHHOTO MPOCTPAH-
ctea);

IIE — neHetpaums ceposHoro nokposa ¢/6e3 NPOPACTaHMS NPUAEXAaLMX
OPraHoB U TKAHEN;

IV crapus — nopaxenue XKT ¢ BosneyeHnem HaRAMAdOPArMAmbHBIX NM-
doaTUYECKMX Y3MOB MU AUCCEMMHMPOBAHHBIE OYATK C NIOBLIM OBbEMOM NOpa-
XeHHWs TMMJPATUYECKOTO annapaTa.

[prMeyaHme: OCHOBLIBASCH HO MPOTHO3E, ABTOPbI OBbEAMHUIM KIIMHWUYECKME
CUTYaLMM C HOAAMAGOPATMAbHBIM HORAMbHBIM MOPCXEHMEM M AUCCEMUHMPOBAH-
HbIM MPOLIECCOM, 4TO MPHBENO K OTCyTCTBMIO B Knaccudomkaumm Il crapmm.

llTeyeHne MHponeHTHbIX (BANOTEKYWMX) NTUMAOM

MALT-Armcbombi skeAyaka

BeiGop Taktmkm nedenms GonbHbix MALT-numdpomon xenyaka sasucut ot
CTapMKM 3a6onesanms u ot uHdbmuumposantoctn H. pylori

Partue cragnm, mHcpuuymposarHocts H. pylori. Mpu Bbisenernn uHdouum-
posaHHocTM H. pylori Gonbhbim ¢ IET cTapgueit pekomenpyetcs spagnkaum-
OHHOSI AHTUXENUKOBAKTEPHAS AHTUBMOTUKOTEPANMS C SHROCKOMUYECKMM MOf-
TBEpXAeHuem apapukaumm H. pylori yepes 3 mec.

Mpwu seisenermn Tpancnokaumu 1(11;18) nocne aHtuxennkobaktepHoi Te-
panuu (BHe 30BUCMMOCTH OT ee 3PCPEKTUBHOCTM) HA3HAUYAKOT MOHOTEPAMMIO
putykcmabom unu nydesyto tepanmio 8 COL 24-30 Ip.

[Npu Mopdponornyeckn FOKA3AHHOM perpeccumn MMMAPOMbI M 3PAANKALIMM
H. pylori yepes 3 mec. pekomeHpyetcs anHammdeckoe Habnioperme. Mpu co-
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xpaHenun H. pylori nokasaHa aHTMXenMkoBaKTepHAs Tepanus BTOPOA NMHMM
O MONHOM 3PAAMKALIMM MHAPEKLIMM.

Mpu orcytcteun perpeccum NUMAPOMbI HAPSARY C QHTMXENMKOBAKTEPHOM
QHTUBMOTMKOTEPANMEN MOKA3AHA Ny4eBas Tepanus (B 30HY obnyyeHus Heob-
XOAMMO BKMIOYATb XXENYAOK M nepuractpansHeie numdoatmnyeckue yansl, POM
2 p, COM 24-30 Tp).

NMepcucreHums unm nporpeccuposaHme numdpomsl yepes 3—6 mec. nocne
ny4esom Tepanmu sensercs ocHosaHuem ang XT no cxemam ans O 1-2-ro uu-
Tonoruyeckoro tmna (R-xnopambyuun, R-CVP, RB, knagpubuH 1 1.4.).

AnanornyHas TaktMka nokasaHa GonbHbim ¢ IE2, IIE crapmamm npu Hanmumm
H. pylori. OpHako B cBsian ¢ MeHbleh 3ddDEKTUBHOCTLIO AHTUEUOTUKOB B ACH-
HOW rpynne GonbHbIX PEKOMEHAYETCS Gonee PAHHEE HAYANO NYYEBOM TEPANMM.

Pannme cragmm, orcyrcrsue H. pylori. Ecnn H. pylori ve o6HapyxeH u ah-
TUTENA K HEMY OTPULIATENbHbI, BOMbHLIM C PAHHUMM cTaanimu MALT-nmdbomsl
Xenyaka nokasaHa nyyesas tepanus. bonsheim ¢ 1(11;18) Heobxopnmo yee-
NUYMBATL FO3Y NMy4EBOM Tepanuu. [pu HaNMYMM MPOTMBOMOKA3AHMM K Ny4eBOM
Tepanun peKoMeHAYeTCsi MOHOTEPAMNMS PUTYKCUMAGOM.

Yepes 3-6 Mmec. nocne 3aBeplIEHMs Ny4eBOM Tepanuu cnepyer nposec-
TM PECTOAMPOBAHME C SHAOCKOMMUYECKMM MCCNEOBOHMEM M GMONCHEN 30H
nopaxenus. [pu NONHOM pemuccmM pekoMeHAyeTcs OBCNefoBAHME KaXfble
3-6 Mmec. 1 3atem exerofHo. [lepcucteHums nnu nporpeccMposaxne nmdoo-
Mbl yepes 3-6 Mec. nocne Ny4eBsoi Tepanum CryXuT ocHosaHuem ans XTI no
cxemam ang DI 1-2-ro yutonormueckoro mna.

Cragus IV. TokasaHuamu K Hayamy neyeHus GONbHbIX C PACMPOCTPAHEH-
HbiMM cTagnamn MALT-numdoombl xenyaka senstotcs GoneBor CUHAPOM, HAPY-
WweHune dpyHKUMM OPraHa, KPOBOTEYEHME, MACCMBHOE OIMyXONeBoe NopaxXe-
Hue. [Npu OTCYTCTBMM NOKABAHMI BO3MOXHO AMHAMMYeckoe HabnioaeHwe. [pu
HOMMYMM MOKA3AHUI PEKOMEHAYETCS MMMyHOXMMMOTEepanus (peskmsl ans OJ
1-2-ro UMTONOTMYECKOTO TUMA) MMM NOKANLHAS NyYeBas TEPANMS TOMLKO HA
nopaxeHHyto onyxonsio yacts oprada (POL 2 Mp, COL 20-40 p) & 3asucu-
MOCTU OT NEPEHOCUMOCTH NEYEHMS MALIMEHTOM.

B cnyyae peunpmBa neveHne MOXET BKNIOYATH MPUMEHEHHME PUTYKCUMAGA
B MOHOTEPAMMM MM B KOMBUHALMM C LmTOCTATMKOMM (Cxembl ansg PJT 1-2-ro
LIMTONOrMYECKOTO TUMA) M NyYeByIO TEPANMIO, ECTIM OHA HE NPOBOAMIACH B Mep-
BOM NUHMM.

MALT-AnmeboMbI APyrHX AOKaAM3aLIMH

Ycraroenetne guartosa MALT-TMMdbOMBI He CYMTOETCS MOKA3AHWEM K He-
MeRneHHOMyY Hauany neveHus. [ToKa3aHMAMK K NEYEHMIO SBASIOTCS HOPYLIEHWE
doyHKUMIM opraHa, Gonesol CUHAPOM, MACCHMBHOE OMYXONeBOe MOPOXEHME.
[Npn OTCYTCTBMM MOKA3OHMM PACCMATPMBAETCS BOMPOC O AMHAMMYECKOM HQ-
GNIOREHUM NPU BO3MOXHOCTH Er0 MONHOLEHHOTO OCYLECTBNEHMS.
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Tepanueit BbIGOPA MPM PAHHUX CTARMSX SBIAETCS My4EBAs TEPANMS HA BO-
BneyeHHsie obnactu (CO[ 30-36 Ip).

[NpK HanM4YMM NPOTMBOMOKA3AHMI K NYy4eBOM TEPANUU PEKOMEHAYETCS MO-
HOTepanus PUTYKCMMABOM. B oTRenbHbIX Cy4asx Npu BbISBAEHWUM CONUTAPHOTO
OMyXONeBOro O4Ard B TAKMX OPraHAX, KAK NEerkMe, MOMOYHOS Xenesd, WMTo-
BMAHOS Xenesd, TONCTAs KMWKA, Y NONHOCTbIO O6CNEefOBAHHbIX GOMbHbIX MOXET
6bITb LilenecoobpaseH XMpPYypPruieckmit Nopxop.

JleyeHne pacnpoCTpaHEHHbIX CTAAMNA

lNpu BbISBIEHMM PACMPOCTPAHEHHbIX CTARMI 3060NEBAHMS (SKCTPAHOAAMb-
HOE MOPAXEHME U MHOXECTBEHHOE HORAMLHOE PACMPOCTPAHEHWE) NPOBOAMT-
sl NleYeHmne B COOTBETCTBUN C PEKOMEHAALIMSIMM AN PACMPOCTPAHEHHBIX CTAAMHMA
®J1 1-2-ro uMTONOrMYeCcKoro TMNA.

lMNocne 3asepueHuns Tepanuu B ciydae ee adodPEKTUBHOCTU NMOKA3AHO AM-
HamMyeckoe HabnopeHne kaxasle 3—6 MecC., aanee — €XEerofpHo B TeyeHue
5 ner.

Npu peunamree pekomeHpyetcs Tepanus, aHanoruyHas Takoeown npu PJT.

IledyeHne HopanbHbIX NTUMMPOM MAPTUHANBHOMN 30HbI

BonbHbie HogansHeiMu JTIKM3 gomkHel nonyuars neyeHne, aHANOrMyHoe pe-
komeHposaHHoMy ans Of1 1-2-ro uutonormueckoro na.

Neuvenune ﬂMMCbOM MGpI’MHCIﬂbHOﬁ 30OHbl CEelIe3EeHKMH

MNMokasanuamu K Hauyany nedenuns GonbHbix IKM3 ceneseHku senstotcs cnne-
HOMEranus MM Nporpeccupytowas UMTonexus. bonbHbiM 6€3 3TMX CMMNTOMOB
MOXeT BbiTb PEKOMEHAOBAHO AMHAMMYECKOe HabniopeHue. Buibop TakTmku ne-
YEHMs MPM HANMYMM MOKA3CHMI OCYLIECTBMSETCS HO OCHOBOHMM AMATHOCTUKM
supyca renatmra C. [Npu HanMuMM NOKA3AHMIA K NEYEHMIO, BLISBIEHMM BUPYCA
renatuta C pekoMeHayeTcs NeYeHne BUPYCHOTO renaTmra.

[Mpu otpuuaTentHbIX pesynsTatax obcnefosaHms Ha renatmt C unu npotueo-
MOKA3AHMSX K MPOTUBOBMPYCHOMY NEYEHUIO BOMbHBIM CO CINEHOMEranmei NoKasa-
HO NpoBeaeHue MoHoTepanuu putykeumatom, TXT ¢ putykeumabGom mnu Bbinon-
HEHWe CMNEHIKTOMMM. [1pK OTCYTCTBMM MOKA3QHMM K HAYQMY NEYeHWs MnK nocne
30BEPLUEHMS KYPCO NEYEHUs PEKOMEHAYETCS OBCTEAOBAHME Kaxpble 3-6 Mec. B
TeueHue 5 neT u 3atem exerofHo. [pu NporpeccMpoBaHMM HO3HAYOETCS UMMYHO-
XMMMOTEPAMNMS B COOTBETCTBUM C PEKOMEHAALIMAMM ANt PACTPOCTPAHEHHBIX CTOAMHA
®J1 1-2-ro uMronormyeckoro Tmna.
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17.7. [udpdoysHas B-kpynHoknetounas numgooma

Oudocpystas B-kpynHoknetouras numcpoma (ABKI) — nanbonee uacro
BCTPEYIOWMICA BAPUAHT (rpynna 3060neBaHMi C PA3NUUYHBIMU KITIMHUYECKMMM
nposenexusmn u nporHosom) arpeccushbix HXJ1. Mopdoonoruueckum cy6-
CTPATOM IGHHOM OMyXonK SBnseTcs AndpdpysHas nponudoepaLms KPYnHbIX omny-
xonesbix B-knetok co 3penbiM oeHOTUMOM M PeapaHXMPOBKAMM B-knetouHbix
reHoB. B cospemenHoi knaccudpmkaummn BO3 Bbinensetcs Heckonbko BapUaH-
to [BK/: [ABKJ1 HeytouHeHHas (tvn u3 B-knetok repMMHOTMBHOTO LeHTPQ,
™nN 13 aktenposaHHbix B-knetok); [OBKI, 6oraras T-knetkamu/ructmoumnta-
mu; nepeunuras OBKM LIHC; nepeununas OBKIT koxw, TMR HUXHMX KOHEYHO-
cret; BOb-nonoxutenshas [BK/T HeyrouneHHas; BSb-nonoxwurensHas s3sa
cnuauctbix obonodek/koxu; OBKIT, accoummnposaHHas ¢ XpOHMYECKMM BOC-
naneHuem; nepsudHas B-kpynHoknetouHas numdpoma cpepoctenms (Tumycal);
BHyTpHcocyamcras B-kpynHoknetouHas numdpoma; ALK-nosutmsHas B-kpynHo-
KNeTo4YHas TMMdPoMa; NNAsMoBNacTHAs NMMAPOMA; NEPBUYHAS TMMAPOMA IKC-
cynaros; repnecsupyc 8-nonoxurensias [ABKIT HeytouneHHas.

SnupeMmonorus

[BK/ cocraenser okono 30-40 % scex HXIy sapocnbix u 15-34 %y pe-
Tei. ExeropHo Bo Bcem Mupe anarHoctupyertcs okono 30 000 Hossix cnyyaes
3aboneBaHus.

Knuuuka

Onyxonb reteporeHHa No KNMHUYECKMM NPOSBIEHUIM, MOPCPONOrMYECKUM
XAPOKTEPUCTUKOM, YYBCTBUTENLHOCTH K Tepanuu 1 nporHosy. Onyxons Moxet
pa3BMBATLCS de NOVO WM BOSHWKATb KK PesynsTar TPAaHCOPMALmMK fo6po-
KOYeCTBEHHbIX TMMCAPOM. Y BOMbLMHCTBA BOMbHBIX MMEIOTCA 3HAYMTENbHbIE NO-
KQmbHbIE OMYXOMNEBbIE OYArU U CUCTEMHBIE MPOSBNEHUS (BbIpaAXEHHbIe B-cumnto-
Mbl C TMXOPAAKOM, HOYHAS MOTIMBOCTL, NoTepst Macchl Tena). Onyxons Umeet
TEHREHUMIO K PAHHEMY MOPAXeHuio akcTpaHopansHeix ouaros (LIHC, auuku,
KOCTU, MSITKME TKOHM, NETKME, MOYKM, MeYeHb, CENE3eHKa).

OuarHocTtuka

HOuarxos [ABKJ1 ycraHasnMBaeTcs B COOTBETCTBIMM CO CTAOHAAPTAMM AUATHOC-
TUKM NUMCPOM.

IMMYHOQPEHOTUI OMYXONM XAPOKTEPU3YETCs SKCnpeccHein naH-B-knetou-
Hbix anturenos CD20, CD79a, PAXS (MoHoMOpdoHAS MHTEHCHBHAS AREPHAS
akcnpeceus), CD45 u orcytcranem akcnpeceun CD3. CD10 akcnpeccupyercs

8 30-60% cnyuaes, BCL-6 — 8 60-90%, BCL-2 — 8 30-50%, MUM.1 —
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B 35-65%. B 10% cnyuaes scrpedaercs CD5-nosutmsHas [IBK/1, 1pebytowas
anMcpbdoepeHUManHOM AUArHOCTHKM ¢ GnactouaHsiM Bapuantom JIK3M. [BKIT,
KOK MPCBMNO, XAPAKTEPUIYETCS BbICOKOH MMTOTMYECKOM M MPONMAIEPATUBHOM
aktusHocTsio (Ki-67 akcnpeccupyertcs B wnpokom auanasoHe — 40-90%, s
otpensHbix HabnopeHuax npesviwaet 90 %). Npu BO3BMOXHOCTU B AMATHOCTM-
YECKMM QNrOPUTM CNEAyeT BKIIOYATh FEHETUYECKOE MCCNIEAOBAHME C OMNpPeRene-
Huem Hanuuus nepectpoitkn reHos MYC (po 10% cnyuaes), BCL-6 (o 30 %
cnyyaes), 1(14;18)(q32;921).

