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EMGFHOCTMKO M nevyeHne atMnu4HoOro reMoNMTUKO-ypeMM4€eCKoro CUHAPOMA Y B3POC/bIX

BcTtynuteAbHoe cAOBO

'aybokoyBaskaembie KOAAErH!

OAHOI M3 HEAOCTAaTOYHO M3YYEeHHbIX M MAOXO AMArHOCTUPOBAH-
HbIX MPUYMH MaTEPUHCKOM CMePTHOCTM B Poccum gaBAdioTCs akyliep-
ckmMe TpomMboTuMueckne MukpoaHruonatum (A-TMA). HecmoTpst Ha
peAKylo BcCTpedaeMocTb, A-TMA xapakTepu3yloTcs 3HauMTEAbHOM
nepuHaTaAbHOM M MATEPUHCKOM CMEpPTHOCTbIO. ACCOLMMPOBAHHAd C
6epemMeHHOCTbIO 1 poaamn TMA, HE3aBMCMMO OT Cpoka ee pa3BUTUS,
CTaBUT MepeA BPavoM BOMPOC O HEOOXOAMMOCTU MOCTAaHOBKU AMa-
rHO3a B KpaTyaunllMe CPOKM, Tak KaK OT CKOPOCTM HadaAa natoreHe-
TUUYECKOI Tepanuu 3aBUCUT UCX0A 3aboAaeBaHus. B nepByio ouepeab
B Kpyr AncepeHuMarbHO AMarHOCTMYECKOTO MOMCKA BKAKOYAKOTCS
HELLP-cMHAPOM, aTUNUYHBIA TEMOAUTUKO-YPEMUYECKUA CUHAPOM,
TpomboTHUeckast TpoMboLMTONEeHNYeckas nyprnypa 1 Katactpoduue-
CKMi1 aHTUDOCHOAUMUAHBIA CUHAPOM. HecMoTps Ha CXOACTBO KAMHU-
KO-Aa60paTOPHbIX MPOSIBAEHUI 3TUX BUAOB MATOAOIMMU, MOAXOAbI K UX
AEUEHMIO U TaKTUKe BeAeHUs 6epeMEHHOCTM KapAMHAAbHO pa3AMya-
I0TCS, B CBSA3M C YEM CBOEBPEMEHHO M YETKO YCTaHOBAEHHbI AMarHo3
Heo6XOAMMO PaccMaTpUBaTh Kak OCHOBHOM (haKTOp, ONpPeAeAsioLIMi
MPOrHO3 U AAS MATEPU, U AAS MAOAQ.

Lnpmar E.M. - npocheccop,

lpe3naeHT Accoumarmm akyLepckmnx
aHeCcTe31OAOroB — PeaHUMaTOAOI OB

413



[narHoctka 1 neveHmne aTMNMYHOTO rEMOJIMTUKO-YPEMMYECKOTO CMHAPOMA Y B3POCIbIX

1. O6wume cBegeHUsa 06 aTMNNYHOM
reMonmMTUKO-ypeMMYeckoM CUHApoMe

1.1. Onpeaenenune
ATUIMUYHBIA FEMOAUTUKO-Ypemmuecknii cnHapom (al'YC) — XpoHu-
yeckoe cucTeMHoe 3aboAeBaHMe reHeTUUYECKOM MPUPOAbI, B OCHOBE
KOTOPOro AEXWT HEKOHTpPOAMpYyemMasl akTMBaLUMS aAbTEpPHATUMBHOIO
MyTU KOMIAEMEHTA, BeAyllas K reHepaAM3oBaHHOMY TPoMOoo6pa3o-
BaHMIO B COCYAAX MMKPOLIMPKYASITOPHOIO pycAa (KOMMAEMEHT-OMo-
CcpeAOBaHHasi TPoMOGOTUYECKas MUKPOAHr1MonaTtus).

KommeHTapwmi

ATtnnununbiin T'YC 9BASETCS KAACCMUYECKMM 3a60AeBaHMEM U3 TPYI-
nbl TpoMb6oTHMUECKUX MUKpoaHrmonatuii (TMA). B HacTosiee Bpems
TMA paccMaTpuBaloT Kak KAMHUKO-MOP(OAOrMUYECKUII CUHAPOM, Xa-
pakTepu3yIoLWunii NopakeHne COCYyA0B MUKPOLIMPKYASITOPHOIO pycCAa.

'mcTtorornyeckn TMA — 370 0COObIN TUM MOBPEXAEHUS COCYAOB,
NpPeACTaBAEHHbIA OTEKOM 3HAOTEAMAAbHbBIX KAETOK C MX OTCAOMKOM
oT 6a3aAbHOlM MeMOpaHbl, pacliMpeHnem Cy63HAOTEAMAABHOrO Mpo-
CTPaHCTBA C HaKOMAEHMEM B HemM aMOp(PHOro mMemobpaHonoA06GHOro
MaTepuasa 1 obpasoBaHMeEM TPOMOOB, coaep Kalmx TPOMOOLUTbI U
MBPUH, UTO MPUBOAMT K OKKAIO3UU MPOCBETA COCYAQ, Bbi3biBas pas-
BUTME ULLIEMMM OPraHOB M TKaHeM.

Kamnnuecku TMA nposiBaseTcs TpombouuToneHuein, pa3BuBa-
loLencs BCAEACTBME MoTpebGAeHUs TPOMOOLIMTOB B MpoLeccax pac-
MPOCTPaHEHHOro  TPOM6006Pa30BaHUs,  MMKPOAHrMOMaTUUYECKOM
reMoAmMTuyeckon KymGc-HeratTMBHOM aHemMuen (MexaHWM4eckuin remo-
AM3), AMXOPAAKOW U MOPaXKEHMEM Pa3AMUHbBIX OPraHOB, rAaBHbIM 00-
pa3om, novek n LIHC.

Hapsaay c al'YC, B rpynny TMA BxoaaT Takke tunuuHbin IYC
(STEC-TYC) u TpomboTuueckass TPOMOOLIMTOMHUYECKas nyprypa
(TTIT), MeXXAy KOTOPbIMMU CAEAYET MPOBOAUTbL AMddepeHUMaAbHYIO
AMarHOCTUKY.

1.2.9nuaemunonorus al'yC
Atunununbin I'YC npeactaBaseTt coboit yAbTpapeakoe (opchaHHoe)
3ab60AeBaHUe, PacnpPOCTPaHEHHOCTb KOTOPOro COCTaBASIET 2—7 CAY-
yaeB Ha 1000000 HaceaeHus. 3aboAeBaHMe yalle MopaxkaeT AeTel,
KOoTOpble B CTPyKType naumeHToB c al YC cocTtaBAsioT 60%, oAHaKO
40% 60AbHbIX — B3POCAble B BO3pacTe A0 45 AeT.
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EMGFHOCTMKO M nevyeHne atMnu4HoOro reMoNMTUKO-ypeMM4€eCKoro CUHAPOMA Y B3POC/bIX

1.3. Kaaccudpnkaums, atmoaorms u natoreHes al'ycC

AtnnnyHbii T'YC noApasAeAsitioT Ha CEMENHbIN M Cropasnyeckui,
npuyem MNOCAeAHUM BcCTpeyvaetcd y 80-90% naumeHTOB, a cemen-
HbI — Bcero y 10-20%. OTcyTcTBUE 3a60A€BAHUS Y POACTBEHHUKOB
He MCKAIOYAET ero HaCAeACTBEHHbIN XapakTep.

Atunununbin 'YC 06yCAOBAEH reHeTUYEeCKUMM HapPYLUEHUSIMU UAU
M3MEHEHNIMNU UMMYHHOM CUCTEMbI, MPUBOAILLMMK K MAaTOAOTUM CU-
CTEeMbl KOMIMAEMEHTA:

— MyTaumsaMm reHoB PeryAsaTopHbiX 6EAKOB M KOMIMOHEHTOB KOM-
naemeHTa CFH (cbaktop H), MCP(MeM6paHHbIi KOaKTOPHbIN
npotent), CFl (cpaktop 1), THBD (tpombomoayamnH), CFB (cak-
Top B), u C3.

— AHTuTeaamun Kk CFH.

Mmetowwmecs y naumeHtoB ¢ alYC MyTaumm B reHax NMpuMBOAST K
HapYLWEHWIO 3alMTbl 3HAOTEAMAAbHbIX KAeToK (IK) oT akTmBaumm
CUCTEMbl KOMIMAEMEHTA BCAEACTBUME AeduumTa MAM, dalle, (PyHK-
LIMOHAAbHbIX HapylueHuUn GeAKOB-PEryAITopoB. DTO BbI3blBaeT Mo-
BpexkaeHne 3K ¢ nocaeayioliMM obpa3oBaHMeM TPOMOOB B COCyAaXx
MUKPOLIMPKYASITOPHOIO pycAa. [MpenmylecTBeHHOe nopakeHue no-
yek npu al'YC cBs13aHO € 0COObIM CTPOEHMEM SHAOTEAUS KAYGOUKOB,
KoTopoe obecrneyvmBaeT MoBbIlLIEHHYIO YYBCTBUTEABHOCTb K MOBpPEXK-
AEHUI0, 06YCAOBAEHHOMY HapyLLIeHHOM peryAsumen KOMNAemeHTa.

Y naumeHTtoB ¢ al'YC Hanboaee yacTo (okoAo 30% cAayyaeB) oOHa-
py>xxuBatoT myTaumm reHa CFH. OaHako noutn y 50% naumeHTOB npm
reHeTMYeCKOM MCCAEA0BaHMN UAEHTU(DMUMPOBATbL MyTaLMK HE YAQET-
cs1. Mpnban3suTeabHo y 10% naumenToB ¢ al'YC, npeMmyLLecTBEHHO Y
AETEN, BbISIBASIOT ayTOaHTUTeAa K pakTopy H, HaAnume KoTopbIx Npu-
BOAMT K TEM XK€ MOCAEACTBUSIM, UTO U €ro MyTauuU. «<AHTUTEAbHbII»
al'YC cKAOHEH K 4acToMy peuvAMBUPOBAHMIO.