Teyenune

Taktnka nevenns GonbHbix [IBKJT ocHosbiBaeTcs Ha BO3pacTe, comatnyec-
KOM CTaTyce NALMEHTOB, O TAKXE HA MPUHAANEXHOCTU K rpynne PUCKd B COOT-
setcTBiM ¢ Kputepuamu IPl/aalPl.

Cranpaptom nepsoit nunmm GonbHeix OBKIT HW3KOM M HM3KOM/Npomexy-
TOYHOM rpynn pucka sensercs & LMKNOB MMMYHOXMMMOTEPAMNMM MO CXEMe
R-CHOP-21. C uenbto kOHCONMAALMM NOCNE OKOHYAHMS MHAYKLUMOHHbIX LIMKIOB
R-CHOP y GonbHbix ¢ pantnumu ctapusmu [OBKIT, ¢ McXxoHbIMM MACCHBHBIMM
OMyXONEBbIMM MOPAXEHMUSIMM M C IKCTPOAHOAAbHBIMU OYArOMM MOXHO PEKO-
MEHAOBATH NyYeByIo Tepanmio.

Y naumentos 30-60 net ¢ BLICOKUM M NMPOMEXYTOUHbIM/ BBICOKMM PUCKOM
B KAYeCTBe MepBOW NuHMKM HambBonee wacto ucnonsayercs R-CHOP, opHako
acpcpektmeHocTs pexmumos DA-EPOCHR, R-CHOP-14, R-CHOEP sbiwe, xots
nposepeHune atnx kypcoe [NXT conpsxeHo ¢ Gonee BLICOKOM YOCTOTON MMENo-
CYMNPEeCccmm U MHAPEKLMOHHBIX OCIOXHEHMH. Y monogsix naumertos (no 30 ner)
W3 PYNN BLICOKOTO M MPOMEXYTOYHOrO/BBICOKOTO PUCKA MOTYT MPUMEHSTLCS
MHTEHCUPULMPOBAHHbIE, B T. Y. Bnokosbie, pexxumbl MXT R-HyperCVAD wmnu
R-BFM-NHL-90. Maunentam crapwe 60 net u3 rpynn BbiICOKOTO U MPOMEXY-
TOYHOTO/BLICOKOTO PMCKA PEKOMeHAYeTcs & LMKIOB MMMYHOXMMUOTEPAMMM
no cxeme R-CHOP-21 wmnu R-CHOP-14. [MNMpu sbipaxkeHHo! comyTcTytoweit
NaTonormu, y Pesko COMATMYECKM OCTIABNEHHbIX BOMbHLIX MPUMEHSIOT MeHee
TOKCHUHbIE PEXMMbI MMMYHOXMMHMOTepanuu, Hanpumep R-miniCHOP. Mpu Ho-
NUYMM CEPLESHOM CEePHEYHOM NATONOTMM MOTYT MCMONL3OBATLCA PEXMMbI, HE
copepxatyme pokcopybuumH (R-CEPP, R-CEOP u gp.).

B rpynne GonbHbix ¢ BbicokuM puckom nopaxenus LIHC ponxHa Gbitb
BBINONHEHA AMArHOCTMYECKAs MOMGANLHAS MyHKLUMS M MPOBEAEHA NPOdOMNaK-
TMka Heiponeitkosa. Puck nopaxenus LIHC noebiwaetcs npu nopaxeruu
NAPAHO3ANbHBIX CMHYCOB, AMYEK, SMMAYPANLHOrO MPOCTPAHCTBA, MONOYHON
Xenesbl, KOCTHOTO MO3ra.

Mopaepxueatowas tepanua putykcumaGom GonbHeim [BKIT He nposo-
AnTCS.
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AeyeHne peLrAMBOB M PE3NCTEHTHLIX (hoOpM

Y Monopbix 60MbHbIX C PELMANBAMM MK pedppakTepHbim TedeHnem [IBKJ
Tepanueit BbIGOPA ABASAIOTCS CXEMbl BTOPOM NMHKMKM ¢ nocnepytowei BOXT u
aytoTTCK. B kauectse pexnMoB BTOPOM NMHKMM UCMOMb3YIOT CXEMbI C BKIIOYE-
HMEM PA3NMUYHBIX MPOW3BOAHLIX MNATUHBI, Mdpocdamma, remumntabud (DHAP,
miniBEAM, ESHAP, ICE, GDP, GemOx, MINE, GDP wu gp.). B cnyuae,
ecnu peumans Gbin AUATHOCTMPOBAH Gonee Yem yepes 6 mec. nocne npep-
WECTBYIOWEro BBEAEHMs, C MIOBLIM M3 3TUX PEXMMOB AOMKEH MPUMEHSTHCS
PUTYKCUMO6.

Maunentam, He sensiowmmcs KaHapatamu Ha aytolTCK, noxwunbim mnu
GOMbHBIM C COMYTCTBYIOWEN NATONOMMEN MOTYT GbiTb HOBHAUYEHDI TE XKE PEXMMbI
BTOPOM nnHMK unu apyrue cxemsl (RB, R-CEPP unu metporomuas cxema PEPC).

17.8. Jlumdpoma bepkutra

NMumdooma Bepkurra ([16) — 310 BhICOKOArpEccuBHas B-knetouHas num-
doMa m3 MMMyHONOrmM4ecku 3pensix B-kneTok ¢ mpenmylectBeHHO 3KCTpa-
HOAQNbHOM nokanuaauuen. PaHee BbigenanM B KMMHWMYECKMX BAPMAHTA:
3HAEMMYECKMIA M Cnopaanyeckuit. B Hactoswee Bpems sbinensior ewe U UMMY-
Hopedomumt/BMY-accounmposanHbiit BapuaHT.

KnuHnyeckmne BapuaHThl

SHpemnyeckas doopma J1b MmeeT pap cneumdoryeckux XapakTepuCT1K:
oT4yeTNMBYIO CBA3b C MHoMUMpoBaHMem BB, reorpadpuueckme ocobenHoc-
TM PACMPOCTPAHEHMS, CMeUMdPUYECKME LMTOTEHETUYECKME OCOBEHHOCTM
M CBOEOBPA3HYIO KIMHMYECKYIO KAPTUHY. DTa dhOpMA PacnpoCTPAHEHd
B DkBaTtopuansHoi Adopuke, rie OHA COCTABNAET OKONO MONOBUHbI BCEX NMTUM-
doOM y TEMHOKOXMX AeTer-a6opUreHoB M MUrpaHTos u3 Adopuku B Hosyio
MBuHeto. Accoummpyercs ¢ uHdouumposarmem BIb. B knunuueckon kaptu-
He 4acTo HaBNoAaeTCs MOPAXEHME NULIEBOTO CKENETA: BEPXHEN M HUXKHE
YEnioCTel, OPOUTL, O TAKXKE MOYeK, FUYEK, SUYHMKOB, CIIOHHBIX, MOMOYHbIX
xenes n LIHC.

Cnopapguyeckmit BapuMaHT — TunuuHas J1b no mopdponoruuecknm, mm-
MYHOCDEHOTUMUYECKMM U LIMTOTEHETUYECKMM MPUM3HAKAM, BO3HMKAIOWAS BHE
SHAEMMYHOM 30HbI.

BINY-accoummposaHHbii BapuaHT J1b BosHKKkaeT Ha dphoHe MMMyHoRedou-
UMTHbIX cocTosHuiA [y GonbHbix ¢ BY-uHdpekumel, nocne TpaHcnnaHTaummu
OPraHoB, C NEPBUYHbIMKA MMMyHORedoMumMTamK). Yawe Bcero BcTpevaercs y
BMY-mHdpULmMpPOBAHHbIX GOMbHBIX, MPMYEM HA PAHHMX STANAX PA3BMTUS (DO
cHuxenus knetok CD4+). Bonetor npenmyiecTBeHHO MyXHMHbI.
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Knuuuka

[ns 3HAEMMYECKOrO BAPUAHTA XAPOKTEPHO BOBNEYEHME B OMYXOMNEBbIN
MNPOLIECC NIMLIEBOTO CKENETA: BEPXHEN M HUXKHEN YENIOCTEN, MASHMULbI, MATKMX
TkaHei nuua. Cnopapnueckuit Bapuant J1b otimnyaetcs nopaxeHmuem TOHKOM 1
TONCTON KMWKHM, BPbIXEMKH, KEMYAKA, TMMADATUHECKMX Y3NOB 306PIOWNHHOMO
NPOCTPAHCTBA, MeYeHH, ceneseHkun. Tunmuro sosneverue LIHC, amuunmkos, su-
yek. KoctHbiit Moar nopaxaetcs 8 20-30 % cny4aes. Kak npaswuno, saGonesa-
HWe [eBIoTUPYET GbICTPbIM YBEMMYEHMEM XKMBOTA 30 CHET MHTEHCMBHOTO POCTA
OMyXONu 1 HApPACTAoWEro acumra. BoamoxHo paseuTie KMIWEUHOM Henpoxo-
AMMOCTM 30 CYET KOK OMyXONEBOro MOPAXEHMS KMILKM, TAK U e CAABNIEHMS, Xe-
NYAOYHO-KMIWEYHOTO KPOBOTEUEHMS HO CPOHE CreUmdpryecKoi MHAOUALTPALIMM
XEeNnyAaKka u/unu kuweuHuka. Paseute ocTpoit MOYEYHOM HEROCTATOMHOCTH MO-
XeT BbiTb OBYCNOBNEHO CreUMdoMIeckUM NopaXeHem novek nMbo npopacra-
HMEM W CACBNEHMEM MOoYeToUHMKOB. [paKkTMyecku Bcerpa ectb B-cumnTomsl.

XapakTepHbl GbICTPOE UCTOLEHME, BbIPAXKEHHAS MOTAMBOCTb, MMXOPUAKA
no doebpunbHbIX Lndpp. BosmoxHO M3onMpoBaHHOE MOpaXeHue eAMHUYHOrO
nepudpepuueckoro numdpoysna. B GonsumHcTee cnyuaes nopaxerue Gptow-
HOM MONOCTU MPEACTABNEHO MOCCHBHBLIM OMYXONEBbIM KOHIMOMEPATOM, BO-
BNEKAIOWMM HECKOMKO BHYTPEHHMX OPraHOB, PEXE MMEIOTCS MHOXECTBEHHbIE
OYAroBblE MOPCKEHMS MEYEHM, MOYEK, MOMKENYAOYHON XKENE3bl, KUIWEYHUKA.
B penkux cnyuasx npu cnopapnueckom sapuatte J1b nopakatores koct nu-
LEBOrO CKENneta (BepXHss M HUXHSAS YEMIOCTM, IMASHMLA), MITKMe TKAHM nuua,
BAMbAENEPOBO KOMbLO, poto- U/mnn Hocornotka. Kak npasuno, GonbHeie no-
CTYNaIoT B TSKENOM MMM KPAMHE TAKENOM COCTOSHWM, OByCnoBneHHOM Gomb-
LWOM OMyXONeBOM MACCOM, MHTOKCMKALMEN, MCTOLEHMEM BMNOTb AO KAXEKCHM,
SNEKTPONMUTHBIMM HAPYLEHUSIMA.

[ns BNY-accoummnpoBaHHOTO BAPUAHTA XAPAKTEPHbI FEHEPANU3OBAHHAS
NMMAPAREHONATHS, MOPAKEHME CENE3EHKM M YOCTOE BOBNEYEHNE B OMYXONEBbIMA
npouecc koctHoro mosra (30-38 %).

Ouarnoctuka

[uarnos J1b ocHoBbIBOETCS HO TPEX OCHOBHbIX METORAX: MOPPONoruyec-
KOM, MMMYHOTUCTOXMMMYECKOM M MOMNEKYNSPHO-TEeHETUYECKOM. [Tpu Hanuumm
cneundpryeckoro acumMTa, NNEBPUTA, HEMpPONEeMKosa, OMyXONeBOro Nopaxe-
HMS KOCTHOTO MO3rQ BO3MOXHO YCTQHOBNEHME AMArHO3Q HA OCHOBOHWW MOP-
doonoruyeckoro, UMMyHOCOEHOTUNMUYECKOTO (MPOTOYHAS LIMTOMETPMS) M UWTO-
FEHETUYECKOTO UCCNEAOBAHUM OMYXONEBbIX KINETOK GUONOrMYECKUX XMUAKOCTEH
6€e3 rMCTONOrMYECKOro MCCNEdoBaHMs. [1pu MOpaXeHWW Xenyaka, TONCToi
KULWKH Ll,eﬂeCOO6pC13HO BbIMONHEHNE MANTOMHBA3MUBHbLIX BMELWATENBCTB: FGCTPO/
KONMOHOCKOMUU C BUONCUEN C NOCNERYIOWNM TUCTONOMMYECKMM, MMMYHOMUCTO-
XUMMYECKMM M LMTOreHeTHYeCKnM uccnegosanmamu (FISH).
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Mopdonoruyeckas xapakrepuctuka

lcronorus: pudpbdpysHbii POCT MOHOMOPTPHBIX CPEAHMX KNETOK OMHAKO-
BbIX PA3MEPA M POPMBI C KPYTIIbIM Wi OBAMbHLIM SAPOM, MO PA3MEPY NpPeBbi-
WatoWMM SAPO Manoro numdooumnta. B sape MHoxecTeHHble 6a3odoumbHbIE Hy-
Kneonbl. XapaKTepHbl MHOTOYMCNIEHHbIE MMTO3bI. TUMMYHA
fie6a) oGycnosneHHas NpucyTcTBMem GonbWOro umucna makpodparos. B uumro-
NOrMYECKOM NPEnapare BbiSBNSIETCS MOHOMOPTOHbIM KNETOUHbIM COCTAB: KNETKM
Merk1e, Mo pasmepy COMOCTABMMbI C TMMAPOLIMTOM, C HEXHOM CTPYKTYpOM
XPOMATHHA (BNACTHOM) M MHTEHCHBHO BA30OMIBLHOM Ba
TOMAGBMOM. XapaKTEPHO NPUCYTCTBUE GOMBIIOTO KONMMYECTBA MAKPOCDAros M
MMTO30B.

WiMMyHOgbeHoT/I: onyxonesble KINETKM SKCMPECCUPYIOT MeMOPaHHbIA
IgM u B-knetounsie anturens (CD20+, CD79a+, BCL-6+, CD10+, CD23-,
CD5-, CD34-, TdT-, BCL-2-), cbpakums nponudpepupytowmx knetok (Ki-67)
KpaiHe Bbicokas — npubnmkaercs k 100 %. Skcnpeccus mapkepos CD10 u
BCL-6 nopteepxpaer nponcxoxpenue knetok J1b u3 repmmHatmeHoro LeHtpa.

Wutorenemika: nepectpoitkn rera c-MYC soisisnsitorcst 8 100 % cnyyaes J1b
M CIY>XQT OfHWUM M3 TMABHbIX AMATHOCTUHECKMX KPUTEPMEB STOrO 3A6ONEBAHMS.

CrapuposaHue

[ins onpepeneHus pacnpoCTPAHEHHOCTU OMYXONEBOTO MPOLECCA UCMONb-
syetcs erapuposanue no S. Murphy (ananornuno St. Jude) (ra6n. 17.8).

Neyenune

Camas 6bicTpo pacTylas 13 BCex 3MoKa4ecTBeHHbIX HoBooGpasosaHmit /1B
OTNMYaETCS BBICOKOM xmmuouyscteutensHocTbio. Y 80-90 % GonbHbix ynaetcs
MOMYYNTb ANUTENbHBIE MOMHbIE KNTMHMKO-TEMATONOTMYECKME U LMTOrEHETUYECKME
pPemMMccHM B NEPBOM NMMHWUM Npu NposefeHun uHTeHcusHon BIXT, opHako Te-
panus peLnaMBOB OCTAETC HepelleHHOM npotnemoit. okasanuem k Havany
cneundoryeckoi Tepanuu sensetcs ycraHosneHHsii anartos J1b. ArpeccusHbiit
XAPAKTEP OMyXOfM Ofpefenser HeoGXOAMMOCTb Ge30TNAraTensHoro Hayana
neyeHus, BKIIOYAs SKCTPEHHOE KYMUPOBOHWE MMEIOWMXC XMPYPrUYECKMX OC-
NOXHEHUM (KMWe4Has HEenpOXOAMMOCTb, KPOBOTEYEHMs, nepdpopaums), Kop-
PEKLMIO ANEKTPONMUTHLIX HAPYLEHUH, KYNUPOBAHME MHADEKLIMOHHBIX OCMOXHE-
HWit, Bonesoro cuHApomd. [pu HaAMUYMKM OCTPOM MOYEUHON HEROCTATOYHOCTM
XT ponxHa GbiTb HOYATA HA dOOHE reMOAMAnM3a.

B Hacroswee Bpems ocHosHbiM MeTofom nedenus J1B sensetcs kopoTkas
MMMYNbCHAS BbiCOKOMHTEHCHBHAS XT + putykcumab. [Mpu penko Bctpeyato-
WMXCA NOKANbHbLIX CTAOUAX 3a60neBaHms YUCNo Kypcos XT CHUXEHO B COOTBET-
CTBUM C MPOTOKONOMM.
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Tabnuvua 17.8. Craamm nMMdomsl BepkuTta no S. Murphy

Craans | OnpeaeneHune

| OnHa nokansHas SKCTPAHORANBHAS MM HOAAILHAS OMYXONb, 3A UCKMIOYEHMEM
MEMACTUHANLHOM, AB6FOMMHANLHOM M 3MMAYPANLHON NOKANU3ALMM

I OpHa aKCTPAHORAMBHAS OMYXOMNb C MOPAXEHUEM PETMOHAPHBIX TMMTDOY3NOB
Hee n Gonee rpynn nMmdpoy3nos nNo ofpHy CTOPOHY Anaddparm
[Be opnHOUHbIE SKCTPAHOAANbHbIE OMyXONKU C/6e3 NOPAXEHHS PErMOHAPHbIX
NMMcpOY3NoB MO OfHY CTOPOHY AMACPPArMbl
Mepenunas onyxons XKT, nokanusosaHHas B MneouekansHoi obnactu c/6es
NOPAXEHUsS ME3EHTEPUANbHBIX TMMJDOY3NOB
MckniouatoTcs MeanacT1HanbHble, A6HOMMHANbHBIE W SMUAYPANbHBIE OMYXONH
lIR — peseunposaHHas onyxonb (MaKPOCKOMMYECKM MONHOCTbIO YAANEHA)
IINR — HepeseunpoBaHHas onyxonb (MOKPOCKOMUYECKH He MOMHOCTLIO
yRaneHa)

Il [lBe oaMHOUHbIE SKCTPAHOAANbHLIE OMYXOMM MO 06e CTOPOHbI AUAPPArMbI
[ee 1 Gonee o6nactn numdpoyanos no o6e CTOPOHbI fUacPparmb
Bce nepsuyHbie BHYTPUIPYAHbIE OMYXONM (MEAUACTUHAMbHBIE, MNEBPANbHbIE)
Bce ob6wmpHble BHYTpUGpPIOWHbIE OMyxonu (HepesekTabenbHbie)
Bce napacnuHanbHbie 1 anMaypanbHbie OnyXxonu BHe 3aBMCUMOCTM OT APYTUX
MeCT NopaxeHus

\% Nio6as s nepeuncneHHbIx Bbie NOKANM3ALMI OMyXONKM C MOPAXEHUEM
8 pe6iote LIHC u/mnum koctHoro mosra (6nactHslie knetku < 25 %) u/vnmn
MynbTMCDOKQNbHBIM MOPAXEHMEM CKeNeTa
Numcboma/neitkos bepkurta (B-knetounsit OJNI no Ty L3): & kocTHom Mosre
> 25 % onyxonesbix KNeTok

K dpaktropam nnoxoro nporHosa, Tpebyiowmm MHTEHCUAOUKALIMM TePAMMK,
oTHocATCs nopaxeHue koctHoro mosra u LIHC, nossiwenne IO > 2 sepx-
HUX FPOHWL HOPMbI, MOPCXEHME MOYEK, KOCTEN (MynbTudpoKanbHble ouar),
pasmep onyxonu 6onee 10 cm.

B Hacroswee spems ans nevenms JIb moryT Gbitb pekoMeHROBAHDI cnepy-
towne npotokonsi [IXT: HyperCVAD, NIB-M-04+/-R, LMB-95, CODOX-M/
IVAC+/-R, R-NHL-BFM-90/95, B-HXIT 2004 ma6.

Mporpamma «/16-M-04» (moandonumposantas NHL-BFM-90) npeacras-
nset coboi nocneposarensHoe nposeperne 4 kypcos XTI — 6nokun A-C-A-C
C MHTEPBANOM MexXay HumK (oT 1-ro pHA npepwecTsytowero Kypca go 1-ro s
cnepytouero kypca) 21 pets. O6wWwas NPOROIKMTENLHOCTb EYEHMS COCTABSET
3 Mec. Bsepetne purykeumaba ocywectensercs 8 O-# aeHb kaxporo 6rnoka.

MPEOMA3A:

v umknodpocchammp — 200 mr/m? /8 kKanensHo B 1-5-1 peHb;
pekcametasoH — 10 mr/m2 B/B kanensHo B 1-5-1 feHs.

BNOK A (8/8):
pekcametasoH — 10 mr/m2 B 1-5-1 feHb C NOCTENEHHOM OTMEHON;

V' BUHKPUCTUH — 2 Mr B 1-i1 fieHs;

v ncbocchamug — 800 mr/m? B 1-5-1 peHb + MecHa no cxeme;
metorpekcar — 1500 mr/m? 8 1-i peHb kpyrnocytoutas B/ MHdy-
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318 + NEMKOBOPUH MO CXeme;

v uutapabun — 150 Mr/m2 2 pasa B cyTku B 41 u 541 gau;

V' stonosmg — 100 mr/m? B 4-i v 54 pgHu;

V' pokcopy6uumn — 50 mr/m? B 3-4 peH.

BIOK C (8/8):

V" pekcamerazoH — 10 mr/m2 B 1-5- geHb C NOCTENEHHOM OTMEHO;

V" sun6nactus — 10 mr 8 14 ges;

v metotpekcar — 1500 mr/m? & 1-i pemb KpyrnocyTouHas B/s MHAPY-

3 + NEMKOBOPHH MO CXEME;

v umtapabun — 2000 mr/ M? 2 pasa B CyTkM BO 2-3-i feHs;

V" stonosmg — 150 mr/m? B 3—5-1 geHs.

Bcem GonbHbim J1B ocywectensetcs npodounaktnka Herponeikosa. [Tpu
OBHAPYXEeHUM B CMMHHOMO3IOBOW XMAKOCTM MPU MEePBOM AMArHOCTUHECKOM
noM6ansHoM MyHKumK umtosa cebiwe 15/3 (3a cyer onyxonesbix KNeTok) ana-
FHOCTUPYeTCs HerMponeikos. JledeBHble MYyHKUMM C MHTPATEKAMbHbIM BBEAEHUEM
TPEex NPenapaToB NPOBOAAT 3 PA3A B HEREMIO 4O MONYHEHMUS TPEX PE3YNsTATOB
MCCNEefoBAHMS CMIMHHOMOSIOBOM XMAKOCTH, CBMAETENLCTBYIOWMX O HOPMAU3A-
LMK ee KNEeTOYHOro COCTABA.

Y NauMeHTOB MOXMIOrO BO3PACTA BO3MOXHO NpumeHeHne kypca DA-

EPOCH-R.

ConpoBoAHTeAbHAsI TEPANHA M A€HeHHEe OCAOXKHEHMFT

Mpu npoeepernn MNXT BosmoXHb ocnoxHeHwus. [Ons ux koppekumm ocy-
WECTBASIOT CNEAyiowMe MEPOTNPUSTHS:
NPOdOUNAKTMKA MOYEKMCNON Hedpponatuu (annonyputon);
KOMMNEKC MePONPUATHIA NO NPOOUNAKTUKE CMHAPOMA NMU3UCA OMyXO-
nm;
obecneyeHne OAEKBATHOrO BEHO3HOMO AOCTYNA — nepuddepryeckuin
WMAW LEHTPANbHBIMA BEHO3HbIN KateTep; nopr-cuctema, PICC;
NPOCPUNAKTMKA TPOMBOTUYECKUX OCIOXHEHUA — QHTMKOATYNAHTHAS
Tepanus (kpyrnocytouHas 8/ MHdpyaus renapura; HM);
NPOCPMNAKTMKA M NEYEHMUE TOWHOTI M PBOTbI — MPOTMBOPBOTHAS TEPA-
nus (OHAOHCETPOH, FPAHNUCETPOH);
C Uenbio COBMNOAATL /-AHEBHBIA MHTEPBAN MEXAY BBEAEHMSIMM XMMMO-
NPEenapaToB M YMEHbLKTL Neprof HeiTponenuu seoputcs [-KCD;
reMOTPAHCDY3MOHHAS 3AMECTUTENBHAS TEPANMS KOHLEHTPATAMM TPOM-
60oLMTOB NPOBOAMTCS NpK pPassuTUm TpombouutoneHmu llI-IV crenenu;
npu passutn aHemmnu llI-IV crenenn n anemmueckoro cuHppoma ne-
PENUBAIOT 3PUTPOLMT-COREPKALLME KOMMOHEHTbI KPOBM;
v NPOCHUNAKTUKA SPO3UBHO-A3BEHHOTO NOBPEXAEHMS CIM3MCTON XENyaKa

(MHrMBMTOPBI MPOTOHHOM MOMIbI, AHTALMAHbIE CPEACTBA).

AN

SRR NN NN
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Tepanus BTOposi AmHMM

Mpu Hanuumm nepeuyHo pesncrentHoit J1B (nporpeccuposatmne sabone-
BAHMS, PAHHMIA peumnanB) 3codPeKTUBHOCTb TEPANMM BTOPOH M MOCNERYIOWMX
nHuit MuHuMansHa. Peumpumesl J1B, kak npasuno, passueatotcs B nepsble
6-9 Mec. nocne 30BepLWEHMs NEYEHMUs, MO3AHNE PELMAMBLI KPAMHE PERKM.
B kauecrse tepanuu Bropoit nMHMKM MoxHO ucnonbsosars pexum RICE nnbo
Bpyru1e Kypchl MHTEHCMBHOW MMMYHOXMMMOTEPAMMM, COfepXalliel npenapa-
Tbl, paHee He npuMenssuwuecs. bonbumHeTBo peumansor J1b nHkypabensHo.
BOXT u TICK moryT GbiTb peKOMEHROBAHbI MPU AOCTUXEHUU 2-A PEMMUCCHM.
B 1-# pemuceun TTCK He nokasara.

OueHka 3P PEKTUBHOCTH NEYEHMUS

B npouecce Tepanuu nepen KaxxabiM Kypcom HEOOXOAMMO OLIEHMTb TOKANb-
HbIA M CUCTEMHBII OTBETHI HO NeyeHue. BhinonHeHue 3HAUMMBIX AUATHOCTUYECKMX
MCCNENOBAHMM MOKA3AHO MOCNe! KepkAbX 2 KyPCoB Tepanuu. [Tpu sosneueHmu
KOCTHOTO Mo3ra B fiebioTe 3060NEBAHMS MPOBORST €0 MCCNEfoBAHME nocne
KQXAOTO Kypca A0 AOCTUXEHMS FEMATONOrMYECKOM peEMUCCHM (0BbIHHO CaHALMS
KOCTHOTO MO3ra NPOUCXOAUT nocne 1-ro kypca). KoHTpons o6bemHbix 06pasosa-
HMI TpebyeTcs A0 AOCTXKEHMS MONHOM PEAYKLMM; MPU COXPAHEHMM OCTATOUHO-
ro o6pa3oBAHMS HEOGXOAMMO npoBefieHne ero Guoncum u [N13T-uccneposanms.
[Npu oTCyTCTBMM AAHHBIX 30 AKTUBHbIM OMYXONEBbIM NPOLIECC CNefyeT NPOROMIXATh
TEPAnMIO NO NPOTOKOMY, NPU AMATHOCTUKE OCTATOYHOM OMYXONMU — PEWNTL BO-
npoc 06 uameHeHuu Tepanmm u nposepernmn TICK.

17.9. MHoxecTBeHHas Muenoma

Muoxecrsennas muenoma (MM; muenomras GonesHs, Gonestb Pyctuuko-
ro—Kanepa) — B-3penoknerouHoe numdponponmndpepatMeHoe 3aGonesaHue,
MoOpdponornieckum Cy6GCTpaToM KOTOPOro SBASIOTCS MAO3MATUYECKUE KETKM,
NpPoAyLMpYioLMe MOHOKNOHANbHLIA MMMYHOMMOGYNMH (MapanpoTtenH).

Snupemmnonorms

Yacrora cocraenser 1% Bcex TMNOB 3N1OKAYECTBEHHbIX HOBOOGPA30BAHMIA,
2-e no vacrtote 3a6onesaHne cpeam remobnacrosos. 3abonesaemocts MM co-
craenser 6—7 cny4yaes Ha 100 000 Hacenehms B roa. Muk s3aGonesaemocti
npuxoputcs Ha 60-70 net, meree 3 % GonbHbix monoxe 40 ner.

DTUONOrUg U NAToreHes

Stnonorns MM manousyuera. BeposiTHo, MpenwecTBEHHUKA MUENOMHbIX
KNeTOK MPOUCXOAST M3 FEPMMHATUBHBIX LIEHTPOB TMMADATUYECKMX Y3NOB, MUTPH-
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pys Yepes KpoBb B KOCTHbIM Moar. Onyxonesas nponudoepauus npyu MM —
CneacTsre KNOHAMbHOM 3KCMAHCHM NOCTTEPMMHANbHBIX B-kneTok, Kotopble nme-
IOT MHBAPUABENbHBIA TUM TUNEPMYTALMM FEHOB UMMYHOrNMOBYNMHOB. [aHHbIM
KNETKOM M3-30 CMOCOBHOCTU CBA3LIBATBCS C QHTMIEHAMM YRANOCH M3Bexars
NPUPORHOTO OTGOPA B TEPMMHATMBHBIX LEHTPAX M 3ANPOrPAMMMPOBAHHOV
KNETO4YHOM rM6enn. MUKpOOKpyXeHue UrpaeT pewaiouyio pork B MPOLeccax
OMyXONeBo¥ QAresunm 1 HEOTHrMOreHesa, HapylWeHUM 6anaHCa Mexay ocTeo-
GNACTAMM M OCTEOKNACTAMM, O TAKXKE B NAPAKPUHHOM CTUMYNSLMM OMyXONneBso-
ro pocTa nyTem NPORyKUUHU Pa3HOOBPA3HBIX LIUTOKMHOB.