B HacToslulee Bpems YCTaHOBAEHO, UYTO FeHeTMYeckne aHOMaAUn
KOMIMAEMEHTA SIBASIOTCS He NMPUUYMHONM, a pakToOpoM, NpeapacnoAara-
oMM K pa3sutuio TMA. AAs peaan3aumnm 3ToM NpeaApacnoAOXKeHHO-
cTu TpebyeTcst AOMOAHUTEAbHbIE (PaKTOPbl, KOTOPbIE MOIYT OKa3aTb
BAMSIHME Ha pa3BUTUe MAKM nporpeccupoBarue al'YC. Takumu dakto-
pamMu1, MHULMUPYIOLWMMU AOMOAHUTEABHYIO aKTUBALMIO KOMMAEMEHTA
y NpeApacrnoAOXXeHHbIX AUL, (TpUrrepamm) CAy>KaT MHAeKLMK, B nep-
BYIO OUepeAb, AbIXaTEAbHbIX MyTeN N XXEAYAOUYHO-KMLLIEYHOrO TpakTa
(30% cayuaeB), rpunn H1N1, 6epemeHHOCTb (7%), TpaHCNAAHTaLMs
opraHoB (y 5%). [MouTn y noAoBUHbI 60AbHbIX al'YC TpurrepHble cak-
TOpPbl UAEHTU(ULIMPOBATL HE YAAETCS.
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1.4. lMporuo3 al'YC

[Npu ecTecTBEHHOM TeueHUU NMPOrHo3 3a6oAeBaHus HebAaronpuaT-
HblI: AO BHEAPEHMS B NPaKTUKY B 70X roAax MPOLUAOro Beka «30A0TOro
CTaHA@pTa» Tepanuu — CBeXXe3amMopoXkeHHoM naasmbl (C3I1) — cMepT-
HOCTb cocTaBAsiAa 90%. HecmoTps Ha To, uTo AedveHune C3I1 no3BoAs-
€T COXPaHUTb YKM3Hb BOABLUMHCTBY OOABHBIX, AO HACTOSILLENO BPEMEHM
CMEpPTHOCTb BO BPeMs MepBOro 3nmn3oaa 60AE3HM COCTABASIET y AeTel
¢ myTaumamm aktopa H — 20-30%, a y B3pocabix — 4%. TepmMnHanb-
HOM noyeuyHon HepocTatouHocTu (TIH) B ncxoae ocTporo anmsoaa
cpean BbDKMBLIMX AeTer aocTuraioT 20-40%, cpeAM B3POCAbIX —
48%. Ewe noutn y 30% B3POCAbIX GOAbHbIX Pa3BMBAETCS XPOHUUE-
cKasi nmoyeyHass HEAOCTATOUHOCTb, KOTOPas Y 4acTU U3 HUX BbICTPO
nporpeccupyeT, nprBoas K TIH B TeueHue nepBoro roaa ot AebioTta
3aboAeBaHMsI.

YcTraHoBAeHO, 4To y nmaumeHToB ¢ alYC nporHo3 BapbupyeT B
3aBMCMMOCTM OT TeHOTUMA: OH HaUXYALUIMA NPU HaAMUMKM MyTauui
daktopa H 1 Ayuywmnin — mytaumin MCP. Y naumentoB ¢ alYC aAagq
NOCTAaHOBKU AMarHo3a M TNPUHSATUS pelleHUsi O TaKTUKe AeveHusi
MAEeHTUDHMKAUMA MyTaumii hakTOpoB KomIAemeHTa He Tpebyetcs.
OAHako reHeTMYecKoe UCCAeAOBaHME HEOOXOANMO AASI ONPEAEAEHMS
NPOrHo3a, 0Co6eHHO Y GOAbHbIX, KOTOPbIM MAAHUPYETCS TPaHCMAAH-
TalMs MOYKM. DTO CBSI3aHO C BbICOKMM PUCKOM pelpnanBa 60Ae3HU B
TPaHCMAAHTaTe, BEAYLIUM K ObICTPOIM NoTepe nepeca’keHHOro opraxa.

2. KNMAHNYECKAA KAPTUHA
2.1. KAMHMKO-AaOOpaTopHble NPOsIBAEHUS U 0COOEHHOCTH TeYeHUSs!

Kannnueckaa kapturHa al' YC xapakTepm3yeTcs 3HauMTeAbHbIM Mo-
AUMOPdM3MOM CUMNTOMOB. OCHOBHbIMW MPOSIBAEHUSMN GOAE3HU SIB-
ASIOTCS TPOMOOLIMTOMEHMS, MUKPOAHIMoNaTUyeckas reMoAMTMUecKas
aHemuns (MAT'A) 1 ocTpoe nouyeuHoe nospexaeHue (OIl1), cocTaBAg-
loume Kaaccmueckyto Tpuasy TMA.

— Atunuutblin N'YC B 60AbLUMHCTBE CAyYaeB HauMHAETCSl BHE3arHo.
boAesHb MoXkeT MaHudecTMpoBaTb HecrneumUuueckKnMm Cum-
nToMamm — cAabOCTbIO, YTOMASEMOCTbIO, OOLMM HEAOMOTaHUEM,
rpMNNonoA0GHbIM CUHAPOMOM. Y B3POCABIX MaLMEHTOB HEPEAKO
(B 20% cAyYaeB) MMeeT MeCcTo CTePTOe HauaA0 C MEAAEHHbBIM MPo-
rpeccvpoBaHuem. [pr 3TOM AAMTEABHO (A0 HECKOABKMX MeCsILIEB)
OTMeYalnT CcAab0 BbIPAXKEHHYIO aHEMMIO MPU HE3HAUMTEAbHOM
TPOMBOLMTONEHNM U COXPAHHOM (PYHKLMM novek. Bo3modkHO
Tak>Ke pasBUTHE «HeMmoAHOM» TMA 6e3 TpoMOoLMTONEHNM.

416
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Y GOAbLUMHCTBA NaLMEHTOB KAMHUYECKas KapT1HA NpeACTaBAe-
Ha TpomboLMToNneHnen, HeummyHHoM MATA 1 OTI.

TpombouunToneHuns (MeHee 150000/mm?, uvaule mexay 30000 m
60000/ MM?, AU CHU>KEHME YMCAa TPOMOOLMTOB GoAEE UYem Ha
25% OT UCXOAHOTrO, SIBASIETCS CAEACTBUEM MOTPEBAEHMUS TPOM-
60LIMTOB B MpoLieccax MUKPOLIMPKYASTOPHOro Tpomb6oobpaso-
BaHMs.

MukpoaHrnonatmnueckas Kymbc-HeraTMBHas remMoAMTUYECKas
aHemusi (remorao6uH meHee 100 r/A) — pe3yAbTaT MEXaHUYECKO-
r0 reMOAM3a SPUTPOLIMTOB BCAEACTBME MOBPEXKAEHUS UX MEM-
OpaH npu KoHTakTe C Tpombamu. Haanume 1WIM30UMTOB B Maske
nepudepryeckor KpoBK, HU3KMIA YPOBEHb ranTorAo61Ha, BbICo-
Kuit ypoBeHb AAIT CbIBOPOTKM KPOBU U OTpULIATEAbHAS peakLus
Kymb6ca noATBep»AAIOT MUKPOAHTMOMATUUYECKYIO MPUPOAY re-
MOAM3a.

B 60AbWIMHCTBE CAy4yaeB MopakeHne nodek MaHUecTupy-
€T OCTPOM MOYEYHON HEAOCTATOUYHOCTbIO C HAaAUYMEM OAUro/
aHypuu nAamn 6e3 Hee. [pu coxpaHEeHHOM AMype3e OTMevaeTcs
NPOTEMHYPUS Pa3HOM CTeneHu BblPaXeHHOCTU, BMAOTb AO pa3-
BUTUS HePPOTUUECKOro CUHAPOMa. Bo3MOXXHO nosiBAeHue re-
MaTypumn. Okoao 20% B3POCAbIX GOAbHBIX AEMOHCTPUPYIOT B
AebloTe 60AE3HU AULLb YMEPEHHbI MOYeBOM CUHAPOM 6e3 Ha-
pyweHns YyHKUMKM NOYeK MAUM M3OAMPOBAHHYIO MPOTEUHYPMUIO C
npu3sHakamm HadaabHon XI'MTH. BOAbLUIMHCTBO B3pPOCAbIX NaUMeH-
T0B C al'YC Hy>XAQl0TCSl B MPOBEAEHMM FreMOAMAAM3A B MOMEHT
rocrnmMraAmsauuu. TepMMHaAbHas NovYevyHas HeAOCTAaTOUYHOCTb Y
MHOIMX NauueHTOB Pa3BMBAETCS HEe3aBMCMMO OT xapakTepa Ma-
HUecTaumMm 60AE3HMU.

ApTepuaAbHas rvnepTeH3us pa3BMBAETCs Y GOAbLUMHCTBA Ma-
LUMEHTOB HE3aBMCMMO OT BO3pacTa BCAEACTBME Meperpysku
006bEMOM MPU HAAMUMU OAUIO/aHYPUU U/MAM TUNEPPEHUHEMUM
M aKTMBaLMM AOKaAbHOM novedHoi PAAC BcaeACTBME ULLIEMUM
TKaHM noyek, 00yCcAOBAEHHOM TMA.

BHernoueuHble NposiBAEHUS GOAE3HU, CBSI3aHHbIE C NMopaXKeHnem
MUKPOLIMPKYASITOPHOIO PyCAQ Pa3AMYHbIX OPraHOB M CUCTEM, B
TOM UMCAE FOAOBHOIO MO3ra, CepALA, AErKMX, >KEAYAOUYHO-KU-
levyHoro TpakTa, HabAaaloTcs y 20% naumMeHToB, U3 KOTOPbIX
nouTM ABE TpeTu UMeloT 6GOAblle OAHOrO 3KCTPAPEHAAbHOrO
npu3Haka.
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— BOABbWWHCTBO NaUMEHTOB MMEET BblpaXKEHHbI OTEYHbINA CUH-
APOM: MacCMBHble nepudepuyeckme oTekn BMAOTb A0 aHacap-
KW 1 BbINOT B MOAOCTSX (TMAPOTOPAKC, TMAPONEPUKApA, acLmT)
AQXKe B OTCYTCTBME HedpoTUUYECKOro CUHAPOMA UAU OCTPOM

CEPAEYHON HEAOCTATOUHOCTMU.

— MouTn y noAoBuHbI GOAbHbBIX pa3BmBaeTcs nopaxerue LIHC
pa3HoOM CTeneHW BbIPaXX€HHOCTU (COHAMBOCTb, pPa3ApaXKUTEAb-
HOCTb, CYAOPOIM1, HapyLUEHWUS 3PEHMS, FreMnnapes AW remunae-

r1s, CTYyrnop, KoMa).

— Y 40% 60AbHbIX pa3BuBaetcs TMA muokapaa. Ee nposiBaeHusMm
CAY>XaT AMAATALMOHHAs KapAMoMMonaTus C nNpmM3Hakamm nocre-
NEHHO HapacTalwen MAUM OCTPON CepAEYHOM HEeAOCTaTOYHO-
CTW, OCTPbIN MHAAPKT MMOKaPAQ, TSXKeAble HapyLLIEHMS pUTMa U
NMPOBOAMMOCTU CEPALLA, KOTOPbIE MOTYT MPUBECTM K BHE3ANMHOM

cMepTH.

— AeroyHas TMA MoxeT cTaTb MPUYMHON Pa3BUTUSI reMopparuye-
CKOro aAbBEOAMTA UAM OCTPOro PecrnupaTopHOro AUCTPECC-CUH-
Apoma B3poCAbiX. HapacTaiowas BCAeACTBME 3TUX MPWUYMH
AbIXaTeAbHasi HEAOCTATOUHOCTb B PIAE CAyUaeB TpebyeT npume-

HEeHU4 I/]CKyCCTBeHHOVI BEHTUAALNN AErKNX.

— MopaxeHune XKT BcTpeuaetcs nprbAM3NTEALHO Y 30% GOAbHbIX
al'YC. OCHOBHble CUMMNTOMbI — AMapesl, TOWHOTa U pBOTa, ab-
AOMMHAAbHBIN GOAEBOM CMHAPOM. BO3MOXHO pa3BmMTHE OCTPO-
ro naHkpeatuTa C XapakTepPHbIMW KAMHUYECKMMK MPU3HAKaMK
BMAOTb AO NaHKpeoHekpo3a. OnMcaHo oCTpoe pa3BuTME ca-
XapHoro anabeTa. Y He6OAbLIOM YacTh 60AbHbIX HAaBAIOAAIOTCS
MLWEMMYECKME HEKPO3bl MeuyeHu, 3HaUMTEeAbHAs BblPaKeHHOCTb

KOTOPbIX MOXET NpUBeCTN K Pa3dBUTUIO LMPPO3a.

— Peaknm nposiBaeHvem al'YC 9BASIETCS HEKPOTUUYECKOE MOopake-
HUe KOXU. BcTpeuaeTcs Takke AMIMTaAbHAg MemMuyeckast raH-

rpeHa, MPUBOASLLAS K amMyTalum NaAbLEB PYK U HOT.

— B MomeHT ocTporo ann3oasa TMA BO3MOXXHO HapyLueHMe 3peHnst
BMNAOTb AO CAEMNOTbl, MPUUNHON KOTOPOrO SBASIETCS MLLEMMYe-

CKOe nopakeHune cet4atkm MAU OKKAKO3MN COCYAOB IrAa3.

— [MpumMepHo y 5% nalMeHTOB OTMeYaeTCsl MOAMOpPraHHasi HeAOCTa-
TOUYHOCTb, CBS13aHHas ¢ Auddy3Hoin TMA ¢ nopaxkeHuem LIHC,
UlIeMUEN MMOKAPAA, AEFTOYHbBIM KPOBOTEUYEHUEM U AbIXaTEAbHOM
HEAOCTAaTOYHOCTbIO, MAHKPEATUTOM, MEeYeHOUHbIM LIMTOAUTUYE-

CKMM CMHAPOMOM, )XeAYAOYHO-KNLLIEeYHbIM KPDOBOTEYEHUNEM.
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3. NIPUHUWNbI ANATHOCTUKW
3.1.AMarHoCTMKa TPOMOBOTHUYECKOM MUKPOAHIMONATHUH

PexkomeHaauns 1. AmarHo3 atunmyvHoro 'YC — 310 AMarHo3 uc-
KAloUYeHust. OH ycTaHaBAMBaeTCs HAa OCHOBAHMM XapaKTEPHOM KAM-
HUYECKOW KapTHUHbI U AOAXEH ObITb MOATBEPXKAEH AAOOPATOPHbIMH
AQHHbIMM, UCKAIOYalOLLMMK Apyrue TMA.

KommeHTaputii

B cBs13n ¢ TeM, uto Bce TMA MMeIOT CXOAHbIE KAMHMKO-AaGopa-
TOPHbIE MPOSIBAEHUS U OO6LLYI0 TMCTOAOIMYECKYIO KapTuHy, andde-
peHLMaAbHas AMArHOCTMKA MeXAY OCHOBHbIMM (hopMamMu nepBUYHOM
TMA — TTTI1, STEC-TYC n al'YC sBAgeTCS NpUHUMNNAABHONM. Y B3poc-
AbIX MaumeHToB ¢ TMA Heo6X0AMMO Tak>Ke UCKAIOUUTL 3aboAeBaHMs
M COCTOSIHUS, MPU KOTOPbIX BO3MOXHO Pa3BUTME BTOPUUHbIX TMA, B
nepByio OUEPEAb, CBS3aHHbIX C 6EPEMEHHOCTBIO U POAAMU, CUCTEMHbI-
Mu 3a6oaeBaHmsmMu (CKB, ADC, ckaepoaepMMs), 3A0KAUECTBEHHbIMU
HOoBOOOpa3oBaHUsIMU, BNY-uHdekLmMer, cencncom, 3A0KauecTBeHHOM
apTepuaAbHONM runepTeH3nen, AekapcTBeHHon Tepanueit, ABC-cuh-
ApoMoM. Takmm obpasomM, amarHocTuka al'YC ocyllecTBAsieTcs B ABa
aTana. Ha nepBom sTane HeEOGXOAMMO YCTaHOBUTb HaaMune TMA, Ha
BTOPOM — MPOBeCTn AMddepeHUMaAbHYI0 AMArHOCTUKY MEXAY nep-
BUYUHbIMKW 1 BTOPUYHbIMKU TMA 1 nepBuuHbix TMA (TTI1, STEC-TYC 1
al'YC) mexay coboit.

Pexomenaaums 2. AmarHoctuka TMA ocHoBaHa Ha HAAMYMU TPOM-
6oL MTONEHMM M MUKpPOAHTrMonaTu4yeckoro remoansa (MATA) B coue-
TaHUU C NPU3HAKAMK MOPAXKEHUS MOYeK WM/MAM IKCTpPapeHaAbHOro
nopax<eHusl.

KommeHTapuii

TpomM6OLMTONEHMIO KOHCTAaTUPYIOT MPU KOAMYECTBE TPOMOOLIMTOB
< 150000/mMm3. EcAM uncAO TPOMOOLIMTOB MPEBbILLAET 3TO 3HAUYEHUE,
TO 00 UX MOTPEBGAEHUU MOXHO CYAWUTb MO CHUXXEHUIO KOAMYECTBA
TPOMOBOLMTOB >25% OT 6a3aAbHOrO YPOBHS (ECAM OH U3BECTEH).

Haanumne MATA ycTtaHaBAMBaIOT Ha OCHOBAHMW BbISIBAEHMS Y MNa-
LUMEHTOB C aHeMuel LWKM30UMTo3a (YMCAO LWM30UMTOB B Maske nepu-
hepurueckort kpoBu Bbite 0,1%) U/MAM NoBbIWEHHOro YpoBHS AAT u/
MAM CHUXKEHUS ranTorAo6mHa. MNpu nopo3perHnr Ha TMA Heo6x0AUMO
ornpeAeAeHne BCeX TPeX YKa3aHHbIX MapKepoB, MOCKOAbKY B OTCYT-
CTBME U3MEHEHMIA OAHOIO M3 HUX U HE BbIMOAHEHHbBIX MCCAEAOBAHUAX
ABYX ApPYrmx amarHo3 TMA yCTaHOBWTb HEBO3MOXHO (AOXKHOOTPU-
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LaTeAbHbln pe3yAbTat!). Bcem 60AbHbIM ¢ TMA Heo6X0AMMO Takxke
BbINOAHATL peakumio Kymbca AAS UCKAIOYEHMS UMMYHHOM MPUPOADI
reMoAm3a.

Mpu Haanumn MATA n TpomboumToneHun passutue O man
APYrux MpU3HaKoB MOpaXkeHUsl MNoYyek, M30AMPOBAHHOIO MAM B COYe-
TaHuK ¢ cumntomamm nopaxkenmns LIHC, cepaua, XKKT, Aerknx CAy>kut
OCHOBaHMeM AAS AMArHoCcTUKM TMA.

3.2. AmarHocrtuka atunmyHoro I'yC

Pexomenaaumsa 3. B cayuyae koHctataumm TMA amnarHo3 alYC
MOXHO BepudpnumupoBatb, TOAbKO UCKAKOUMB STEC-TYC u TTI1. Au-
arHo3 STEC-TYC moxeT ObITb OTBEPrHyT Ha OCHOBAHUM UCKAIOUYEHUS
HAAMYMS LUMra-TOKCMHA B KPOBMU U CTYAe.

KommeHTapwmii

CxkpuHuHr Ha STEC-TYC Heo6x0AMM BCeM GOAbHbLIM C MpU3HaKamm
nopaxexus >XXKT, ocobeHHO ¢ anapeert. AabopaTopHble UCCAEAOBaA-
HWSI CAEAYET BbIMOAHSTb B MEpBble CYyTKU rocnmMTaAm3aumm 60AbHOro
B CTalMOHAap A0 HayaAa aHTMOAKTEepPUAAbHOM Tepanuu. AAS UCKAIOYe-
Hna STEC-TYC noka3saHbi:

— lMoceB kana AA9 BbisiBAeHMs  KyAbTypbl STEC (Ha cpeay
Mac Conkey aas E.coli O157:H7)

— OnpeaeAeHue LWnra-TOKCMHA B KaAe MAM PEKTAAbHOM Maske Me-
Toaom [MLIP.

OnpeAe/\eHme LINra-TOKCMHa B CbIBOPOTKE KPOBU.

OnpeaeAeHre B CbIBOPOTKE KPOBM aHTUTEA K AMMOMNOAMCaxa-
puay HamboAee pacnpoOCTPAHEHHOrO B AAHHOM pErvoHe cepoTumna
E. Coli O157:H7).

Pexomenaaumns 4. Ars uckarouenms TTI Bcem 60AbHbIM ¢ TMA
He006X0AMMO ornpeaeAeHne akTuBHOCTM ADAMTS-13.

KommeHTapuii

MccaepoBaHme akTMBHOCTM ADAMTS-13 caeAyeT BbINOAHATb AO
Hayara naasmoTepanuu. CHuxxeHue eé A0 5% w MeHee (Hopma 80—
110%) cBMAETEABCTBYET B NOAb3y amarHo3a TTT1. Y naumeHToB c alYC
akTMBHOCTb ADAMTS-13 Mo>keT ObiTb CHU)KEHA, OAHAKO €€ NnokasaTeAb
Bceraa npesbiwaetr 10%. B cAyyasx HEBO3MOXXHOCTU HEMEAAEHHOrO
nccaepAoBaHUs akTuBHoCTM ADAMTS13 y naumeHta ¢ TMA 1 kpariHei
TIXKECTbIO COCTOSAHUS, 06YCAOBAUBAIOLLIENA YTPO3Y XKM3HU MAU BbICOKUIA
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PUCK TSIXKEAbIX MOYEUHbIX U/MAM BHEMOUYEUHbIX OCAOXKHEHUI, CAEAYET
MCMOAb30BaTb MPaBMAO, B COOTBETCTBUM C KOTOPbIM 3HAUEHUS Kpea-
TUHWMHA CbIBOPOTKM > 150-200 MKMOAB/A (1,7-2,3Mr/AA) B COMETaAHUM
C YMCAOM TpoMboLUMTOB > 30000/TMKA NPaKTUUYECKM UCKAIOYAIOT AMa-
rHo3 TTI1.