Knunuka

PassepHyToit knuHnyeckon kaptuHe MM o6biuHo npepwectsyer Geccumr-
TOMHbIA NEPUOA PASNMYHOMN ANUTENLHOCTM.

[ns MM xapakrepHbi:

v pcreopecipykuMy v OCCANTAYECKUIA CUMHAROM; PEHTrEHONOrMveckue
NPM3HAKKM NOPAXEHMS KOCTHOM TKOHM — FEHEPANNU30BAHHbIN OcTeone-
@3, O4ArM OCTEORECTPYKLMM, NATONOTUYECKME NEPENOMDI;

V' MMENnomHast _ M NOYEYHAS HEJOCTATOYHOCTb ANArHOCTUPYET-
ey 30-40 % GonbHbix MM, y 20 % GonbHbix pasBMBAETCS B NpoLecce
neyenus. [NpuumHa MMenomHol HedpponaTMu MHOrodpakTopHa (Boc-
Xopslni Hedppocknepos, obycnoBneHHbIM peabcopbLMOHHON Harpys-
KOM HO MPOKCMMGbHbIE OTAENbI KAHAbLEB GOMbLMMM KOMMYECTBAMM
nerkMx Lenen MMMyHOrnoOynMHOB; rMNepKansUMemms, rMnepypuke-
mus, pervaparaums, ukdpekumnn, npumerenne HMBC). Y 1/, GonbHbix
Q30TEMMS CTAHOBMTCS MPUYMHON CMEPTH;

v’ TUNEPKAMbUMEMMS  — pesyntTaT KOCTHbIX ReCTPyKuMit M dpakTop,
YCyry6nsiowmii NoYe Hyto HeAOCTATOMHOCTb. K KAMHMYECKMM MPU3HG-
KOM rMnepKansLMeMmMm OTHOCATCS TOWHOTA, PBOTA, XXAXAd, CNaBocTb,
3anop, Nonuypus, M3MEHEHUE NCUXMYECKOTO CTATYCA;

v’ cMHEPOM TMNEPBASKOCTM OBYCNOBNEH BLICOKMM CONEPXAHMEM B ChIBO-
pOTKe NAPAMPOTEMHOB, HAMBONEE YACTO BCTPEYAETCA MPW MUEnome
G un A. ManndbectpyeT KpOBOTOUMBOCTbIO, HOPYIWEHMEM 3PEHMS M
CO3HQHMs (comnop, KoMa), cepaeyHoN HepoctatoyHocTbio. OBbIYHO An-
QrHOCTUPYIOT CMHAPOM Npu yposHe napanpotenHa Gonee 40 r/n;

v GHEMMA = OfMH M3 COMBIX YaCTBIX KMHUYECKUX npuaHakos MM. O6y-
CIOBNEHA BNUAHMEM PSAA GPOKTOPOB — MNA3MOKIETOHAS MHAPUABTPALIMS
KOCTHOTO MO3ra, No4YeYHAs HEROCTATOMHOCTb, CHUXeHMe yposHs IM1O;

V' AMMYHORECOULIAT 1 NpenpacronoXeHHOCTs GOMbHBIX K MHCPEKUMIM
0BYCnoBNeHbl CHUXEHHOW NPOAYKLMENH HOPMANbHLIX MMMYHOTNOBYnu-
HOB, HOPYLEHMEM OHTUTENOOBPA30BAHMS, CPYHKLMOHANLHOM Aedoek-
THOCTBIO FPCHYNOLIUTOB.
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Knaccudoukauyms

MM ortHocuTes K napanpotenHemuyeckm remobnactosam. faHHas rpyr-
na 3060M1EBAHUI TAKXKE BKIIOYAET MOHOKMOHAIbHYIO FAOMMANATUIO HESCHOTO
reHesqa, CONUTAPHYIO MIC3MOUMTOMY, GonesHb BanbpeHctpema, GonesHb Ts-
XenbIX Lienei, ocTpblii nnasmobnactHbiid neikos. CornacHo MMMYHOXMMMYE-
CKOM KnaccudomKaumm BhIAENSIOT MsTb OocHOBHbIX cpopm MM: G, A, D, E u
Berc[lxonca; k peakum doopMam oTHOCAT HecekpeTupyiowyio U M-Mmuenomy.

Yacrota pacnpepeneHns UMMYHOXMMMYECKHUX TUTMOB MMENOMbI MPUMEPHO
cnepytowas: G-muenoma puarHoctupyetcs B 60 % cnyyaes, A-mmenoma —
8 20%, D-mmenoma — B 2%, E-mmenoma — menee uyem B 0,1 %, mrenoma
Benc[xoHca — B 18 %, Hecekpempylowas doopma BcTpeyaercs He Gonee
yeM y 2 % GonbHbIX.

OuarHoctuka

[ns ycravoenewus aMarHosa MM HeoBxopnMo Mopdponornyeckoe nop-
TBEPXAEHME MNA3MOKIETOHHON MPUPOMAbI OMYXONM, a TAKXE BbiSBIEHWE MPO-
AYKTO CUMHTE3Q OMyXOneBbix KNETok — napanporenHa. O6HapyxeHue nub
MOHOKNOHAMbHOM rammanarmmn 6es Mopdponoruyeckoro cybctpara GonesHu
He CMYXMWT AOKO3ATENbCTBOM HAMMYMS MAPANPOTEMHEMMYECKOTO remobnacto-
30. [In9 BMArHOCTMKM MOPAMNPOTEUHEMMM WCMOMb3YIOT MMMYHOXMMMYECKME
meTofibl — 3neKTpPodoopes U MMMyHOdoMKCaLMIo. VIMMyHOXMMMYeckoe Mccre-
NOBOHWE — KOMMNEKCHbIA OHONM3, COCTOSWMM M3 AByX atanos. Ha arane
CKPMHMHIG MPOBOAST 3NeKTPOdoopes GENKoB ChIBOPOTKM M MOYM, OMPEfensior
KONMYECTBO MMMYHOTNOBYNUHOB OCHOBHbIX 3 KNACCOB M COOTHOWEHME K/\
(prc. 17.1 1 17.2). B MnnuHbix cnyyasx Takoi oBbem MCCegoBaHUi fOCTO-
TOueH Ans OBHAPYXEHMs M XAPAKTEPUCTMKM napanpotenHemuu. [Mpu Hesbico-
KOM YPOBHE CEKPELMH, HAMMYUM «ITOXKHbIX MAPANPOTEMHOB», GOMbBLIOM KONUYeE-
cTBe GEeNnKoB HEMMMYHOTNOBYNMHOBOM MPUPORAbI BLIMONHSIOT UMMYHOGPMKCALIMIO
1 MMMyHOB3neKTpodbopes.

MeToAbI Ay4eBo#i AMarHOCTHKM

PeHtreHorpacbus koctei, Bkniouas Yepen, rpyaHyIo KNeTky, Bce OTAeNbI No-
3BOHOYHMKA B [IBYX MPOEKLMAX, Ta3, nneyesble M 6eapeHHbie otaensl. PeHtreHo-
rpadous cumtaetcs Haubonee PACNPOCTPAHEHHbIM METOOM My4eBOM AMUATHO-
CTMKM MOPAXEHMS KOCTEM, OIHAKO 3TOT METOR MO3BONSET BbISBUTb MOPAXEHME
CKENeTd NULlb MPU HANUYMM CTPYKTYPHBIX M3MEHEHMIA, KOTOPbIE MOXHO BM3Ya-
NM3MPOBATL MPU feMuHepanusaumm koctHon Tkaun Ha 30-40%. 1o seper
K HEIOOL|EHKE TEHEPANM30BAHHOW OCTEONEHNUM U MOBLILIEHMIO PUCKA PAHHMX
KOMMPECCHOHHbBIX NEPENOMOB MO3BOHKOB.

KT kocreit pekomeHpyetcs npu 6onu B KOCTAX NpW OTCYTCTBMM NATONOTMMM
HO PEHTTEeHOTPAaMMOX.
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Puc. 17.1. Mpumep ummyHoxmmmueckoro aHanuaa Kposu y GonsHOro ¢ NapanpoTenHemuelt

MPT nokasaHa npu NMORO3PEHMM HA KOMMPECCHIO CMMHHOMO MO3rd, Ans
YTOYHEHMS XAPAKTEPA M PABMEPOB MITKOTKOHHOMO KOMMOHEHTA, MCXOAALEro
M3 MOPAXEHHOM kocTu. BuinonHenne MPT uenecoo6pasHo npu Geccumniom-
HOM MM, 1. K. nossonser B psge Cly4OeB BbISBUTb HEBUAMMbIE HO PEHTTEHO-
rPAMMax o4darm nopaxxeHms KOCTel‘;‘, HANMU4YNE KOTOPLIX MOXHO MPeanonoXxuTb
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Puc. 17.2. Mpumep MMMyHOXMMHUECKOTO AHANM3A MOUM Yy BOMBHOTO C NAPANPOTEMHEMHE
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Kpurepmun anarnoza MM
v Tnasmarnyeckue knetku B KocTHoM mosre (> 10%) u/mnm nnasmokne-
TOYHAs OMyXoNb B GUOMNCHIAHOM MATEPUANE MOPAXKEHHOM TKAHM.
v MoHOKNOHANbHbIN GEnoK B CHIBOPOTKE W/MUNK B MOYE (30 UCKTIIOUEHUEM
naumeHToB ¢ HecekpeTupyioweint MM).
v" BrissanHas MM auccbyrkums opranos (> 1 M3 cemyiowmx npusHaKos):
1) runepkansumMemus (CbIBOPOTOYHBIA Kanbumit > 2,65 mmons/n,
wm > 11,5 mr/pn);
2) noueyHas  HENOCTATOMHOCTb  (CbIBOPOTOYHBIA — KPEATMHMH >
177 mkmons/n, uan > 2 mr/an);
3) anemus (remornobun < 100 r/n unu Ha 20 r/n Huxe HOpMansHO-
ro ypoBHs);
4) nopaxeHne KOCTeH (OCTEONUTUYECKME OYArK B KOCTSIX, OCTEOMNOPOS,
naTonoruyeckue Nepenomsi).
Tnetowas (6eccumntomHas) muenoma. [uarHos metowen (GeccumnTom-
HO/) MMENOMbl IO CWMX MOP YCTAHABMMBAIOT MO COOTBETCTBMIO MMHUMONBHBIM
KPUTEPHSM, HO MPK BECCHMNTOMHOM TEYEHWUW 3060NEBAHNS:
v’ yposeHs M-npotenHa 8 chisopotke > 30 r/n u/wnm npucytcreme
M-npotenHa 8 move;

v KOMMYECTBO KNOHQMbHBIX MNA3MATUYECKMX KNETOK B KOCTHOM MO3re
> 10%;

v/ OTCyTCTBUME MOPAXEHMs OPraHOB M TKAHEH (BKMIOYas OCTeonMs), a Tak-
Xe CMMIMTOMOB, CBA3CHHbIX C MUENOMOM.

Cumnromarnyeckas muenoma. OCHOBHOM KPUTEPUIA AMATHOCTMKM CUMMTO-
MOTMYECKOW MMENOMbI, KOTOPbIA OBGOCHOBLIBOET HEOBXOAMMOCTL NEYEHMS, —
0BHAPYXEHME MATONOrMYECKMX MBMEHEHMM B OPTAHAX W TKAHSX, BKNIOYAIOWMX
QHEMMIO, TUNEPKANBLMEMMUIO, OYATU NIUTUYECKOTO MOPAXEHMUS KOCTEM, moyey-
HYIO HEOCTATOYHOCTb, CUHAPOM MOBBILEHHOM BA3KOCTH KPOBM, AMUIOMAO3 MM
peumMaMBMpYIoWmMe MHAPEKLMM.

Kpurepum:

v napanpotemH B CLIBOPOTKE M/Mn MoYe;

v/ KNOHQMbHbIE MNA3MATUYECKME KNETKM B KOCTHOM MO3TE WA NNA3MOLM-

TOMQ;
v NopaxeHMe OPraHOB (BKMIOYQS OCTEONM3) MM TKQHEHM, CBA3AHHOE
C MMENOMON.

CrapuposaHue

B Mupe wmnpoko mcrnonbayetcs HECKOMbKO AMATHOCTUYECKMX CMCTEM, B T. Y.
cuctema cragnposatmns Durie—Salmon (ra6n. 17.9).
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Tabnuua 17.9. Ctaamm MHOXECTBEHHOM M1enomsl no B. Durie 1 S. Salmon

MeavaHa obwen
BbDKMBAEMOCTU, roabl

Craavs Kputepun

CoBOKYMHOCTb ClIERYIOMX MPHU3HAKOB:

YposeHs remornobura > 100 r/n

HopmansHbiit ypoBeHb kanbums B ChIBOPOTKE

HopmansHas peHTreHonornyeckas KapTMHa unm

ORMHOYHBI OYAr NOPAXEHHS 6,5
Huskuit yposers M-npotenHa:

* IgG < 50 r/n

° IgA < 30 t/n

Benok benc-lIxonca < 4 r/cyT

I * [lokasarenu, cpeaHne mexpy | u Il crapueit 5

OunmH mnu 6onee u3 cnegyiowmx MPU3HAKOB:
YposeHsb remornobuna < 85 r/n
YpoBeHb KanbLus B CbIBOPOTKE BbIE HOPMbI
MHoxecTBeHHbIE NTOPAXEHUS KOCTEVH
M (> 3 nutnueckmx ouaros) 2
Bricokuit yposeHs M-npoteunHa:

° IgG > 70 rt/n
° IgA > 50 r/n
Mpotennypus benc-Oxonca > 12 r/cyt

HononHutensHbie KPUTEPUM CTAORMPOBAHMS, OTPAXAOWME COYHKLMIO MOYEK:

A — HopmanbHas (KpeaTuHuH chiBopotku < 177 mkmons/n, unn 2 r/pn);

B — cHuxeHHas (kpeatuHuH chisopotkn > 177 mkmons/n, wnm 2 r/pn).

K ocHoBHbIM haKTOPAM HEGNArOMPUSTHOrO MPOrHO3d MPW YCTAHOBNEHUM
anarHosa MM oTHoCSTCA BBICOKMIA YPOBEHL B2-MUKPOrMOBYNMHA M CHUXEHUE
YPOBHs QnbBYMMHA B CbIBOPOTKE, BbICOKMM yposeHb JIAI, uutoreHetnyeckue
anomanuu: t(4;14), t(14;16), t(11;14), del(17p13), del(13q) » 1g+. He-
neums 13q saBnsetcs HeGNArONPUATHLIM MPOrHOCTUYECKMM CPAKTOPOM, KOTAA
BbISIBNAETCS MPW KAPUOTMMIMPOBAHMM, HO He nocpepactBom FISH. WMcxopHbie
MPOTHOCTMYECKME MPU3HOKM MO3BONSIOT MPOTrHO3UPOBATH MPOROMKMTENLHOCTb
XM3HKM BOMbHBLIX M OTBET HA TEPAMMIO, HO HE SBMAIOTCS OMPEENSIOWMMM MPK
BbIGOPE TAKTUKM NedeHms GonbHbIXx MM.