Uckatouenme STEC-TYC m TTIT y naumeHTa C He Bbi3blBaloLEN CO-
MHeHUIM TMA no3BOASIET AMarHOCTMPOBATb aTMMUYHbIM FEeMOAUMTUKO-
yPEeMHUYECKHiA CUHAPOM.

PexomeHpauns 5. Bcem naumeHTam C BHOBb BbisiBA€eHHOU TMA
HEe0OX0AMMO UCCAeAOBaTb KPOBb Ha coaepkaHne C3 u C4 komno-
HEHTOB KOMIAE@MEHTa.

KommeHTapmi

CHuxeHue copeprkaHus C3 npm HopmaabHOM ypoBHe C4 oTmeua-
eTcs He 6oaee uem y 50% naumeHtoB ¢ al'YC. HopMaabHbIli noka-
3aTeab C3 He uckalouaeT amarHo3a al'YC, a BbIIBAEHHOE CHMXKeHUe
3TOr0 KOMIMOHEHTa KOMMAEMEHTa MOXET CAYXUTb AOMOAHUTEAbHbIM
apryMEHTOM B MOAb3Yy AQHHOrO AMarHosa.

PekomeHaauns 6. boabHbIM ¢ npusHakamu TMA, ocoGeHHO Ae-
TSIM U NMOAPOCTKaM, HEOOXOAMMO BbINMOAHSITb MUCCAEAOBAHUE ayTOaH-
TuTeA K paktopy H (aHTu-FH-aHTHTEAQ).

KommeHTapuii

AyToaHTUTeAa K hakTopy H o6Hapy>xuBatoT npumepHo y 10-15%
60AbHbIX al'YC, NpenMyLLLeCTBEHHO Y AeTelt U noapocTkoB. CBoeBpe-
MeHHoe BbisiBAeHWe aHTU-CFH-aHTuTeA nmeeT BaxkHOe 3HaueHMe AA4
BblGOpa TaKTUKU AEUEHMUS.

Pexomenaaumst 7. BUONCUS MOYKM He SIBASIETCSI 00si3aTeAbHOM
AAS AmarHocTuku alYC. OaAHako OHa MoXKeT MOATBepAMTb AMArHo3
TMA B COMHUTEABbHBIX U HESICHBIX CUTYaLUSX.

KommeHTapuii
broncusg noukn MOXKET NoMoYb B BepudurKaumMm aAnMarHosa B CAe-
AYIOLLMX CAyYasX:

— ComHenuit B aAnardo3se al'YC.

— MaccuBHOM NPOTENHYPUM Y BOAbHbBIX C aHEMUEN 1 TPOMBOLIUTO-
neHuen.

— OrcyTtcTBUS ahdekTa OT naa3amoTepanmu.
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[ocnuTaAM3aUmMm B cTauMoHap B MO3AHUE CpokM oT aebiota TMA.

— OTCcyTCTBUE NOAHOIO AAGOPaTOPHOro CUMNTOMOKOMIAekca TMA
(yaule Bcero TpoMboLUTONEHMM).

Noa03peHns Ha BTopuuHble (hopmbl TMA.
— [Moao3peHunst Ha xpoHunueckyio TMA.

PekomeHaauns 8. leHeTMUYeCKOe UCCAEAOBaHUE He SIBASIETCS He-
00X0OAMMBIM AASl YCTaHOBA€HMSI aAnarHo3a alYC u He urpaer poau
AASl peLleHusi BOMPoca O TaKTUKe AeveHusi 60AbHOro. OAHAKO OHO
HEOOX0AMMO AASl OMpeAeAeHUs] MPOrHo3a TpaHCMAAHTALMU MOYKM,
€CAM OHa NAaHUpYyeTCs, Npu cemeiHbix popmax al'YC u peumauBax
3aboAaeBaHMs.

KommeHTapuii

[MoCKOAbKY MyTaLMM FEHOB PEryAsiTOPHbIX OEAKOB aAbTEPHATUBHO-
ro nNyTM akTMBaLMM KOMMAEMEHTA BbISBASIOTCS Y GOAbHbBIX C HACAEA-
ctBeHHbIM al'YC B 60-70% cAyuaes, a npu crniopaamyeckon opme
6oAe3HU — Bcero B 30%, reHeTUYeckoe MCCAEAOBAHUE HEe SBASIETCS
00913aTeAbHbIM AASl TOCTAHOBKM AMarHo3a (ero oTpuuaTeAbHbIl pe-
3yAbTaT He nckAlovaeT Haanumg al'YC). BbinoAHeHWe reHeTuyeckoro
MCCAEAOBAHUSI 3aHUMAET He MeHee 2-X MecsLiEB, a NPOrHo3 60Ae3HU
OAMHAKOB Y BOAbHbIX KaK C MAEHTU(ULMPOBAHHBIMU, TaK U C HEMAEH-
TMHUUMPOBAHHBIMU MyTaumsaMmu. [ToaTtomy aagd amarHoctmiku alYC m
Ha3HaUYeHMS AeYEHUsI TeHETUUYECKOE UCCAeAOBaHME 3HAUYEHMNS HE UMe-
eT. OAHaKo Yy MaumeHTa C TPaHCNAQHTMPOBAHHOM MOYKOW PUCK pe-
umamBa al'YC, onpeaeAsitollero nporHo3, 3aBUCUT OT BUAA MyTalMIA.
MMeHHO No3TOMY MpW NMOArOTOBKE K TpaHCMAAHTaLMM MNOYKM B MAaH
o6caepoBanmns naumenta ¢ alYC Heo6XOAMMO BKAKOUaTb reHeTude-
CKOE NCCAeAOBaHMeE.

PekomeHaauns 9. Y B3pocAbix nauneHtoB ¢ TMA Heo6xoAMMO
npoBoAMTL AucpchepeHMarbHYI0 AuarHocTuKy al'YC ¢ cMCcTeMHbIMU
3aboreBaHnamu (CKB, katactpocpmueckuint ADC) u BUY-uHdekun-
eil. Pa3Butne cumnromokomnaekca TMA Bo Bpems 6epemMeHHOCTH U
B MOCAEPOAOBOM NMepuoAe TpebyeT Takke UCKAIOYeHUs cnieumdpuye-
CKMX aKyLLUepCKMX MPUYUH AQHHOM MAaTOAOTUMU.

KommerTtapmii (Tabamua 1)

B3pocabie 60AbHble ¢ TMA HY>KAQIOTCSI B UCKAIOYEHUM CUCTEMHbIX
3aboaeBaHuit, B nepByto odyepeab, CKB u ADC. NMocaeaHMin MoXeT
pa3BuTbcs kak B pamkax CKB (BTopuuHbiit ADC), Tak M Kak cCaMOCTO-
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Taba. 1
AunddrepeHumarbHas AvarHocTuka al'YC y B3pocAbIX

3aboAeBaHKue AudhepeHunarbHO-AMArHOCTUHECKUE NPU3HAKK

[TOAOXKUTEABHDIN pe3yAbTaT Npu
6aKTeprMOAOrMYECKOM UCCAEAOBAHNM KaAa: NoceB
Ha cpeAy AAd BbisiBAeHus STEC (Mac Conkey ans
0157:H7), onpeaeneHne B obpasuax dekarni
AHK sHTeporemopparmnyeckumx E.coli meTtopom
MLP; BbISBAEHME B CbIBOPOTKE aHTUTEA K
AUIMOMOAVCaxapuAamM Hanboaee pacnpocTPaHeHHbIX
B AaHHOM pernoHe cepoTtunos E.coli.

TunuyHbin FYC

HacaeacTBEHHAsA nAn

npvoBpeTerHas TTMN Aemumt ADAMTS-13, aHTuTena kK ADAMTS-13

BepemMeHHOCTb.

TecT Ha 6epeMeHHOCTb, (DEPMEHTbI MeYeHU, CPOK
NckaounTtb HELLP-cnHApom P » hep ' CP

rectauum
npeakaamncuio, TTI H
AyTOMMMYHHblE
3aboAeBaHusA (CUCTEMHaS AHTU-AHK-aHTUTEAQ, aHTUHYKAEapHble aHTUTeAa,
KpacHasi BOAYaHKa, AHTUKaPAVOAUMNHOBBIE aHTUTEAA, aHTK-B2-IT11-
aHTUHOCHOAUMNAHDBIN aHTUTEAa, BOAYAHOYHbIN aHTUKOAryAsHT

CUHAPOM)

MoAOKUTEAbHbIE PE3YABTaThl UMMYHHOTO GAOTTUHIa

BUY-nHcbekums Ha BUY-nHdexumto

aTeAbHoe 3aboaeBaHue (nepBuuHblii ADC). CoueTaHWe KAMHUKO-AQ-
6opaTopHbIX MposiBAeHUI TMA ¢ Haanumem aHTUPOCHOAUMUAHBIX
aHTUTeA 6e3YCAOBHO CBUAETEALCTBYET B MOAb3Y AMArHo3a «kaTtacTpo-
dbunuecknin AOC», HeE3aBUCUMO OT TOrO, €CTb AW Y NMaLMeHTa UAU OTCYT-
CTBYIOT KAMHUYECKME U UMMYHOAOTMYeckme npu3Hakm CKB. MNoatomy
BCeM 60AbHbIX C Npu3Hakammu TMA caeayeT 0653aTEABHO OMPEAEASTh
ceponormyeckue mapkepbl 1 CKB, 1 AOC, NOCKOAbKY MX CNEKTp onpe-
AEASIET TepaneBTUYecKylo TakTUKy. Kpome cucTeMHbIX 3a00AEBaHUM,
HEOOXO0AUMO UcCKAloUaTh BMY-MHbeKUMIO, Tak Kak CpeAr naumeHToB
¢ BUY-nHdbekumen yactota TMA Bbille, yem B 06LLEA MOMYASLMA, U
BO3pacTaeT C NporpeccrpoBaHmemM 3a6oAeBaHms.

Passutue TMA BO Bpemsi 6GepemMeHHOCTM M Cpa3y MOCAE POAOB
TpebyeT He3aMeAAUTEAbHON BepuUdUKaLMK AMArHO3a, 4TO ornpeae-
ASIET MPOrHO3 AAS MaTepU U NMAoAQ. «Akywepckas TMA» MoxeT ObiTb
npeactaBAeHa He ToAbko al YC u TTI1 (pasrpaHuyeHme KOTOpbIX Npo-
BOAMTCS TEMU XK€ METOAAMU, UTO U BHe GEpemMeHHOCTH), HO U crnel-
NPUYECKMMM FeCTaluMOHHbIMU BMAAMM MATOAOTUM — MPE3KAAMICHEN
n HELLP-cHApOMOM, TpebyiowmUMmn HEMEAAEHHO BeprdUKaLuu, no-
CKOAbKY 3TO OfpeAeAdeT TakTUKY AeYeHUs 1 MPOrHo3.
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4. JIEMEHUE

Lleasmu Tepanuu al'YC sBAsiloTCS obecrieveHne Aydllei BbiXKMBa-
eMOCTU BOAbHbIX, MHIMOULIMS HEKOHTPOAMPYEMOM aKTMBALMM KOM-
NMAEMEHTa, KynupoBaHWe KAMHUKO-AAB0paTOpHbIX NPosBAeHU TMA,
COXpaHeHWE U yAyulleHMe (PYHKUMM MOpaXKEHHbIX OpraHoB (B TOM
UMCAE, MPeAOTBpaLLeHWe Pa3BUTMI TEPMMHAABHOM MOYEUYHOM HEAO-
CTaTOYHOCTU, M36aBAeHME OT MOTPeOGHOCTU B AMAAM3HBIX METOAAX
AeYEeHUs, HeAOMYyLLeHME MOPaKEHUS APYIMX BHYTPEHHWX OpPraHos,
KpOMEe MoYek), YAyULLleHNEe KaUeCTBa >KM3HU MaUuMeHTOB.

4.1. AeyeHue B3pocAbIx naumenToB c al'YC

PekomeHaauns 10. Bce 60AbHble ¢ npu3Hakamu TMA  AOAXKHDI
6bITb CBOEBPEMEHHO roCNMTAAM3UPOBaHbl B MHOIOMNpPooMAbHbIE CTa-
LLMOHapbl C XOPOLUO OCHALLEHHbIM OTAEA€HUEM PeaHMMALIMU U UH-
TEHCUBHOI Teparnuu.

KommeHTtapuii: Tocnutaamsaums B noAoGHble cTauuoHapbl oby-
CAOBAEHa HEOOXOAMMOCTbIO MPUMEHEHUSI AMAAM3HBIX METOAOB Aeuve-
HUS (reMoAMaAU3, NPOAAEHHasi BEHOBEHO3Has reMoAMadUAbTpaLmg),
MCKYCCTBEHHOM BeHTUAIUMU Aerknx (MBA) 1 naazmotepanum (MT).

PekomeHaauns 11. Bcem B3poCAbIM OOAbHbIM C BriepBbie BbisiB-
AeHHoW TMA uan peunamsom al'YC, AMarHo3s KoToporo ObIA ycTa-
HOBAEH paHee, Ha3HavaeTcs naasmotepanus (MNT). MNaasmoTtepanus
MOXET NMPOBOAMTBCS B peXumax MHAY3UI CBeXe3aMOpPOXXEHHOMH
naasmbl (MC3I1, UIM) nam naaamoobmena (MO), npuyem pexxmm naas-
moob6meHa 6oAee NpeANoYTUTEAEH.

KommeHTapuii: T1T B TeueHMe HEeCKOAbKUX AECITUAETUMI 3MMUPU-
YeCKM UCIMOAb3YETCS KakK NMpeAnoUYTUTEAbHbIA MeTop AedveHus alYC,
NMOCKOAbKY HaKOMAEHHbIA 3a 3TOT CPOK OMbIT CBMAETEAbCTBYET 00
YMEHbLUEHUN AETAaAbHOCTU MAUMEHTOB MOA AEUCTBUEM MAa3MoTepa-
nuun. Npn 3TOM yacToTa BOCCTAaHOBAEHMS reMaTOAOrMUYECKUX Mokasa-
TeAaen 1, ocobeHHo, PYHKUMM novek He npesBbiwaeTr 50%. Mpu UMM
nauneHTy BBoAaMTCa AoHopckaa C3I1, coaepxkawas PyHKUMOHAABHO
aKTMBHbIE PEryASITOPHbIE GEAKM CUCTEMbI KOMIMAEMEHTA, YTO YCTPaHs-
eT Ae(PUUMT COBCTBEHHbIX €CTECTBEHHbIX PEryASaTopoB — (DakToOpoB
H n |, a Takke npekpatiaeT TpoM6006pa3oBaHMe B COCYAAX MUKPOLIM-
PYASITOPHOIO pyCAa 3a CYeT BBEAEHWS eCTeCTBEHHbIX KOMIMOHEHTOB
nAasmbl, 06AaAQIOLMX MPOTEOANMTUYECKON aKTMBHOCTbIO B OTHOLLE-
HUW CBEPXKPYMHbIX MyAbTUMepoB ¢.B, aHTMKOaryAgHToB M KOMMO-
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HEHTOB cucTembl hrnbpuHoamnsa. Mpu MO, Kpome 3Toro, NMPOUCXOAUT
YAAAEHUE U3MEHEHHbIX 3HAOTME€HHbIX LUMPKYAUPYIOLLMX UHIMOUTOPOB
KOMMAEMEHTa 1, BO3MOXKHO LIMPKYAMPYIOLWMX aHTUTEA K bakTopy H.
Pexxum MO npeanoututeabHee M, NOCKOAbKY MO3BOASIET BBOAMTb
60AblIMe 0O6bembl C3I1 6e3 pa3BUTUS TMNIEPBOAEMUU U TUNEPTUAPa-
TaluK, YTO 0COOBEHHO BaXKHO Y NMALMEHTOB C OAUTYPUEiA, MOPAKEHNEM
LHC v cepaua.

PekomeHaauns 12.1. Undpyann C3I1 Heo6X0AMMO NPOBOAUTH B
o6beme 30—40 MA/KT B 1-i1 AeHb, 10—20 MA/KT B MOCAEAYIOLLME AHM.

PekomeHaaums 12.2. B Havyare Tepanum cAeAyeT NpoBecTH 5 ce-
aHcoB MO exeaHeBHO ¢ 06bemom 3kccpy3sumn 40 MA/KT/c, Npu HeOO-
X0AUMMOCTH 60-75 MA/KI/C C 3amellleHMemM aAeKBaTHbIM OObemom
C3I1 (1-1,5 pacueTHoro o6bema naasmol). B nocaeayroume 2 Heaean
HEe06X0AMMO NMPOBOAUTDL M0 5 ceancoB MO B Tom Xxe pexume. Aaree
CeaHCbl NMPOBOAST Yepe3 AeHb (3 ceaHCa B HEAEALD) elle B TeyeHue
2-x HeAeAb. PelueHne o npoporxeHum MNT caeayeT npuHMMaTh B 3a-
BUCHMMOCTHM OT ero 3ppeKkTMBHOCTH Yepe3 5—6 HeA. Teparmu.

Kommentapuii: [pn AedeHnn alYC BO3MOXKHO cOYeTaHUE pexxu-
moB UM n MO.

PekomeHaauns 12.3. Ceancnbl 1O caepAyeT MPOAOAKUTD AO HOP-
MaAM3aLMM YMCAQ TPOMOOLMTOB, MPEKPALLLEHUSI TEMOAM3A U YAYMLLIe-
HUA PpyHKuMKM noyek. B cBsizu ¢ atum Tepanmio C3I Heob6xoAMMO
KOHTPOAMPOBaTb €XEAHEBHbIM ONpeAeAeHMeM KOAMYeCcTBa TPomoOo-
uuTOB M YpoBHS AAT.

KommenTtapumii: Kputepmnamm acbdektnHoctu [T cayxar:

— McYe3HoBeHMe TPOMBOLMTONEHNM;

— npekpaljeHne reMoAn3a, O YeEM CBUAETEALCTBYET HOPMaAM3aLUUs

AAT.

Croikasi HopMaAM3alMsl ypPOBHS TPOMOOLIMTOB M MpekpalleHue
reMoAM3a B TeyeHue He MeHee 2-3-X AHel 9BASeTCs MokKa3aHMem K
npekpaweHuio NT. Kak npaBuao, rematorornyeckuii acdekT A0CTu-
raetcs B TeueHue Mecsila AedeHust C3I1. B psae cAyyaeB HOpMaAu-
3aUMs reMaTOAOrMYecKMX Moka3aTeAert MOXKET He COMpPOBOXKAATbCH
YAyUllleHVeM (DYHKLMK nodek. ITO IBASIETCS OCHOBAHUEM AAS M3Me-
HEHUsI TakTUKM AedeHusi. Bonpoc 06 M3meHeHWM TepaneBTUYEecKom
TaKTUKM AOAXKEH Tak>ke CTaBUTbCS NMpu pa3BuTumn B npouecce MNT He-
>KeAaTeAbHbIX peakLmii (NOGOUHbIX IBAEHUI).
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Pexomenpaums 12.4. NMaunentam c al'YC, He umeroium Bbipa-
»KEHHOM TpombouuToneHnu (YMCcAo TPOoMOounToB meHee 20000/MKA)
M TSDKEAbIX OCAOXHEHMI (KpoBoTeuyeHus), TpaHCy3un TPOMOOKOH-
LeHTpaTa NPOTMBOMNOKa3aHbl.

KommeHTtapuu: TpaHcdy3num TpoMOOLIMTOB MOTYT YCUAWMTb MPOSIB-
AeHust TMA y naumeHtoB ¢ al'YC, NOCKOAbKY MPOBOUMPYIOT HOBble
3MU30AbI MUKPOTPOMOOOOPA30BaHUS C AAAbHENLIMM MOTPebAEHNEM
TPOMGOLMTOB.

PekomeHaaumns 12.5. MNpu otcyTcTBUKM Y 60AbHBIX al'YC BblpaXkeH-
HOi TpomoOouuToneHnn mu KposoTounsoctu INT caeayer coueratb
c renapuHoTtepanueii. Bo Bpemsi octporo snnzopa TMA 00bluHbIH
(HedppakumMoHupoBaHHbii) renapuH (HPOI) careayeT Ha3HauaTb BHY-
TPUBEHHO KaneAbHO C AO03MPOBAaHHOW CKOPOCTbIO BBeAeHUs (Yepe3
uHcpysomar). lNpu Takom pexxume BBeaeHusi Ao3a HOI coctaBas-
et 250-1000 EA/4ac. Bo3moxxHO Takxke BBeAeHHe MaAbix A03 HOT
(2500-5000 EA) HenocpeacTBeHHO B emKocTb ¢ C3I1 nepea, uHdpy-
3ueil.