[IudpcpepeHumanbHas aMaArHocTUKa

OudbdpepeHumansryio auardoctky MM npoBopst ¢ apyrMmmu BaOpUaHTAOMM
NApanpoOTEMHEMMYECKUX reMOBNACTO30B (MOHOKNOHANbHOM raMManaTuei He-
ICHOrO reHesq, HecekpeTMpylowWwen MUENOMOMN, CONUTAPHOM MNA3MOLIMTOMOM,
MakpornobynuHemuen BanbaeHctpema, GonesHsmMu TEXenbIX LENEM, OCTPbIM
MIO3MOKNETOYHbIM NIEAKO30M), METOCTATMYECKUMM POKOBLIMM MPOLECCAMM,
nMMdponponudpepaTHBHbIMA - 3060NEBAHMIMM, OONE3HIMM  COEAMHUTENLHOM
TKaHu (tabn. 17.10).
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Tabnuua 17.10. AndpepeHUMAnbHAS AMArHOCTUKA MHOXECTBEHHOM MUENOMI

3a6oneBaHne | Kpurepun

MoHOKNOHANLHAS FAMMANATUS HESCHOTO YposeHs M-npotenHa B

resesa (MIHI) — 6eccumnromHas cuisopotke < 30 r/n.

KnoHansHas nponudpepaums nnasmatniecknx Konuuectso KNoOHANbHbIX NIA3MATUYECKMX
KNeToK, NPEeRWeCTByoWaAs BOZHUKHOBEHMIO Kknetok B kocTHoM mosre < 10% M HM3KMMI

3NOKAYECTBEHHOM onyxonu. [lnarHoctupyetcs  ypoBeHb MHAPMNBTPALMM NNA3MATUYECKUMM
y 3% nogeit crapwe 50 net. MTHI BbisBRslOT  KNETKAMM MPU TMCTONOrUYECKOM

y 10% niopeit crapuwe 80 nert, y 5% — MCcCnefoBaHMM GMONTATA KOCTHOTO MO3ra.
ctrapwe 70 netuny 1% — crapwe 50 ner. OrcyTcTBie NpU3HAKOB APYTHX

MIHI moxet TpaHcdbopmmuposarses B-knetouHsix numdponponmndoepatsHbIx

B MMENOMY WUNK APYTME POACTBEHHbIE 3a60neBaHmit.

sa6onesatus. Yacrora nporpeccuposanmns  OTcyTCTBUE NOBPEXACHMS OPrAHOB UK
coctasnser okono 1% B rop TKOHe# (BKMoYas OCTeonus), CBASAHHOTO

C MMENOMOW

Hecekpetnpyiowas mmenoma (HCM) — Orcytcreie M-npotenHa B chiBopoTke
PenKuit BOPMAHT Knaccuyeckoit MM, u/MAn Mode Npu MMMyHOUKCaLMK.
XQPAKTEPU3YIOWMIACS OTCYTCTBUEM KonuuecTso KNoHAnbHbIX NNA3MATUYECKUX
OMPEeREeNnIeMOi CTAHAAPTHbIMK KneTok B KOCTHOM mosre > 10 % unu
MMMYHOXUMUYECKMMM UCCNEAOBAHUAMM NNA3MOLMUTOMA.

6enkoB CbIBOPOTKM U MouM (anekTpodpopes,  [MpM3HAKM NOPAXEHWs OPraHOB MK
MMMYHOGPUKCALMS) CeKpeLmu TKAHEM, KOTOPbIE MOTYT GbiTh CBA3CHbI C
MOHOKIOHQANbHBIX UMMYHOTNOBYTMHOB MNA3MOKIETOMHBIM MPONMAPEPATUBHBIM

/MM UX NErkMx Lenei Npu ONHOBPEMEHHOM NPOLECCOM
CHUXEHMM KOHLIEHTPALMM HOPMATbHBIX
MMMyHOTNoBynuHos. Mommmo
LIMTONOTMYECKOTO U TUCTONOTUYECKOTO
MCCNEAOBAHMM KOCTHOrO MO3rd,
06A3ATENbHbIMM SBNSIOTCS MMMYHONIOTUYECKME
METOfIbl AMArHOCTMKM (MPOTOYHAS
LIMTOMETPHS KNETOK KOCTHOTO MO3ra U
MMMYHOTMCTOXMMMUUYECKOE MCCNEfOBAHME).
[nsi TO4HOM AMArHOCTUKM 1 KOHTPONS
acpdpektnsrHocTn Tepanmnun npu HCM
PEKOMEHIOBAHO WUCMOMb3OBAHME COYETAHMUS

MN3T u KT

ConutapHas KoCTHas NIasmouuToMa Orcyteree M-npotenHa B chiBopoTke
u/Mnm move.
ERMHMYHBI y4OCTOK KOCTHOM AECTPYKLMH,
o6ycnosneHHbii nponudpepavme
KNOHAMNbHbIX MNA3MATUYECKMX KNETOK M
NOATBEPXAEHHbIM MPU TUCTONOTUHECKOM
McenefoBaHMM.
OrtcyTcTsie NOPAXEHMS KOCTHOTO MO3Td.
HopmansHas peHtreHonornyeckas
KQPTMHA KOCTEH (M HOPMANLHOE COCTOsHME
No3BOHOYHKKA M Tasa npu MPT) sa
NpPeaenamu KOCTHOM MA3MOLIMTOMbI.
OrtcyTctBe NpUsHAKOB MOPAXEHMs
OPraHOB MM TKAHEM, KOTOPbIE MOTYT
6biTb CBS3CHbI C MIA3MOKIETOUHBIM
NPONUAPEPATUBHLIM MPOLIECCOM, KPOME
CONUTAPHOTO KOCTHOTO ovara
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Okoryanme taébn. 17.10

3aboneeaHue | Kputepuu

DKCTPAMERYNAAPHAS BHEKOCTHAS MIA3MOLM-
Toma. [pu MArkoTkaHoM nokanusaumm nopa-
XAIOTCS BEPXHUE AbIXATENbHbIE MYTH (MONOCTL
HOCQ, OKONIOHOCOBLIE MA3YXM, HOCOrMOTKA,
roprats), XKT, wurosupHas xenesa, monou-
HblE Xenesbl

OrtcytcTame M-npotenta B chisBopoTke
u/Mnu moue.

DKCTpaMenynnspHas OMyxonb U3 KNOHAMb-
HBIX MNA3MATUYECKMX KNETOK.

OrtcyTcTare nopaxeHmns KOCTHOrO MO3ra.
HopmansHas peHTreHonoruyeckas kKapTmHa
KOCTEN.

OrcyTcTBre NPUSHAKOB NOPAXEHMS Op-
FOHOB WUNK TKAHEH, KOTOpbIE MOTYT GbITh
CBA3QHbI C MNA3MOKNETOUHbIM Nponnddepa-
TUBHBIM MPOLIECCOM, BKNIOYAS OTCYTCTBME
04OroB MOPAXEHUS B KOCTAX

Makporno6ynuremus BanspeHcrpema
(6onesHb Banbpenctpema) — B-knetounas
nMmdponnasmoumutapHas numcboma ¢ npe-
MMYLLECTBEHHbIM MOPAXEHUEM KOCTHOTO
MO3ra W cekpeLmein MOHOKNoHansHoro IgM

Xapakrepusyetcs nMMdpONNA3MOLIMTAPHOM
MHAPMNBTPALIMEN KOCTHOTO MO3Td, CeKpe-
uMen (He3aBUCMMO OT ero KONMYecTsa) na-
panpotenta M, renarocnnexHomeranueit,
NMMdOAEHONATUEN; HEPEKO NPOTEKAET

¢ npotennypueit benc-[Ixonca.

K omnnunbim ot MM cumntomam otHocsT
B-cmnTombl, TXENsIM CUHAPOM runep-
BA3KOCTM, FEMOPPArMYECKMI CUHPOM,
CEHCOMOTOPHYIO NepudpepHUyecKyio Helpo-
naTmio, KPMOrnoGyNMHEMMIO

Bonesnu Taxensix uenen (BTLY) — B-kne-
TOUHblE TMMAPATUYECKME OMYXONM C PA3HO-
06pasHOi Mopdoonormei U KNMHUYECKOM
CMMNTOMOTHKOM, XaPaKTepUaytolmnecs
nponudpepaumeit B-knetounbix numdponaHbIx
3NEMEHTOB, CEKPETUPYIOWMX B KPOBb W/WNK
MOYYy CTPYKTYPHO flecheKTHbIe TaxXenble Lenu
MMMYHONo6ynmHoB

Knunnueckas kaptuua BTL pasHoo6pas-
HQ: 3MU30MbI TUMIEPTEPMUH, HOPMOXPOMHAS
aHeMMs, numdpageHonaTms, renarocnne-
HOMEranus, rMNepPNasns MUMHAANMH,
QYTOMMMYHHbIE MPOLECCHI (KNMHMYECKAs
KapTMHa pesmatonpHoro aptputa, AUTA
unun Tpomboumtonenmn, CKB, tupeouauta,
cunapoma Werpena v ap.).
OcreopecTpyKumn HEXAPAKTEPHSI.
Nunarnoctuka scex sapuattos BTL| ocHo-
BAHA HA MMMYHOXMMMYECKOM aHANU3e
6EeNKoB CbIBOPOTKM M MOYM, MO3BONSIOLEM
onpefenuTb CTPYKTYPHO HEMOMHOLEHHbIE
TAXENbIE LerM, HE CBI3AHHbIE C NETKMMH
uensmu

OcTpbiit INA3MOKNETOUHbIA NEAKO3 — GbICT-
ponpoTekatouee arpeccusHoe sabonesaHue,
obycnosneHHoe 6onbLWOM ONyxonesoi mac-
COM, C 3KCTPAMERYNNSPHOM AUCCEMUHALMEN
1 HeBNAronpPHUATHLIM NPOTHO30M; COCTABNSET
MeHee 5% Bcex BrepBbie AUMArHOCTUPOBAH-
HbIX cnyqaes MM

MNuarHoctupyiot npu abconioTHoM Konu-
4ecTBe MNA3MATMYECKMX KNETOK B KPOBM >

2 x 10%/n unu pone nNnasMaTMyeckmux Kne-
TOK B neikountapHoi coopmyne > 20 %.

B knuHMueckoit kapTUHe npesanupyiot
6onb B KOCTSIX, KPOBOTEUEHMS, renartocnie-
HOMEranus, MHOrAA — NMMcpapeHoNaTHS.
B onyxonesbiit npoLiecc MOryT BOBIEKATHCS
cepile, nerkue, AMYKM, HEPBHAS CUCTEMA M
APYr1e OPraHbl U TKAHM.

Y 56 % GonbHbix 06HApPYXMBAETCS MOYeY-
HQsl HEAOCTATOMHOCTH, YOCTO HAGNIOAAETCS
rUNepKanbLMemus
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Teyenune

MauneHtom c Telowel (GECCHMITOMHOMN) MMENOMON creundonyeckas Te-
panus He pekomeHpyetcs. [TokasaHMeM Ans HAYaNa NeYeHMs SBNSETCS YCTAHOB-
neHWe AMArHo3a CUMMTOMATUYECKOM MMENOMI.

BbiGop nporpammsl MHRYKLMOHHOM TEPAMMM 3ABMCUT OT BO3PACTA MALMEH-
T4, €0 COMATMYECKOTO COCTOSHMS, HANWYMS TIKENON COMYTCTBYIOWENM NATONO-
M 1 xapakrepa tedeHns MM.

BonbHbie B Bospacte po 60-65 net, koTopbiM BriepBbie YCTAOHOBNEH AMA-
rHos MM (cekpetupytoweit nnu HecekpeTUpytowei popMmbl), MCXORHO MOTYT
POCCMATPUBATLCS B KAYECTBE KAHAMACATOB HA BbICOKORO3HYIO KOHCOMMAALMIO,
BKntoyatowyto oaHy unu ase aytolTCK. [Ins nposepeHus TpaHcnnaHTaumm He-
OBXOANMA BO3MOXHOCTb MONMy4YeHMs, c60pad, MOACYETA, KOHCEPBALMM U XPa-
HeHus neprddepUYECcKmX CTBOMOBBIX KIETOK MM KOCTHOTO MO3rd, CTEPUIbHOTO
6OKCA C NAMMHAPHBIM MOTOKOM BO3AYXd, NANAT MHTEHCUBHOM TEPAMWM, MPO-
BEieHMs GAKTEPUONOrMYECKOTO MCCNEAOBAHMS U TPAHCHY3MOHHOM Tepaniu
B KpyrnocytouHom pexume. OcHoBHbie nonoxerus no sbinonHeHnio TKM u

TICK n3noxeHb! B HALUMOHANBHOM PYKOBOACTBE MO rEMATONOMMM MOR PEAAKLM-
en npodoeccopa O.A. PykasuupiHa.

Maunentam B Bospacte 65-70 ner 6es TixenoW ComyTCTBylOWeEH NATO-
NOTUM U B OTCYTCTBME BBIPAXEHHBIX TOKCUYECKMX OCNOXHEHUM TAKXE B AAMb-
HeMWlWeM MOXHO MPOBOAMTH BLICOKORO3HYIO KOHCOnMAaumio. bonbHbiM cTapue
70 net unM MonogbiM MALMEHTOM C TSXENbIMM COMYTCTBYIOWMMM 3060NM€Ba-
HUAMM CriefyeT PEKOMEHAOBATL KOMBUHALMM HO OCHOBE HOBbIX NEKAPCTBEH-
Hbix npenapartos 6e3 BOXT ¢ ayroTICK. lNpu tsxenoit cepaeyHoi naronormm
Lenecoobpa3HO UCKMIOUMTb U3 TEPAMNMM AHTPALMKIMHOBbLIE QHTUEMOTMKM. [ns
neyeHmns GONbHLIX C MOYEYHOM HEJOCTATOMHOCTBIO Tepanuei BLGOpa ABnsercs
couetaHne 6opTe3oMMba U [EKCAMETA3OHA.

Mpu nnaxnpyemoit aytoTlCK mHayKuMOHHYIO Tepanuio LenecoobpasHo
Haumnats co cxem PAD wnu VCD (6opresomnb, pnokcopyBuumH, gekcamera-
30H; 6opTe3omMmnb, uMKnodpocdamup, AekcametasoH). B cnyuae poctmkeHus
MOTMHOM WK OYEHb XOPOLIEN YACTUYHOM peMuccuu nocne 4 Kypcoe Mo OpHOM
n3 cxem (Hanpumep, PAD) uenecoo6pasto o6cyamnts BOMPOC O BbICOKORO3HOM
koHconuaaumu. Ecnu nocne 4-ro kypca He ROCTUIHYTA O4YEHb XOPOLLAs YACTUY-
Has pemuccus, BoamoxeH nepexop Ha cxemy VCD (ewe 2 kypca). Ecnm nocne
4-r0 Kypca He FOCTUIHYTA YOCTUYHAS PEMMCCHS, MPOBOAAT 2 AOMONHMUTENbHbIX
kypca no anstepHatieHoi cxeme VCD; npu HepoctatouHon adpdbekTUBHOCTH
LenecoobpaseH nepesof GONLHOTO HA TEPAMNMIO BTOPO MMHMKM no cxemam RD
(neHanupomup, nekcamertason), VRD (6opresomnb, neHanMpommna, REKCAMETa-
3oH), PAD (6opresomn6, nokcopy6uumt, pekcamerasoH), VCD (6opresomm6,
unknodpoccpamun, Aekcamertasor), VCP (6opresomn6, umknodpocdrammg,
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NPEeRHU30MoH) B KonnyecTse 4—6 KypcoB ¢ nocneaylowmm o6CyXaeHUEM Lene-
coobpasHoctn aytoT[CK.

MuenomHas HedoponaTus He SBASETCA MPOTMBOMOKA3AHMEM AN MPOTMBO-
OMyXONeBOi TEPAMNUK 1 He TPEBYET CHUXEHMS FO3 NEKAPCTBEHHBIX MPENAPATOB
B MHAYKUMOHHbIX cxemax. OcTpas noveyHas HeROCTATOMHOCT, Tpebytowas re-
MOAMANM3a, TAKXE He CYUTAETCS NPOTHBOMOKA3aHKWeM Ans Havana XT, ogHako
B STOM CNy4de [O3bl XMMMOTEPAMNEBTUYECKMX MPENAPATOB CHUXAOT Ha /..
Konuuectso kypcoB MHAYKLMOHHOM TepanuM ONPERENseTcs npoTUBOOMYXone-
BbIM OTBETOM HQ NEYEHME.

Maunentam B Bospacte 65-70 ner Ges Taxenoi comyTcTBylOWEN NATO-
NOrMM MOXHO HO3HAYATh MHAYKUMOHHYI0 exemy VCD unu VD. BonbHbim npe-
KNOHHOTO BO3PACTA W C TAXEMbIMKM COMYTCTBYIOWMMU 306ONEBAHMUSIMM MOXHO
PEKOMEHAOBATL CrIEAyIolMe CXEMbI MHAYKUMOHHOM Tepanun: VMP (6opreso-
M6, mendpanaH, npepHusonoH), M2 (BUHKPUCTUH, KAPMYCTWMH, mendpanaH,
umknodpoccpamma, npepHusonoH), MP (MmendbanaH, npepHusonoH), B pape
cnysaes — VD (6opresomn6, pekcamerason) unn VCD (6opresomn®, umkno-
docdpamua, aekcameTasoH). Y NOXMIbIX U O4eHb OCIABNEHHbIX MALMEHTOB, d
Takxe y GOnbHbLIX CTAPYECKOTO BO3PACTA FO3bl M YACTOTA BBEAEHMWS Mpenapa-
0B B cxeme VMP [onxHbI GbiTb CHUXEHbI.

Kom6uHauus GeHpamyctuHa ¢ npeaHmnsonoHom (cxema BP) HepasHo seepe-
HQ B ApCeHan neyeHuns GombHbIX crapwe 65 neT ¢ Brepsble AMArHOCTUPOBAH-
Ho MM, He sBnsiowmxcs kanauparamu ans aytol[CK, ocoberHo npu nposis-
neHusx nepudpeprIeckon HeMpPONaThm.

Mpn BOCTUXEHMM MONHOM M O4YEHb XOPOLWEN HYACTUHHOW PEMUCCHM MONO-
[bIM MALMEHTOM NMPOBORMTCS BbICOKORO3HAs koHconupaums (BOXT u aytoTlCK).

17.10. Makporno6ynuHemus BanbpeHctpema

Makporno6ynuHemns Banbperctpema (MB; Gonests Banspenctpema) —
B-knetouHas NMMONNIASMOLUTAPHAS TMMAPOMA C MPEUMYLIECTBEHHBIM MO-
POXeHWEeM KOCTHOrO MO3ra M cekpeluer moHoknowansHoro IgM. B pepkmx
cnyyasx (< 5%) MoryT BcTpeuarscs IMMAPOMIA3MOLMTAPHbIE TMMAPOMbI C Ce-
kpeuweit IgA, IgG unu HecekpeTHpyiowmit BOpUaHT BonesHu.

SnupemMmnonorms

3abonesaemocts MB coctaenser 2-5 cnyuaes Ha 1 MiH HaceneHws B rop.
Mennara Bospacta — 63 ropa.

Knunuka

K knuHuueckum nposieneHmsm 3a60neBaHMs OTHOCAT PELMAMBUPYIOLLYIO
NMXOPAAKY, HOYHYIO MOTAMBOCT, MOTEPIO MACCH TENA, NMMAPAAEHONATHIO, re-

318



MATOCMNEHOMEranuio, NepUdPEPUIECKYIO MONMHEMPONATMIO, AHEMMIO W/ Mn
TPOMBOLIMTONEHHIO, KPMOFNOBYNMHEMMIO, CUHAPOM FMMNEPBI3KOCTH.

Ouarnoctuka

Mpu ycraHoenennn guarHosa MB ponxHsl npucyTcrBoBaTH Crnepylowme
KpUTEPMM:
MOHOKNOHaNbHbINA IgM (HesasucMO OT ypoBHsS napanpotenHal;
V' MHCPMNLTPALMS KOCTHOTO MOSFQ MAMbIMM TUMCPOLIMTAMM, MNCSMOLMTO-
MOAOGHBIMM M MNA3MATUYECKMMM KNETKAMM.

DakTopbl NporHosa

K ocHoBHbIM dbakTOpam HeGNAronpusTHOTO NPOrHO3a NPK YCTAHOBNEHMM
amarHosa MB otHocsTes:

v’ Bospact crapue 65 ner;

V' yposeHsb remornobuna < 115 r/n;

V" yposens TpomGoumTos < 100 x 109/n;

v’ B2-MMKPOTNOBYNMH ChIBOPOTKM KpOBM > 3 Mr/n;

KOHLEHTpaums mMoHoknoHansHoro IgM > 70 r/n.

Pewatowee 3HaueHue B AncpdpepeHUMAnbHOM AUATHOCTUKE MMEIOT KIWHM-
4ecKas KAPTMHA (B YOCTHOCTM, HE3HAUMTENbHAS NTMMAPOAEHONATUS MPU BEpH-
PMUMPOBAHHOM MOPAXEHMM KOCTHOTO MO3ra), Hanuuue u yposeHs M-napa-
NpoTEMHA.

JTeyenune

BbiGop nporpammsl nedeHmus 30BUCHT OT BO3PACTA M COMATMYECKOTO CTa-
Tyca GOMLHOrO, HAMMYMUS LMTONEHUM, HEOBXOAMMOCTM BbICTPOM PERYKLMM Ony-
XONM.

Maunentam c tetowen (6eccumntomtoit) MB creundonueckas tepanus
He peKkoMeHAyeTcs.

Mokasanus k Havany neverns MB:

v peunpavBMpYiOWas NMXOPOAKA, HOYHOS MOTAMBOCTh, MOTEPS MACCHI
Tena, cnabocts;

CMHAPOM TMMNEPBS3KOCTH;

CUMNTOMATMYECKAS TIMMJDOAEHONATUS MM MOCCMBHOE  YBETIMYEHME
NMMdPATUYECKMX y3noB (> 5 cm B gameTpe);

CMMNTOMATUYECKAs renaToMeranus u/uim cnneHoMeranms;
CMMNTOMATMYECKAS OPraHOMEranms;

nepudoepuyeckas HerponaTus, cessaHHas ¢ MB;

CMMNTOMATMYECKAS KPUOTIOBYNMHEMMS;

aHemus ¢ yposHem remornobuta < 100 r/n;

TpomGouuToneHus ¢ yposHem Tpomboumtos < 100 x 107/n;

NN NN N
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v\ AUTA u/unm TpoMBounTONEHMS;

V' NOYEYHQs HEOCTATOYHOCTb, CBI3AHHAs ¢ MB;

V" amunompos, cessaHHsii ¢ MB;

v yposeHs moHoknoHansHoro IgM > 50 r/n, paxe npu otcyTcTBuM

CHUMMTOMOB.

Nleyenne GombHbix C Bnepsbie AMArHocTMposanHo MB nposopst no
pUTYKCHMaB-cofepxaumm nporpammam XT. Y naumeHToB ¢ CUHAPOMOM
TMNEPBA3KOCTM, GOMbIWMM POSMEPOM NMMADATUYECKMUX Y3NOB WIM CeneseH-
Ku, KpuornobynuHemmen, korpa Heobxonuma ObICTpas pefyKums onyxonw,
LenecoobpasHel MPOrpamMMsl ¢ BKMtodeHem umknodbocdrammaa (R-CHOP,
RDC, 6opresomub-copepxawmin pexum BDR). [ng 6onbHbIX € LMTONEHMSMMU
(ocobenHo ¢ TPOMBOUMTONEHMEN) PEKOMEHAYIOT NeYeHne Mo Nporpamme
RDC. Y otpenbHbIX NALUMEHTOB C HA3KMM YPOBHEM MOHOKIOHANLHOTO Benka,
MEANEHHO Mporpeccupytolieit GonesHbio, a TAKXe C COMyTCTBytoWel naTo-
Nnoruei MCMonb3yloT PUTYKCMMAD B MOHOPEXMMe Wiu xnopambyuun. [pu
HANMYUM CMHAPOMA TMMEPBS3KOCTH, KPUOTMOBYIUHEMMM NeveHne crnepyer
HQYMHATL C MNAsMadoepesa ans GLICTPOrO CHUXEHMS YPOBHS MOHOKIOHAb-
Horo Genka. AHGROTM HyKNEOSMAGE (knanpn6uH 1 conyRapabuH) B MOHOPe-
XHUMe NGO B COYETAHWU C PUTYKCMMABOM M/ Min LMKNOGOCAMMAOM TaKXKE

, OFHAKO WX
NPUMEHEHUE YPEBATO PA3BMTUEM MMENO/MMMYHOCYNPECCHH U MHADEKLMOH-
HbIX OCNOXHEHWA. B kauecTBe Tepanuu nepeoi NMHUK B MOHOPEXMME WK B
COYETaHMU C KOPTUKOCTEPOMUAAMM XNOPAMBYLIMN NMPUMEHSETCS B OCHOBHOM
Y. MoXxunbix 6onbHbIX (kypcosoe nederne no 0,3 Mmr/kr B TeveHne 7 pHew
kaxxpsie 6 Hep.). Jleyenne xnopambyumnom NpoBoAsT He MeHee 6 Mec.,
T. K. NIpoTHBOONYyXOneBbiit 3dpdoeKT HacTynaer MeaneHHo. [Nocne goctmxeHus
NAaTo TEPANMUIO CNEAYET NPEKPATHTS.

BriGop nporpammsl neverus peunarsos MB sasucut ot adpcbekTmsHoCTH
MPEALIECTBYIOWEN TEPANMM, ANMTENLHOCTU PEMMCCUM, COCTOSHMS M BO3PACT
NALMEHTA, COMYTCTBYIOWEN NATONOMMM U OCTIOXKHEHWH, COMPOBOXACBLIMX Nep-
BOHOYANbHYIO Tepanuio. [Tpn NosaHMX peunanBax, pasBuBLIMXCS Yepes | rop
n Gonee nocne AOCTUXEHWS MPOTUBOOMYXONEBOrO OTBETA, MOXHO HO3HAYATH
NPUMEHSBLIMECS paHee MeTofbl Tepanuu. [ns neyenus paHHmux peunansos MB
(Mpu AnuTensHocTM pemmccun meree 1 TOpa), a Takxe nNpu pPedopPaKTEPHOM
TeueHWn GONesHU CreayeT MCNoNb3OBATL QLTEPHATUBHYIO MPOTPAMMY MepPBOM
NHWAKM. DTU NPOrPAMMBI JOMKHbI BKIIOYATh NEKAPCTBEHHbIE CPEACTBA APYTHX
rpynm, MOryT GbITb MCMOML3OBAHbI KOK MOHOPEXMME, TAK U B BUAE KOMBMHALMM
npenaparos.

Ons nevenus peunpamsos BbicokoadpdpekTuaHbl nporpammsl FR, FCR.

B Hacroswee Bpems MBPYTUHME sBNSeTCs MepBbiM MPENAPATOM, 3aperi-
CTpPMpOBAHHLIM B EBpOcoiose ans nedenus atoro pepkoro tvna B-knetouHoit
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onyxonu. [Npenapar nonyuun gononutensHoe ogobperne M3 PO ans npu-
MeHeHus y nauueHTos ¢ peunarsamu MB, a Takxe y Tex, y koro nposenex1e
XT satpynHeHo.

17.11. TknetouHbie TUMdOOMI

Cyb6ctpatom T-kneTouHbix NMMdpom sBrsiiotcs 3pensie T-TMMADOLMTbI.

17.11.1. [epBuuHbIEe KOXHbIE TMMTOOMBI

MNepsuuHbie nMcdpoMbl KoXH (rprBoBMAHbIA MMKO3 M cuHapom Cesapu)
npeactasnstor coboi reTeporeHHyto rpynny numdoonponudpepatmeHbix 3a60-
nesauit T/NK-npupopbl, KOTOpble HO MOMEHT MOCTAHOBKM AUArHO3A NOKANM-
3ylOTCSl TOMKO B KOXE.

[pn6oBugHLIi MMKO3 — nepBuyHas T-KNeTOUHAs NMMAOOMA KOXM, SBNAET-
¢ Haubonee PACNPOCTPAHEHHON CPOPMON KOXHOM T-kNeTOYHOM NMMGOOMbI 1
cocrasnser 1% scex HXI, 50 % nepeuunbix numdbom koxu u 65 % KoxHbIx
T-KNeTouHbIX MMMOOM.

Cungpom Cesapu npeacraenser coboi T-kneTouHyio NMMAPoMy KOXH, Xa-
POKTEPUYIOWYIOCS SPUTPOAEPMUEN, TEHEPANM3OBAHHOM TMMdPAREHONATHE
M HOMMYMEM B KPOBU LIMPKYTMPYIOWMX 3NOKAYECTBEHHBIX T-TMMdpoLMTOB (Kie-
Tok Cesapu). Cunppom Cesapu cocraenser meHee 5 % Bcex NepBUUHBIX KOX-
HbIX TMMcpoM. BonetoT npenmyLecTBEHHO NIOAKM MOXMIOTO BO3PACTA C NPeot-
NAAGHMEM MALMEHTOB MYXCKOTO NONA, CPEAHMM BO3PACT HAYANA 3060MeBaHMs
cocragnser 60-65 ner.

leyeHne rpuOOBURHOrO MMKO3G MPOBOAMTCS TOMMHYECKUMM KOPTUKOCTEPOM-
nbl, MYBATepanueit (ncopaneH + ynstpadouonertosoe obnyuenune crektpa A,
NOKQNLHOM My4eBO¥ Tepanueit u TotansHsim obnydeHmem koxu (COL 30-40 p).

Hanbonee adpdoekTHeHbLIM METOROM MEPBOI NMHMM TEPAMUK MPU CUHRPO-
me Cesapy B HOCTOSIEE BPEMs SIBNSETCS SKCTPAKOPNOPAnbHbIA dpotodoepes,
NPH-«, Huskue possl metotpekcara (< 100 mr/Hen.).

B cnyuoe HeadodpektmBHOCTM Npu T-KneTouHbIX TMMAPOMAX KOXM MCMOMb-
3ytor XT gokcopyGuumHOM (nunocomansHoi doopmoit), donysapaGrHOM, Xno-
PAMBYLIMNOM.

17.11.2. CD30-nosutneHbiE NMdponponmMdpepaT1eHsie
3a60neBaHns KOXM

JlumcpomaromgHbisi namynes — XpoHuyeckoe peuuamsupytoliee TMmdoo-
npon1dpepaTMBHOE 3a60neBaHUe KOXM, KOTOPOE XAPAKTEPU3YETCS MOBTOPHbI-



MM BbICHINAHMAMM COMOMPOW3BOMLHO PA3PELLAIOWMXCS NAMYNE3HbIX SNEMEHTOB
C FMCTONOTMYECKMMM MPU3HOKOMM 3NOKAYECTBEHHOM NTMMADOMBI.