KomenTtapmm: Couetanne HOT ¢ INT no3BoAseT yCMAUTb aHTUTPOM-
6oTnuecknin acpdext C3IM 1 cnocobeTBYeT Goaee BbICTPOMY KyMNMpPo-
BaHUWIO TPOMOOLMTOMNEHUMU.

Pexomenaaums 12.6. NMaunentam ¢ al'YC, umerolum BbipakeH-
Hyit0 MATA (HB meHee 75 r/A), HEOOXOAMMA KOpPpEKLMS aHEMMM.
C 3TOM LLeAbI0 CAEAYET MPUMEHSATb TPAHCY3UM OTMbITbIX IPUTPO-
LMTOB C MHAMBUAYAAbHbIM MOAOOPOM MAM IPUTPOLIMTHOM MACChI.
Mpu AAUTEABHOM COXPAHEHWUH aHEMMH HECMOTPS Ha MHAPY3UOHHYIO
Tepanuio, NoKa3aHo NpMMeHeHHe NnpenapaTtoB SpUTPONO3THHA.

PekomeHaauns 12.7. Haamume y 60AbHbIX al'YC apTepranbHoit ru-
nepTeH3un TpedyeT Ha3HaYeHUsl AaHTUIUIMEPTEH3UBHbIX NpPenapaToB
(CM. pekoMeHAaLIMK MO AeveHuio ATy HeppOAOrMUYECKMX BOAbHbIX).

Pekomenaaums 12.8. Y naumenTtoB ¢ al'YC He06X0AMMO BbISIBUTD
BO3MOXXHbI€ TPUITEPbl 3a00A€BaHMSI M HA3HAYMUTb A€YEeHHe, Harpas-
A€HHOEe Ha UX NMoAaBAEHMe.

KommenTtapwii: Ocoboe 3HaueHre MMeeT CBOeBpemMeHHast AMarHo-
cTMKa MHdekunin, Hamboaee yacto npealuecTsytowmx al'YC (ocoben-
HO Cercuca), M CAeAYyloLLasl 3a Heill apaekBaTHas aHTMGaKTepuaAbHas
Tepanus.
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PekomeHaaumns 13. Bapocabim naumentam ¢ al'YC B cayvasix Hea-
dpexktuBHocTH T, N1Aa3M03aBUCUMOCTH, PA3BUTHUSI HEXKEAATEAbHBbIX
sasAeHmit B npouecce IMT, peunamBupyollero TeyeHms 3ab6oaeBaHus
MAU CEMEHHOM €ro xapakTepe, a TakKXKe NMPM HaAMYMM Y MallMeHTa
NMOAMOPraHHOM HEAOCTAaTOMHOCTU CAEAYeT Ha3Ha4yaTb DKYAM3ymab —
npenapar rpynrbl KOMMAEMEHT-UHTMOUPYIOLLLUX aHTUTEA.

KommeHTapuri: IkyAmsymab — pekoMOMHAHTHOE ryMaHWU3UPOBaH-
HO€ MOHOKAOHaAbHOe aHTUTEAO KAaacca Ig G Kk C5 KOMMOHEHTY KOM-
naemeHTa. Ikyamsymab 6aokmpyeT pacuwenaeHne C5 Ha C5a n Chb,
4TO NpensaTCcTByeT 06pa3oBaHMI0 MEMOPAHO-aTaKYIOWEro KOMMAEKCA
C5b-9 1 noaaBAgeT MpoBOCMAaAUTEAbHOE, MPOTPOMOBOTUUECKOE U AU-
TUYECKOE AENCTBUS KOMIMAEMEHTa,  MpeAOoTBpallas NMoBpexAeHue
SHAOTEAMS M npekpatlas npoLeccbl MUKPOLMPKYASTOPHOrO TPOMGO-
ob6paszoBaHus. [NpumeHeHne IKyAn3ymaba NPUBOAUT K OOpaTHOMY
pas3suTrio TMA n/uAn npeaynpexaaeT nporpeccMpoBaHue nopae-
HUS MOYeK.

PexomeHaaums 13.1. 3a 2 HepAeAM AO HaYaAa AeYeHUS DKYAU3yMa-
60m 60oAbHOro al'YC Heo6X0AMMO BaKLMHMpPOBaATb NpoTuB Neisseria
meningitidis, nockoAbky Ha cdpoHe npumeHeHus npenapara Bo3pac-
TaeT PUCK pa3BUTUS MEHMHIMTa. BakuuHaLMIO NPOU3BOASIT KOHDIO-
rupoBaHHoi TeTpaBakuuHoii MEHLUEEBAKC nan MEHAKTPA nportus
cepoTunoB Bo3doyauteasn A,C,Y u W135.

KommenTtapwii: Tpu 6aokase C5 KOMMOHEHTA KOMIMAEMEeHTa npe-
napaTtomM DKyAM3ymMab HapyllaeTcs MMMYHHbIM OTBET Ha HeKOTopble
MHKarcyAMpoBaHHble 6akTepun. Y B3POCAbIX MaLUMEHTOB 3TO, rAaB-
HbIM 006pa3oM, BMA Neisseria — MEHMHIOKOKK. B cBS13M € 3TUM AeueHne
IKYAU3YMAOOM MOXKET OCAOXKHUTbCS Pa3BUTMEM MEHUHIOKOKKOBOW
MH( ek, C ueAbto npodraakTMkm Kotopon nauymeHToB ¢ alYC cae-
AYET UMMYHM3MPOBATb AO HAavaAa Tepanuu.

Pekomenaaums 13.2. [py nokazaHUSIX K CPOYHOMY Ha4vaAy Aeuve-
HUSI DKYAU3YMaboM, MCKAIOYAIOLLLEMY BO3MOXXHOCTb MpeALLecTBY-
IoWei BaKUMHALMM, C LEAbIO MPeAOTBpPaALLEHUSI MEHUHrOKOKKOBOW
MHEKUMU NaUMEHTY CAEAYET NMPOBOAUTb aHTMOMOTHKONPOIMAAK-
TUKY. AeyeHne aHTUOMOTMKAMM HEOOXOAMMO Ha4MHaTb OAHOBpe-
MEHHO C BaKUMHALIMEN U MPOBOAUTb HE MeHee 2-X HEAEAb B CAyuYasix,
€CAM BaKLiMHALMIO MPOBOASIT B A€Hb MepBoi MH(py3nMKn IKyausymaoa.
AASt aHTMOUOTHKONPOOUAAKTUKU CAEAYET UCTIOAb30BaTb (DTOPXMHO-
AOHDbI, Kap6aneHembl, Lecparocnopmtbl 3-4 NOKOAEHHIA.
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KommeHTapuri: AAMTEABHOCTb MPUMEHEHWUS aHTUOMOTMKOB Orpe-
AEASIETCS AeYallMM BPAYOM, MCXOAS U3 KOHKPETHOW KAMHUYECKOWM
cuTyaummn. B cayyasix HEBO3MOXHOCTM BakLMHALMU B MOMEHT Haua-
AQ AeYeHUsl DKYAU3yMabom aHTUOMOTUKONMPOMUAAKTUKA MOXKET ObiTb
MPOAAEHA Ha CPOK AO HECKOAbKMX MEeCsLiEB B 3aBMCUMOCTU OT Bpe-
MeHW BakLMHaLMK. B psae cayyaeB aHTUOMOTUKM MOTYT Ha3Ha4aTbCs
AQXKe CBOEBPEMEHHO BaKLIMHMPOBaHHbIM NauueHTam. MNMokasaHus K ux
NMPUMEHEHUIO ONpeAeAseT Aevaumii Bpad. Heob6xoamMMocTb npodu-
AAKTMYECKOro HasHaueHus aHTUOMOTMKOB 60AbHbIM al'YC 006ycAOB-
A€Ha OTCYTCTBMEM BaKLIMHbI NpoTUB cepotuna B N. meningitides, B
CBSI3U C YeM NMPOBEAEHUE BaKLMHALMU MOAHOCTbIO HE UCKAIOYaeT pas-
BUTUS MEHUHIUTA.

PekomeHaaumns 13.3. Bapocabim naumeHtam ¢ al'YC Ikyansymao
Ha3HayvaeTCsl B CTAHAAPTHbIX AO3MPOBKax, He 3aBUCSALLUX OT MaCChbl
TeAa. B dpaze MHAYKUMM (HauyaAbHbINA LMKA) DKYAM3ymab BBOAMTCS
B A03e 900 Mr B BUAE BHYTPMBEHHOH MHADY3UM OAMH pa3 B HEAEAID
B TeueHHue nepsbix 4-X HeAeAb Tepanuu (Bcero 4 undpysun). Ha 5-i
HeAeAe Tepanuu BHyTpMBeHHO BBoAMuTCs 1200 mr npenaparta (5-a uH-

cysus).

PekomeHaauns 13.4. B TeueHue Bceil nopasepxusaioiien dasbl
Tepanuu, KoTopasi HAYMHAETCS Yepes 2 HeA. NocAe 5-i Hdpy3um npe-
naparta, KyAusymab BBOAUTCS BHYTPUBEHHO B Ao3e 1200 mr oAMH
pa3 Ka)kKAble MOCAeAYIOLLME ABE HEACAU.

PekomeHaaunsa 13.5. Kputepuamu scpdpekTuBHOCTM Tepanum
DKYyAU3YyMabOM SIBASIIOTCSI NpeKpalieHne MMKPOAHTMOMNaTUYeCcKoro
remoam3a (CHmkeHue ypoBHSI AAI A0 HOpMaAbHbIX 3HaveHuer) U
HOpMaAM3aLMS YMCAQ TPOMOOLMTOB, a TaKXKe yAyulleHue PYHKUUU
nouex.

KommeHTapuii: B ocHoBe TepaneBTuueckoro addexkra IKyAnsyma-
6a AeXUT NnpekpaLleHe MUKPOLIMPKYAITOPHOro Tpom6006pa3oBaHms
BCAEACTBME OAOKaAbl 0e3yAep>KHOM akTMBaUMKM aAbTePHaTUMBHOrO
nyTu KomnaemeHTa. [penapaTt noAaBAsIeT KOMMAEMEHT Cpa3y ke Mno-
CAe NMepBOi MHY3MN, N ero CHMXKEHHast akTUBHOCTb COXpaHsieTcs B
TeueHue BCero cpoka AedveHus. [MoaToMy nokaszateAb o6leir remo-
AUTMYECKOM aKTMBHOCTM KomnAemeHTa (CH50) B npouecce AedyeHms
CTOWMKO PaBEH HYAIO.
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PekomeHaaumsa 13.6. AAMTEAbHOCTb AeYeHUs] DKYAu3symabom He
onpeaeAeHa. B HacTosiLee Bpemsl CUMTAeTCsl, YTO Tepanusi AOAXKHaA
NMPOAOAXKATLCS MOXXM3HEHHO MAM MOXXET ObiTb B psiae CAy4vaeB (AO-
CTUXKEeHUEe CTOMKOM peMUCCHUM) OTMEHEHa Yepe3 2 roaa OT Ha4vaAa Ae-
YEeHMS C MOCAEAYIOLLEH OLLeHKOW aKTUBHOCTH 3a00AeBaHMS.

KommeHTapuii: T1o Mepe HaKOMAEHUs OrbiTa NMPUMEHeHMs npena-
paTa, Nno-BUAMMOMY, B PSIA€ CAy4aeB BO3MOXHO OyAeT npekpaTuUTb
A€YEHMEe Ha OCHOBE OLIeHKM cTerneHn pucka peunamBa al'YC. Y 60Ab-
HbIX FPYMNIMbl HU3KOrO PUCKA Ae@UYeHME MOXKET BbITb MpPeKpaLleHo MocAe
AOCTUXKEHUS pemuccuu. [laumeHTaMm rpynnbl CpeAHero pucka Aeve-
HUE MOXKHO OYAET NpekpaTuTb Yepe3 12 MecaueB CTOMKOM peMMccun,
NOAAEP>KMBAEMOM MPOAOANKAOLIMMCS AeveHnem IKyAnsymabom. Mpu
BO3HUKHOBEHMW MPU3HAKOB peLmanBa 3a60AeBaHUSI A@UYEHUE AOAXK-
HO HEMEAAEHHO BO306GHOBASITLCS. [alUmMeHTbI rpynrbl BbICOKOrO pucKa
AOAXKHbI MOAYyYaTb A@YeHMe 3KYAU3YMaboM MOXKM3HEHHO. PUck pa3Bu-
Tns peumamna al'YC 3aBUCUT OT TMMa MyTaumm.

— K kareropmm HU3KOro pucka OTHOCATCS MaLMEHTbI C: M30AMPO-
BaHHOM MyTaumeit B reHe MCP, a Tak>ke naumeHTbl C aHTUTeAaMM
K haktopy H, B x0A€ HaBAIOAEHUS UMEBLLIME OTPULIATEAbHbIE pe-
3yAbTaTbl aHAAM30B Ha AAHHble aHTUTeAa B TeUeHUe AAUTEAbHO-
rO BPEMEHM.

— K kaTeropum cpeAHEBbICOKOrO py1CKa OTHOCATCS NMalUMEHTbI, UMe-
foule U30AMPOBaHHYIO MyTalMio B reHe dakTopa |, 60AbHbIE C
NMOCTOSIHHO HWM3KMM YpOBHeM aHTuTeA K dakTopy H, a Takxke
60AbHble 6€3 UAEHTUDULIMPOBAHHbBIX MYTaLMA B reHaX CUCTEMbI
KOMIMAEMEHTA.

— K kaTeropum BbICOKOro pucka OTHOCSATCS 6OAbHbIE C peLnAnBa-
mn alYC B aHamHe3e, nauueHTbl, UMelolye POACTBEHHMKOB C
peunansmpyowmm TedeHrem al'YC, 60AbHble C MyTaLUSIMK B re-
Hax dakTopa H, B u C3.

PekomeHaaumns 13.7. OT Tepanuu DKYAU3yMaOOM CAEAYET OXKM-
AaTb:

— ﬂpeAOTBpaLLI,eHMSI A€TaAbHOIo MCXOAaQ MNMpn CBOEBPEMEHHOM Ha-
YaAe Tepannun.

— ,A,OCTM)KGHMH n NoAAEpP>KaHUA reMaToAOrm4yeckom pPEMNCCNNA.
— Mcue3HoBeHuUs I'IOTpe6HOCTM B NMAa3MoTepanmu.
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— YAYULIEHUSI AU HOPMAAM3ALIMK (DYHKLIMM MOYEK, B TOM YMCAE C
MCUYE3HOBEHMEM MOTPEBHOCTU B AMAAMBHOM Teparnuu, a Takxke
NnoAAEp>KaHUSt CTaBUAbHOM MOYeYHOM (OYHKLIMU UAM MPOAOAXKE-
HUS ee YAYULLEHMS.

— CHatus BOMpocCa O NpoBeA€HNN TPaHCNAQHTALUMUN B pAAE CAyYaeB.

KommeHTapmi: HaunHas AeueHue, cAeayeT MOMHUTb, UTO NEPBbIMU
OTBEYaloT Ha Teparmio reMaToAormueckue rnokasatean. Hopmaamnsaumio
MAM MOCTENEHHOE YBEAUUYEHME UMCAQ TPOMOOLIMTOB MOXKHO OXMAATH B
TeyeHre HeABAU MOCAE MepBoM MHY3UM npenapata, BblPaskeHHOCTb
aQHEMMU YMEHbLLIAETCS MeAAEHHEee, OAHAKO, Kak MPaBUAO, aHEMUSI UC-
yes3aeT K KOHLly BTOporo mecsua tepanuu. Hopmaausauus Tpoméoum-
TOB M reMOrAOGMHa He BCErAa COMPOBOXKAAETCS YAyULLeHeM hyHKLMM
noyek, KOTOPOE MOXET HACTYMUTb 3HAUUTEAbHO MO3XKe reMaToOAOrUYe-
CKOW PEMUCCHU, OCOBEHHO €CAM AeUeHMe ObIAO HAaUaToO C OMO3AAHUEM.

PekomeHaauns 13.8. AeueHue JKyAu3ymabom caeAyeT Npu3HaTh
He3(pPeKTUBHBIM, €CAU NPU COOAIOAEHUM AAEKBATHOTO peXxuma Te-
panuu yepe3 6 mec. OT ee HayaAa He OTMeEYEeHO reMaToAOTMUYeCKOM
HOpMaAM3aLMU U YAYULLEHUS (PYHKLIMM MOYeK.

Kommentapmii: OB6bIMHO yMeHblUeHWe BblpaxeHHOCT MATA n
TPOMOGOLMTONEHMM HAOAIOAAETCS K KOHLY KYpCa MHAYKLIMOHHOM Tepa-
nun (NepBoro Mecsilia AeueHus). B Te ke CpokM HaUMHaeTCs yAydLLeHMe
byHKUMKM noyek. [Mpn NPoAOAKEHUU Tepanunu B MOAAEP>KMBAIOLLEM
peXxume MpoUCXOAUT NoCTeneHHas HopMaAM3aLmMs reMaTOAOrMYEeCKMX
nokasareAeit U MPoAOAXKAETCS YAyUlleHre DYHKLUMKU NoYeK, npudem
HapacTaHWe CKOPOCTU KAYOOUKOBOW (PUAbTPALIMM NPOMOPLIMOHAABHO
AAUTEABHOCTU AeveHUst. K KOHLY 6-TO MecC. AeueHWs pa3BUBaeTcd W
NoAAEP>XKMBAETCS MOAHAS FeMaTOAOTrMUYecKasi peMUccus, a PyHKLMS no-
yek AM60 HOPMaAU3YEeTCs U OCTaeTCsl CTabMAbHOM, AMOO MPOAOAXKAET
YAYYLIATHCS, MPUYEM NALMEHT NEPecTaeT UCTbITbIBaTb MOTPeGHOCTbL B
Amnaamse. Ecam k KoHUY 6 Mecsilia Tepanmm 3Toro He MNPOUCXOAMT, CAe-
AyeT KOHCTaTMpoBaTh Heah(PEKTUBHOCTb Npenapara U OTMEHUTb ero.

PekomeHaauns 13.9. IkyAuaymad Kak rnepBasi AMHUS Teparmm Mo-
XeT paccmatpuBatbes npu al YC, accouMMpoBaHHOM C aHTUTEAAMU K
CFH. AAMTeAbHOCTb Tepanum cocTaBasieT 6—12 mec. C NoCAeAYIoLLei
OTMEHOI M NepeBOAOM Ha MMMYHOCYMPECCUBHYHO Teparnuio (CeAA-
CernT) AAMTeAbHO MOA KOHTPOAEM YPOBHS aHTUTeA. OTMeHa MMMYHO-
CYNnpeccUBHOI Tepanuu BO3MOXKHA NMPU OTPULLATeAbHOM pe3yAbTaTe
NOBTOPHOr0 aHaAM3a aHTUTEA B AMHAMMKE.
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5. ATUMNYHbIN IYC B AKYLWEPCKOIN NPAKTUKE

PexomeHaauns 14.1. Bcem naumeHTKam, rocnMTaAM3MpPOBaHHbIM
B OTAEAEHMS MaTOAOTMM GEepemMeHHOCTM M MMEKLLMM HapylueHue
(pyHKLLMM NMOYEK, U30AMPOBAHHOE MAM COYeTalolLeecsi C apTep1ab-
HOW runepTeHsuein M/MAM MOYEBbIM CUHAPOMOM (NpOTEeMHYpus B
COYeTaHUM C U3BMEHEHHbIM MOYEBbIM 0CAAKOM MAM Oe3 Hero), He3a-
BMCMMO OT CPOKa reCTalMmn CAEAYET OMnpeAeAsTb AabopaTopHbie map-
kepbl TMA B noAHom oobeme (AAT, ranTorA00MH, LLIM30LMTbI, YUCAO
TPOMOOLMTOB).

KommeHTtapwii: BoisiBaeHne MATA 1 TpomboLUUTONEHMM, coyeTato-
wmxcs ¢ OMNIMMy 6epeMeHHON HE3aBMCMMO OT CPOKOB recTalimu, poxe-
HULbI AWM POAMABHULIBI, MO3BOAUT CBOEBPEMEHHO AMArHOCTUMPOBATb
TMA, uTo noBAeuveT 3a cob0I AENCTBUS, HarpaBAEHHbIE Ha YCTAHOB-
A€HME HO30AOTMUYECKOTO0 AMArHo3a M BbIpabOTKY TaKTUKU A€UYEHMS.
MosiBAeHMe npu3HakoB TMA Bo 2-3 TpumecTpe 6GepemMeHHOCTU Hau-
6oAee xapakTepHo AAg TTI. VX BO3HMKHOBEHME Cpa3y NOCAE POAOB
AU B CPOKM AO 16 Hea. MOCAe poAOpa3peLleHunst C BbICOKO BEPOIT-
HOCTbIO MO3BOASIET AMarHocTupoBath al YC. OaHako B 060MX CAyUasix
HEeo6XOAMMO BYAET MCKAIOUUTL BTOPUUHYIO TMA, accoLMmMpoBaHHYyIO
C CUCTEMHbIMK 3a60AEBaHUSIMM, B MEPBYIO OUYEPEAb, CUCTEMHOM Kpac-
Hol BoAuaHkon (CKB) v aHTudocdhoannuaHbiMm cHapomom (ADC).