[Nepsuynas  aHannactmyeckas  KPynHOKNETOYHAS — TMMGDOMA  KOXM
(AKTIK) — T-knetounas onyxonb, XapaKTEPU3yOWAscs BbLICTPO PACTYLMMM
Y3NOMM M KIOHANLHOM Nponudpepalmen B KOXE KPYMHbIX GHAMNACTUYECKMX
numdpomaHbIxX Knetok, akcnpeccupytowmx antren CD30.

B HacToAWwMI MOMEHT He CylecTBYeT TEpanmmu, CNOCOBHOM MBMEHWTL Teve-
HWe TMMJPOMATOMRHOTO MAMYNE3A; YUYUTHIBAS BAATONPUSTHBIA MPOTHO3 U BbICO-
KYIO 4OCTOTY PELIMAMBOB, MPAKTUYECKK MOCne MoBGOro BUAA TEPANMM GOMblLMH-
CTBY NMALMEHTOB NPEANaraeTcs TAKTUKA «HABMIOAAN 1 Xan.

Nedenne AKIJIK 3aBucuT OT TKOHEBOrO PACMPOCTPAHEHMs GonesHu: npu
M3ONUPOBAHHOM KOXHOM MOPCXEHWM MPOBOAMTCS XMPYPrUyeckoe neveHue
MM nokanbHas My4esas Tepanus. [1pu MHOXECTBEHHbIX PACTPOCTPAHEHHbIX
BLICHINAHMSX PEKOMEHAYETCS NevyeHMe ManbIMM RO3aMM MeToTpekcata (5—
25 Mr 8 Hepenio) unu B koMBuHaumm ¢ MDH-a; npu HekoxHOM pacnpocTpa-
Hexnn — [XT, HanGonee yacto npumensercs pexmm CHOP.

17.11.3. HopanbHble 1 gpyrue dpopMsl T-kNeTouHbIX NMMcdPoM

K artoit rpynne otHocstcs nepudpepuyeckas T-knetoyHas nMMdOOMa He-
YTOYHEHHQS, OHMMOMMMYHOBNACTHAS T-KneTouHas NMMOOMA, SKCTPAHORANS-
Has NK/T-knetounas numcboma Hasansioro tmna, AKKIT ALK-nosutneHas/
HeraTuBHas, T-KNeToYHas NMMAPOMA, OCCOLMMPOBAHHAS C SHTEPONATMEN, re-
natonMeHanbHas T-KkNeTouHas NMMAPOMa, T-KNETOUHbIA MPONMMAPOLMUTAPHbIN
nemKos.

YuuTbiBas r€TEPOreHHOCT U PEAKOCTb YKA3AHHOM rPyMMbl NMMAPOM, Of-
TUMANbHOS TOKTUKA NEYeHMs O CMX Nop He onpepeneHa. B nio6om cnyuae
npennoututensHsimu senstotcst kypesl NXT. [Ins nepudoepuueckoit T-knetouHoit
NUMCPOMbI  HEYTOYHEHHOM, OHMMOMMMYHOBNACTHOM T-KNETOYHOM NUMCPOMSBI
renaronueHansHon T-kKNeToYHOM NMMJPOMbI CTAHACPTOM MOXHO CYUTATH KypC
CHOP, aHanornuHbli Kypcam npu nedeHnn B-knetourbix HORambHBIX NMMdOOM,
Tonbko 6e3 putykeumaba. DkctparopansHas NK/T-knetounas numdpoma npu
NOKQNbHOW CTAAMM 4yBCTBMTENbHA K WM3ONMPOBOHHOW NMyYeBOM TEPAMUM, MPM
PACNPOCTPAHEHHOM — K COYETAHHOW XMMMONy4eBoi Tepanuu. [ns neveHus
AKKIJ1, kak npasuno, ucnons3ytotcs Gonee MHTEHCUBHbIE PEXMMbI, TAKME KAK
CHOEP (c atonosupom). T-kneTouHslit nponMmdpouMTapHbIi neikos TpeGyet
HO3HOYEHWs MPOTPOMM, OHONOTMYHBIX TAKOBLIM MPK XpoHMyeckom B-knetou-
HOM neiikose, Ho 6e3 putykcmaba, — ato nporpammsl CHOP unn FMC.

Bo Bcex cnyuasx yKasaHHbiX 3060NeBAHMA, CBA3AHHbBIX C HEKOXHOM NOKa-
nu3aumMeit onyxonu, NPOrHo3 ocTaeTcs HebnaronpustHeiM. B cnyvae peumnpnsa
onyxonu Hapo nnauuposats aytol[CK.
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18. OCHOBHbIE MPUHLMMI
TPAHC®DY3MOHHOM
TEPATTNN

V" Tpancdpysus NpeaHasHAUeHa NS COXPAHEHMS XU3HM U MPOCOUNAKTHKM
YrPOXQIOWMX XM3HU COCTOSHMIA TONbKO MPU HEBOBMOXHOCTU KOPPEK-
LMK COCTORHMS [PYTUM CMIOCOOOM.

B kakpom KOHKPETHOM cnydde FOMXKHA MPUMEHSTCS KOMMOHEHTHAs
Tepanus. LlensHas KpoBb NpaKTUYECKM He MCronb3yeTcs.
lNepennBaHme KOMNOHEHTOB KPOBM OBBIMHO MCMOML3YETCS TOMLKO B MpSi-
MOM COOTBETCTBUM C PYMMNOM KPOBU M PesyC-MPUHARIEXHOCTU FOHOPA
W peuunueHTa.

KoMnoHeHTbl KpoBM MOXHO Mepenusath TOMbKO MOCNE MepPONpPHUATUNA,
HAMPABNEHHBIX HO MMHUMM3ALMIO PUCKOB, CBA3OHHBIX C FeMOTPaHCdy-
3UIMM.

Hasnauerne TpaHcdysmu KOMMOHEHTOB KPOBM IOMXHO OCHOBbIBATLCS
KOK HO MOKA3QHMAX, PErNMAMEHTMPOBAHHbIX NPABOBOM 6A30M, TAK U HA
OLEeHKE MHAMBMAYANLHOM KNMHUYECKOM CUTYALMM.
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19. KOMNOHEHTHI KPOBU

19.1. Knaccudomkaums KOMNOHEHTOB 1 NPENApPATOB
KPOBM

KomnoHeHTsl kKpoBu:

v DpuTpouuT-coepXalume Cpefbl (HATUBHbIE MM PASMOPOXEHHbIE 3pU-
TPOUMTI).

v" TpomBountapHas Macca, TPOMBOKOHLEHTPAT.

v TnasMa CBEXE3AMOPOXEHHAS, MNA3MbI HAMPABNEHHOTO AeMCTBMA (MM-
MyHHbIE, GHTUrEeMOPUIbHbIE, AHTUCTACOUIOKOKKOBBIE).

V" KoHLeHTpaT rpaHynoumros.

MNpenapaTsl Kposu:

v TMpenapaT KOMMNEKCHOTo AEMCTBMA — anbBYMMH.

v KoppeKTophl CBEpTHIBAIOWEH CUCTEMbI — KPUONPELMIUTAT, KOHLEH-
tpartsl VIII u [X doaktopos ceeprbiBaHMs KpoBM, donBPUHOrEH.

v TMpenapaThl UMMYHONOTMYECKOTO AGHCTBUS — MMMYHOTNOBYIMH Ans
NPOGOUNAKTUKM KOPM, UMMyHOTNOBYMH axtupesyc Rh (D), ummyro-
rno6ynuHbl HANPABIEHHOTO AEMCTBMS (AHTMCTACPMNOKOKKOBbIM, MPOTH-
BOCTONGHS4HbIN, MPOTUBOTPUMMO3HBIN; MPOTUB KNewwesoro sHuedpanuta

v ap.).

19.2. XapaKTepuCTnka KOMNOHEHTOB KPOBM

Cpensl, copepxaume 3pUTPOLMTH, NONYYAIOT M3 LIENbHOM AOHOPCKOM
KPOBM MyTeM LIEHTPMADYTMPOBAHMS MM OT OFHOTO AOHOPA C MCMOMNb3OBAHUEM
adpepesHo TEXHONOTUH:

v UenbHas (KOHCEpPBMPOBAHHAS) KPOBS;

v’ 3puUTpOUMTApHAS B3BECH;

v’ apuTpounTapHas Macca;

V' OTMbITEIE 3PUTPOLMTH;

v’ OTMBITHIE JETTMLEPONM3OBAHHBIE SPUTPOLMTSI.
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MNpu nepenusarmmn 1 [o3bl rematokput ysennumsaetcs Ha 3 %, remorno-
6un — nva 10 r/n.
LensHas (koHcepsupoBaHHASs) KpoBs COREPXMT BCE KOMMOHEHTbI KNETOY-
Horo coctaea M nnasmsl, o6bem 500 mn, rematokput 35-40%. XpaHures
21-35 pHeit npu temneparype 1-6°C. Mcnonbayercs ans BOCCTAHOBNEHMs
KMCNOPOATPAHCMIOPTHBIX BOBMOXHOCTEMN (OCTPAs MACCMBHAS KPOBOMOTEPS NPy
TPOBMOX, XMPYPTrUYECKMX BMEWATENLCTBAX, OBMEHHOE MepenuBaH1e KPOBH).
Mpu nepenveatmm 1 posbl oxupaemsit npupoct rematokputa 3-4%, re-
mornobuta — 10 r/n.
SputpountapHas B3BECH XPAHUTCA B PACTBOPE AEKCTPO3bl M OAEHMHA.
O6vem 300-350 mn, rematokput 55-65%, remornobun 55-64 r. Cpok
XpaHeHus — 42 pHs.
SputpoumtapHas macca xpanurcs 21-35 pHeit B 30BMCHMOCTM OT KOH-
cepeanta. O6vem 250 mn, rematokputr 65-85 %, remornobun 55-64 r.
Ormbitvie sputpoumts. OTMbLIBOHME KOMMOHEHTOB, COAEPXALMX SPUTPO-
umtel, 1-2 n dpusmonoruueckoro pacrsopa. O6vem 180-250 mn, remaro-
kput 65-80%, remornobun 55-64 r. Copepxut meHee 1% nnasmeHHbix
6enkos, 15 % neikouMToB KPOBU, TPOMGOLMTOB HET.
OTmbiTbie [ErMMUEPONM3OBAHHBIE SPMTPOLMTL.. 3UMOPO3KA C MCMONb3O-
BaHuem rmmuepona (20-40%) B Tevenne 5 pHeit mocne nonyvenus. Temne-
patypa 3amoposkn — ot =65 po -200 °C. XpaHeHnne — 6Gonee 10 ner.
lMoarotoBka K TPAHCAPY3MM: OTMbIBOHME OT MMLEPONA, XPAHeHUe He Bonee
24 4 npu temneparype 1-6°C. Copepxur He menee 36 r remornobuHa.
MNpakTnyecku HeT NNasMeHHbIX GEnKos, NeMKOLUTOB, TPOMBOLIMTOB.
TpOMOOLUTHI NONY4QIOT M3 LIENMEHOM AOHOPCKOM KPOBM MyTem LieHTpUdDy-
TMPOBOHMS MK OT OFHOMO AOHOPA C WMCMOMb3OBAHMEM ACDEPESHONM TEXHONOTUM.
Tepanestnieckas posa coctasnsier 2,5-3,5x 10" rpomGounTos (4-6 03 13 Lenb-
Hoit kpoeu). Xparermne npu temneparype 20-24 °C npu noctosHHOM Nomewmsa-
Hum. Cpok ropHocTn — He Gonee 5 pHent. [pu nepenvsarmm 1 Tepanestyeckoit
no3bl OXupaemslit npupoct tpomboumtos 20-30 000/ mkn.
TpaHcgbysmonornyeckme cpegs, Cogepxaiyue TPOMOOLMTI:
v TPOMBOUMTAPHAA MACCA — TPOMBOLMTH, MONYYEHHbIE M3 LIENbHOM KPO-
Bu. 1 posa pasHa 50-70 mn nnasmsl ¢ 0,5-0,7 x 10'" rpomBoumtos;

v TpOMBOKOHUEHTPAT — foHOPCKMe adpepesHsie TpomGoumTsl. Obbem
nnasmbl 200-400 mn, 3x 10" pomGountos (aksmsanextHo 4-6 po-
3aM, MOMYYEHHbIM M3 LIEMbHOM KPOBH).

Ceexxe3amMOpOKeHHas MJ1a3Ma 30roTasnMBAETCS M3 LENbHOM AOHOP-
CKO¥ KPOBY MyTEM LIEHTPUAPYTMPOBAHMS MM OT ORHOrO AOHOPA C UCMOMb3OBA-
HUEeM adpepesHON TEXHONOTHUK. 3OMOPAXMBAHME MPOBOAMTCS B TeyeHue & .
MonHoe 3amopaxwueaHue gonxHo Gbitb npu Temnepatype —30 °C 8 Teverne
40 muH. XpaHeHue He Gonee 36 mec. npu Temneparype —25 °C.
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Kapaxmumsaymsa: xpaHeHue B TeyeHne 6 Mec., Nocne 4ero NoBTOPHOE
o6cnefoBaHmMe FOHOPA HO HANMYME FEMOTPAHCMUCCHBHBIX MHADEKUMI, Aanee
C3I' Mmapkupyetcs kKoK KQPAHTUHU3MPOBAHHAS M MOXET BbiTb MCMONB3OBAHA.

KoHLeHTpaT rpaHynoumToB roToBAT HO OBTOMATMYECKOM CEMapaTope,
o6bem 1 goabl 200-400 mn, 1x 10 knetok. MNpensaputensHo fFOHOPY BBORST
[-KCD, unu rntokoKOPTUKOUABI, MNK MX CoYETaHUE. XPOHEHUE MPK TeMNepaTy-
pe 20-24 °C ne 6onee 1 ghs.

19.3. XapaktepucTka NpenapaTos Kposu

AnbGYyMMH NO CPABHEHMIO C MIA3MOM BbI3bIBAET Gonee GbICTPbIN M BbIPA-
XeHHbIM TepanesTnieckuit acpdpext. Mpumerenne 5% pactsopa ansbymuta
PEKOMEHAYIOT C LeNbio BOCMOMHEHWS AecouUMTa OBbEMA LMPKYIMPYIOLIE
KPOBM (MNO3Mbi), MPU TMNONPOTEMHEMMSX PASTMYHOTO NPOUCXOXAEHHS. Bonee
KOHLEHTPMPOBAHHbIE pacTeopbl anbBymuHa (20-25 %) npepnouturensHbl npu
TPOBMOX FOMOBbI, YEPENA, COMPOBOXACIOWMXCS OTEKOM FOMOBHOMO MO3rd, M
NPy APYrMX MATONOrMYECKMX COCTOSHWAX, KOFAA ClEAyeT OrPaHMYUTL KOMM-
4eCTBO XWAKOCTH, BBOAMMOM B opranuam. Popma ewinycka: 50, 100, 250,
500 mn ans 5 n 10% pactsopa. lMyTb BBeaeHMS — BHYTPUBEHHDIM, KAMENbHbINA.
OgHokparras gosa 20% pacreopa — go 100 mn; 5 u 10% pacteopa — po
300 mn u 6onee. OTHOCHTENbHBIMK MPOTUBOMOKA3AHUIMM MOTYT GbITb annep-
rMyeckmne peakLmm.

Kpuonpeunnurar rotosurcs na C3IN nocne pasMopaxusaHus npu Tem-
nepatype 1-6 °C metopom ueHTpudpyruposanus. Ocaxpatorcs HepacTso-
PUMble rmkonpotenpsl nnasmsl. Janee GbicTpo 3amopaxusatoT He Gonee 1 4
n xpanst 36 mec. npu temneparype —25 °C. Buinyckator B BUAE nnactuko-
BbIX Mewoukos 15 mn. Cocrae kpuonpeumnurara ot 1 [O3bI LENbHOM KPOBY:
80-200 ME dpaktopa VI, 80-100 ME dpaktopa Bunnebpanpa, 150 mr
doubpuHorera, Hebonboe konnyecteo doaktopa Xl u donbporektmHa. MNpu-
MEHSETCA ANS NeYeHUs U NPOPUNAKTUKMA KPOBOTEUEHMI Y BOMbHBIX remodou-
nueit A, GonesHbio BunneBpanpa (aHrnoremodpunueit), B cnyuae peskoro
cHmxenms aktmeHoct VIl doaktopa ceeptbiBanms kposu. [Npenapar seopst
CTPYHHO C MOMOLYBIO WNPHMLA MM CUCTEMbI NEPENMBAHMS KPOBM C COMNBTPOM.
Pasosas posa npenapara sasucut or ncxopHoro ypoeHs VIl dpaktopa B kpo-
BM, MOCCHI TENd MALMEHTA, XOAPOKTEPA KNMHMYECKMX MPOSBNEHWH rEMOPPa-
. Y HekoTopbix BOMbHLIX KPMOMPELMMMTAT MOXET MPU BBEAEHMM BbI3bIBATH
4YBCTBO MAPECTE3NM B OBNACTM PTA, NPOXOAsLEE CPA3Y Nocne TPAHCAY3HUM.

[MpoTpOMEMHOBLIA KOMMNEKC NPEACTABASET COGON KOMMNEKC dPaKTOPOB
ceeprbisanus kposu I, VI, IX, X, Haxopswwmxcs B poHOpckoi nnasme, npexpae
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BCero B 30He a- u B-rnobynuHos. Beinyckaercs o donakonax 100 mn ¢ co-
nepxatuem 200-1000 E[l aktusHoro dpaktopa X u B BbicyweHHOM Bipe
(cTepunbHbIA nopowok Genoro useta). MNpenapar xpaHaT npu Temneparype
He Bbiwe 4 °C, cpok ropHoctv — po 1 ropa. Pacreopsior HenocpencreeHHo
nepen BBefeHUeM M meaneHHo BBoasT M3 pacyeta 15-20 E[l va 1 kr maccsl
Tena naunenta. Kontponupytot copepxanue IX doakropa kposu peumnmerta.
[ns npodounakt1kK remopparmii npu remodpunum sopst exexepensHo 1000-
2000 E[l dpaktopa, nosropss uHbekummn 2-3 pasa.
[Nokasanms k npumeHeHmio:
v’ HacnencTBeHHbIf fedouuUMT haKTOPOB NPOTPOMEHHOBOTO KOMMNEKCT;
v/ C Uenbio reMocTasa Npu rNONPOTPOMBUHEMMSX, TUMONPOKOHBEPTUHE-
musix, remocpunmn B u 6onestn Crioapra—Illpayap (nedpekr dpakropa
X cBEPTbIBAHMS KPOBM, YYACTBYIOWEro B NEPBOW M BTOPOI cpasax ceep-
ThIBQHMS KPOBM).
lNpenaparsi Ha ocHoBe NPOTPOMEMHOBOrO KOMIINEKCA:

v cpaktop 1l (600 ME), dpaktopst VII, IX u X (500 ME), nporeun C

(400 ME);

v cbakropsl I, IX u X (600 ME), cbakrop VII (500 ME), nporemn C
(450 ME);

v cpakropsl II, IX 1 X B HEQKTMBMPOBAHHON CPOPME, OKTUBMPOBAHHBIN

doakrop VII (500 un 1000 ME) u koarynsHTHbIM QHTUrEH dbakTopa
VIl (10% dpakTopos BHewHero nyTtH);

v’ pekOMBUHAHTHbIN akTuBMpoBaHHbii doaktop VIl (1 mr no 50 000 ME

wnm 2 mrno 100 000 ME).

DubpuHoreH sbinyckaercs Bo donakoHax smectumoctsio 250 u 500 mn,
B KQXAOM M3 koTopbix copepxutcs He mevee 0,8 mnm 1,8 r Genka. Xpo-
HaT npu temneparype 2-10 °C B cyxom TemHom Mecte. Cpok rogHoctn —
2 ropa. [NpuMenstoT B cnydae BPOXAEHHOW MMNOCPUOPUHOrEHEMUI PA3NMY-
Horo renesa. CamocrosTensHoe BBeaeHMe PUBPUHOTEHA MPU BbIPAXKEHHOM
doubpuHonuse HeadpdpekTnsHO. [yTh BBEAEHMS — BHYTPUBEHHBIM, KANEMbHbIA.
lNpensapuTensHO PACTBOPSIOT COMACHO PEKOMEHAALIMAM, MPERNOXEHHbIM
B MHCTPYKUMM. B CyTKM NpM MOCCMBHOM KPOBOTEUYEHMM, CBS3AHHOM C Q- MMM
runodonbpuremment, Beoast 2—12 r u Gonee. [Mpotmsonokasanms: [ABC-cun-
APOM, TPOMOBO3bI, MOBbILEHHAS CBEPTHIBAEMOCTb KPOBU. [10 XORy BeHbl npu
BBEMlEHMM NpenapaTos ObiBaeT 6ob.

MMMyHOrno6ynux yenosevecknin — nonusanetHsit IgG ans 8/8 seene-
HMs, MPOM3BOAMTCS M3 MNa3Mbl yenoseka. buopoctynHocts cocraenser 100 %,
BbICTPO  JOCTUrAETCS PACMPOCTPAHEHME MEXAY MNA3MOM M BHECOCYAMCTON
XuaKocTbio. MoxXeT BbiTb UCMIONb3OBAH B CTALMOHAPE M ambynatopHo. [losbl 1
WHTEPBANbI MEXAY TPAHCADY3HUSIMM 30BUCAT OT NOKA3AHMA.
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OcHoBHble MOKA3AHUS K PUMEHEHMIO MMMYHOIOBYMHA YENOBEYECKOro
(lgG):
v/ 30MeCTUTENbHAS Tepanus NPy NEPBUUHBIX U MMMYHORECOMLIMTHBIX CHH-
[pOMaX;
v npodounakTika MHdpeKLmit Npu MuenomHoit 6onesku u XTI co sTopuu-
HOM TAXENOM runorammarnobynuHemmeit;
v ummyHomopynaums npu UTT, cunppome Kasacakm v ap.;
v annoTKM.

NmmyHorno6ynun antupesyc Rh(D) swinyckaetcs 8 amnynax. 3a 1 posy
NPMHUMAIOT 2 MN pactBopd ¢ TMTpom aHtuten antnpesyc 1:51-1:1000 mnu
1 mn ¢ utpom 1:2000 u Bbiwe. B 1 amnyne copepxutcs 1 posa npena-
pata. Amnynbl xpaHst npu Temneparype 2—-10 °C B 3awmieHHOM oT ceeta
mecte cpokom po | ropa. MpumeHstoT y pesyc-oTpULATENbHbIX XEHWMH, He
ceHcnbunmanpyemsix k anturery Rh(D), npu ycnoeun 6epemerHocti u poxae-
HWUK pesyc-nonoxuTenHoro peberka. Mpenapar BBORIT BHYTPUMBILIEUHO AO U
B nepsble /2 4 nocne pofos B konuyectse 1 [o3bl.

[Mpenapar Hens3s HasHauaTs:

Pe3yC-NONOXMTENbHBIM POAMUMbHULIOM;
pe3yC-OTPULIATENbHLIM POAMMLHULIOM, CEHCUOMIM3MPOBAHHBIM K pesyc-
M3OQHTMrEeHY, B CbIBOPOTKE KOTOPbIX OBHAPYXKEHbI PE3YC-QHTUTENa.
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20. [NOKA3AHUS K TPAHCDOY3MMU
d IOHOPCKMX SPUTPOLIUTOB,
TPOMBOLIMTOB,
CBEXE3AMOPOXEHHOM
MIA3MbI

TMoka3zanms K TpPaHCqhy3umn SpUTPOLIMTAPHON MACChI MPH AHEMMAX:

BbIPCKEHHbBIE KIIMHUYECKME CMMITOMbI GHEMMM, HEKYMMPYEMbIE APYrit-
MM CMOCOBAMM (CTPOTMIt MOCTENbHBIA PEXUM, MORAYA 0BOraleHHOro
KMCNOPOROM BO3AYXQ);

v HEeOBXOIMMOCTh GLICTPOTO MOLEMA FEMOrMOGMHA (MpM XMpypruye-
CKOM neyeHnu);

v HanuuMe CTOMKOM Nporpeccupyioweit aHemuu (remornobun < 70—
80 r/n) npu HEBOSMOXHOCTH ee KOPPEKUMM PYTMMM (TEKAPCTBEHHbI-
MM) METOAAMM.

TNoka3zanns AAs nepeAMBaHNsA AOHOPCKHX TPOMOOLIMTOB:
KpaiiHe Taxenas creneHs TpomGouutonenmn (< 10x 103/ mkn);

v’ 1axenas creneHs TpomGoumtoneHun (< 20x 103/mkn) npu Hanuumu
TAXENOro reMoppParMyeckoro CUHAPOMA (KOXHOrO reMoppPartyeckoro
CMHAPOMA BEPXHEM MONOBMHbI TYNOBMWA W/MIM CIMBUCTbIX 06onoYek)
M/ M NIOBLIX KPOBOTEYEHMIA;

v’ cpepnss crenens TpomGoumtonenmu (20-50 x 10°/mkn) npu Heobxo-
AMMOCTM MHBO3MBHBIX MOHMMYMSLUMA (YCTAHOBKA LIEHTPQAMBHOMO BEHOS3-
HOro KaTeTepa, 3HAOCKOMUYECKME METOfbl MCCNIENOBAHMS, XMUPYPruve-
CKOe neyeHue) unu popos (Mpu TPOMBOLMTOMNEHUM CPERHEM TAXECTM
€CTeCTBEHHbIE POfibl MPOTUBOMOKA3AHbI);

v/ TpoMBoUMTONEHMs MIOGOM CTeMeHM TAXECTU MPU HANMYUM TIXENOro
rEMOPPArMYeckoro CUHAPOMA, HEKYMMPYEMOTO APYTMMU CMOCOGAMM.

INokasauns Ars nepeansarmsa C3I1:
HOCNEACTBEHHbIN AECOULMT PAKTOPOB CBEPTLIBAHMS TONMLKO B TEX CMYHQ-
X, KOTAQ HET FOCTYMHOrO dPPAKUMOHUPOBAHHOTO BUPYC-6€30MacHOro
NPORAYKTA;
v MHOXECTBEHHBIM JedoMUMT DOKTOPOB CBEPTLIBAHMS, CBA3QHHBIN C TsXe-
nbiM kposoTeuernem u/mnm [BC;
octpas maccueHas kposonoteps (> 30 % OLK);
TPOMBOTHYECKAS TPOMBOLMTONEHUYECKAs Nyprypa.

S
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FTEMATOJIOTINA

Oyunameuranbuble HCCNeAOBaHMSA M KIMHUYECKaA NPaKTUKa

Klinicheskaya onkogematologiya. Fundamental’nye issledovaniya i klinicheskaya praktika

POCCUNCKWUIA NNOAEP HAYYHOW MH®OPMALINIA
na BPAYEN-OHKOTEMATOJIOroB*

PepakiiioHHas KOAAETMs )XKYpHaAa COCTOUT U3 DoAee 4yeM
ABAALIATY POCCUIICKUX U 3apYOEXHBIX CcrielnasucToB. JKyp-
HaA OCBellaeT BOIPOCHI 3TMOAOTUY, TaTOreHe3a, AMarHOCTU-
KU, A€YEHM Y KQa4eCTBa KM3HY NALIMEHTOB C OHKOT€MaTOAO-
TMYECKVIMY 3200A€BaHMSMYU B CAEAYIOLIMX HaINpaBAEHMSIX:
AVMQOVAHBIE OITYXOAU, MUEAOVAHBIE OITyXOAM, TPAHCIIAQH-
TalyA KOCTHOTO MO3Ta, OCAOXKHEHMs IIPOTMBOOITYXOA€BOTO
A€4YeHMs], COIIPOBOAUTEAbHAs Tepanus U Ap. /KypHaa siBAseT-
CA pelieH3MpyeMbIM Hay4YHbIM M3AQHMEM, BXOASIIVM B Ilepe-
yenb BAK, u Boixoput 4 pasa B rop. O6beM KaXKAOro Homepa
cocTaBasieT 6oAee 100 meyaTHBIX CTPAHMULL.

LEJSIN N SAAAYUN XXYPHANA

®» [ly0AMKauusi OpPUTMHAABHBIX MCCAEAOBAHUI, COBpe-
MEHHBIX MEXAYHAPOAHBIX U POCCUICKMX KAMHUYECKUX
PEKOMEeHAALIMIL, & TaK’Ke 0030POB AKCIIEPUMEHTAABHBIX
VICCAEAOBAHUI U KAMHUYECKUX HAOAIOAEHUI B 00AACTU
OHKOT'€MaTOAOT M.

* Mo paHHbIM PUHLL 32 2017 r., No psigy BaXXHENLINX CTATUCTUHECKUX MOKa-

3aTenen XypHarn BbiLLen Ha NepBoe MecTo cpeau reMaToiorM4eckKmnx Xyp-
HanoB PO (http:/elibrary.ru).




®» (O0630p MaTEPUAAOB OTEUECTBEHHBIX U MEXAYHAPOAHBIX
HAyYHBIX CBE3A0B, KOH(MEpeHUMiT ¥ CUMIIO3MYMOB IIO
OHKOT€MaTOAOTUIA.

®» (O3HaKOMAEHME YUTATEeA€El C IEPEAOBBIMY HAIIPABAEHM-
SIMU U TEHAEHLIMSIMU (PYHAQMEHTAABHBIX VICCAEAOBAHUN
B OHKOT'€MaTOAOTrY, MHPOPMUPOBaHE O HOBBIX ITpena-
paTax M pe3yAbTaTax MX MCIIOAb30BaHMSI OTeUYeCTBEH-
HBIMU Y 3apYOEKHBIMU KAVHULIVICTAMMU.

®» JloBbliieHMe YpOBHsSI KBaAM(UKALMY OHKOAOTOB U Te-
MaTOAOI'0B, a TAK>XXe Bpayell CMEXXHBIX CIIeL[IaAbHOCTeN
AASI OKa3aHUs KBaAUGDULIIPOBAHHON MEAVLIMHCKON TMO-
MOIIIN.

HUTATEJIbCKAA AYAUTOPUA N NOANMNCHUKHN

OHKOAOI'Y, TE€MAaTOAOIM, CIIELIMAAMCTbI II0 AMATHOCTMKE,
IIpeACTaBUTEAN PYHAAMEHTAABHON HayKM, KAMHUYECKYE Op-
AVIHATOPBI, aCIIMPAHTDI, CTYA€HTbI MEAVLIMHCKUX BY30B.

YutainTe HOBbIN HOMEpP Ha
WWW.BLOODJOURNAL.RU
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