PekomeHaauns 14.2. Bcem naupeHTKam, roCnMTaAM3MPOBaAHHbIM
c amnarHosom lMpeakaamncus m/man HELLP-cuHaApom, Heo6XoAMMO
AO poaopaspelueHns uccaeaosatb AAI, rantorno6mH B CbIBOpPOTKE
KPOBM M LLUM30UMTbI B Ma3Ke nepudpepuyueckoii KpoBH, a TakxKe ornpe-
AEASITb KOAMYECTBO TPOMOOLIMTOB M YPOBEHb KpeaTMHUHA.

KommeHTapuii: Tpeaskaamncus n HELLP-cuHapom gaBAgioTcs cneu-
NMPUUYECKMMM aCCOLIMMPOBAHHbIMK C GepemMeHHOCTbIO (hopMamn TMA,
[ AOMEpPYASIpHbIA SHAOTEAMO3, A€XKALLMI B OCHOBE MOPa>keHMs noyvek
Nnpu NpPesKAaMIcuu, npeAcTaBAsieT cob0i rMCTOAOrMUECKUIA BapuaHT
TMA c npenMyLLEeCTBEHHbBIM MOBPEXAEHNEM 3HAOTEAMS KAYOOUKOB
(OTeK S3HAOTEAMAABHbIX KAETOK, UX OTCAOMKA OT 6a3aAbHOM MEMOpPaHDI,
paclmpeHue cy63HAOTEAMAABLHOMO MPOCTPAHCTBA) U PEAKOCTHIO TPOM-
603a KarnuAASPHbIX NeTeAb. AHAAOTUUHYIO MOPMOAOrMUYECKYIO KapTu-
HY BbISIBASIIOT B noykax 1 npu HELLP-cuHapome, KoTopbint ceroaHs
paccMaTpuBalOT Kak crieunduyeckuit, NpenmyLLeCTBEHHO «rnevyeHou-
HbI» BapuaHT TMA, accoumMmMpoBaHHOM C 6epeMeHHOCTbIO. B cBsi3u ¢
3TUM AAS OLIEHKM BO3MOXHOro pucka pa3sutus al YC kak reHepaau-
30BaHHOM (hopmbl TMA, OCAOXKHSIOWEN aKyLLepcKylo MaTOAOTMIO0 MAK
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SABASIOLLENCS ee UCXOAOM, HEOOXOAMMBI yKa3aHHble MCCAEAOBaHMS,
4YTO NO3BOAMUT CBOEBPEMEHHO HauaTb MaToreHeTUYecKylo Tepanuio B
cAyvae, ecam al'YC pa3oBbeTtcs.

PexomeHaaums 14.3. B cayyae passutus TMA Bo 2—-3 TpumecTtpax
6epeMeHHOCTH B MepPBYI0 oYepeAb cAaeAyeT uckatovatb TTI, Aas yero
CcAeAyeT He3aMeAAUTEAbHO 3a6paTb KPOBb AASI ONPEAEAeHUS] aKTUB-
HOCTU meTaAAronpoTteasbl ADAMTS13 (Cm. PekomeHa.,. 4).

KommeHTapmri: B aTux cpokax rectaumm aktuBHoctb ADAMTS13 y
nauueHTOoK, Kak MPaBMAO, HECKOAbKO CHUXKEHA U B CPEAHEM COCTaBAS-
eT 50%. E€é cHuxxeHne MeHee 10% no3BoAsieT amMarHoctupoBatb TTI1.
B 3TOM cAyyae paabHerme AMarHoCTUYeckre 1 aeyebHble Meponpu-
ATUS AOAXHbI MPOBOAMTLCS aKyllepamn M aKyLEPCKUMM peaHnmaTo-
AOFamMun COBMECTHO C reMaTOAOramu.

PekomeHaauns 14.4. Ecam y 6epemeHHol ¢ passutnem TMA Bo
2-3 TpumecTtpax uckaroueHol TTI n BropuuHbie TMA, accouunmpo-
BaHHble C CUCTEMHbIMM 3a60A€BaHUSMM, HanMbOAee BEpPOSTHbIM
npeactaBasieTcsi Auardo3 al'YC. B atom cayvae caeayeT o6patuTh
BHMMaHME Ha BO3MOXKHbIe€ TPUITepPbl, MOCAY)KMBLUME NMPUYMHON «He-
cBoeBpemeHHoro» passutus al'YC.

KommeHTapuii: TTockoabky B 80% cayyaeB al YC pa3BuBaetcs rno-
CA€ POAOB, HEOOXOAMMO YCTAaHOBUTb MPUUMHY «TMPEXKAEBPEMEHHOI O»
ero pa3sutus. Bo 2 TpumecTpe HanboAee YaCTbIM TPUITEPOM ABASETCS
AMapesl, 0AHaKO BO3MOXKHA Tak>Ke pecriMparopHasl BUpyCHast MHek-
ums. B 3-M TpuMecTpe nepeumcAeHHble NMPUYUMHBI pexke NMpeALlecTBY-
ioT pa3sutuio alYC, oAHAkO MX BO3AENCTBME TakXke BO3MOXHO.
Hanboaee yactbim Tpurrepom al'YC B 3TUX CpOKax CAEAYeT CUMTaThb
pa3AUUHbIE OCAOXHEHUSI 6EPEMEHHOCTU, B TOM UUCAE MPEIKAAMIICUIO
(0oco6eHHO pa3BUBLLYIOCS AO 34 HEA. FecTallM1) U OTCAOMKY MAALIEHTbI
C NMOCAEAYIOLLMM KPOBOTEYEHUEM.

Pexomenpaumnsi 14.5. XeHwiMHam, nepeHeCLUIMM aKyLLIepCKY
TMA (npeakaamncus, HELLP-cuHApOM), cAeayeT ycTaHaBAMBaTb AM-
arHo3 al'YC, ecan nocae poaopa3peLleHUst X COCTOSIHME He yAydLla-
€TCSl MAM YXYALLIAETCS1, B KOPOTKME CPOKM NPUBOAS K POPpMHUPOBAHMIO
CINOH, uto cBuaeTeAbCTBYeT 0 nepcucTupoBaHun TMA c reHepaau-
3aumMeil MMKpoaHrMonaTM4yeckoro npouecca.
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KommeHTapuri: B nepBylo ouepeab 0 Bo3moxxHOM al YC caeayer
AyMaTb Npu pa3BUTUN Y POAMAbHULDBI Tsokeaoro HELLP-cunapoma c
npu3Hakamm BHEMNEYEHOUYHOro NMopaXkeHus, 0COOGEHHO eCAM POAOPA3-
peLleHue He CONPOBOXAAETCH NMOAOXKUTEAbBHON AMHAMUKOM B COCTOS-
HUW NAUMEHTKM HECMOTPS Ha MPUMEHEHME PEKOMEHAOBAHHbIX B TakKMX
CAyyvasix TepaneBTUUeCKMX Mep (MAa3moTepanusi, rAIOKOKOPTUKOCTe-
pounAbl). beicTpoe HapacTaHMe aHeMMK MPK OTCYTCTBMU BblpaXk€HHOM
KPOBOMOTEPU CBUAETEALCTBYET 00 YCMAEHWMU MUKpPOaHrmonaTuue-
CKOr0 FeMOAM3a, UTO, Kak MPaBMAO, COMPOBOXAAETCS YrAyOAEHUEM
TPOMOOLMTOMNEHUU U CTPEMUTEABHBIM YXYALLIEHUEM (DYHKLIMU MOYEK,
NMPUBOASLIMM K pa3BuUTHIO oamrypmdeckoin OINH. B noao6Hon cuTya-
LMK AQAbHENLLINE AMArHOCTUYECKUE N AedeBHbIe MEPOMPUSTUS AOAXK-
Hbl OCYLLECTBASATbCS aKyLUepCKMMM peaHMMaTOAOraMM COBMECTHO C
HedpOAOroMm.

Pexkomenaaumns 14.6. PoAuMAbHUILAM C YCTAQHOBAEHHbIM AMArHo-
3om al'YC caeayeT Ha3HauyaTb Tepanuio DKyAM3ymMaboOM COrAacHO
pekomeHaaumsam no AedeHmto al'YC B3pocabix (Cm. pekomeHa. 13).

KommenTtapmii: Ob6pawjaeT Ha ceb6s BHMMaHWE BbICOKas 4acToTa
ClNOH vy naumeHTok ¢ akywepckmm al'YC. B cBSI3M C 3TUM 3KYAMU3Y-
Mab CAeAYEeT CUMTaTh NpenapaToM NepBor AMHUK Y AQHHOI KaTeropum
60AbHbIX. Ha CeroAHsWHUIM AeHb OTCYTCTBYIOT CBEAEHUS O A€YEHUM
IkyAnsymabom GepemeHHbiX, y koTopbix al'YC pa3BuAcs Bo 2—-3 Tpu-
MECTPOM B CBSI3U C KpanHer peAKOCTbo MOAOGHbIX cuTyaumin. OaHako,
YUUTbIBAs OMbIT MPUMEHEHUSI DKyAM3yMaba BO Bpemsl 6epeMeHHOCTH
Y MaLMEeHTOK, CTpaAaioWMX NapOKCU3MaAAbHON HOUYHOM remMorAoGUHY-
puen (MHT), Ha3HauyeHWe 3TOro nNpenapara MoxxeT oka3aTbcs adhdek-
TUBHbIM 1 6€30MacHbIM M NalMeHTKaM ¢ akywepckmum al'YC.

PekomeHaauns 14.7. B oxuaaHum DKyAansymaba poOAMAbHMLbI
C YCTaHOBA€HHbIM AMarHO30M al'YC AOAXHbBI MOAy4YaTb MAasmore-
panuio B COOTBETCTBUU C PEKOMEHAALMUSAMMU MO A€YEHUIO B3POCAbIX
60AbHbIX al'YC (CMm. pekomeHa,. 11, 12.1-12.5).

KommeHTapmii: VIHTEHCUMBHAg nAasMoTepanus, NpeAnoYTUTEAbHO
B pexkume MAa3mMooOMeHa, MO3BOASIET COXPaHWUTb >KM3Hb MalMeHTam
c al'YC, B TOM YMCAE U aKyLLEPCKMM, KyrnMpoBaTb TPOMOOLMTONEHUIO U
MUKPOAHIMOMNaTUYeCKM1 FEeMOAN3, UTO YMeHbLUAeT BblpaXX€HHOCTb Mo-
AMOPraHHOro ropaykeHus. YeTkoe cAeAOBaHWE PEKOMEHAALMSM MO MpPo-
BeAeHUIo nAasmoTepanuu npu al'YC no3soaser ctabMAM3MPOBaTb UAM
YAYULLUTb COCTOSIHME G6OAbHBIX B 03KMAAHWUM MATOrEHETUUECKOM Tepanmu.
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