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Pesiome

Bce BapuaHTbl TPOMBOOTUYECKOW MMKPOAHIMONATUKM B aKYLUEPCKOM MPAKTUKE Pa3BMBAOTCS NaBMHOOOPAa3HO M TpebytoT HbICTpOro
pelleHuns o Bbibope TakTUKKM neyeHns. HecMoTps Ha TO YTO BCe 3T 3ab0neBaHMs UMEKT CXOXME NPU3HAKKM, XapaKTepPHble As CUH-
npoma TMA B LEeNOM, OHM SGBASKOTCS OTAENbHbIMK 3360/1€BaHNSIMM C PA3HOM 3TMONOTMEN 1 NaTOreHe30M. B CBA3M C TeM, 4To NposB-
nenns TMA npakTM4yeckn MAEHTUYHBI MPU Pa3nnYHbIX BONE3HSX, BCE OHWM MOTYT UMUTMPOBATL MPE3KAAMICHUIO, @ TepaneBTUYeckme
NOAXOAbI PA3NMYAOTCH, NPOBeaeHNe AnddepeHLManbHOM AMArHOCTUKM NPEeLCTaBASETCH KpaiHe BaXKHbIM M 33a4acTylo OnpeLensto-
LM NPOrHO3 MEPOMPUATHEM.

OnucaHo nposeaexne anddepeHLManbHO LMarHOCTUYECKOTO NMOMCKA MEXAY pa3nMyHbIMK BapuaHTamu TMA, KoTopble MoryT pas-
BMBATbCS Npu BEPEMEHHOCTH, T. K. OT MPaBUIBHOTO AMArHo3a 3a4acTylo 3aBUCKUT NMPOTHO3 XMU3HU. PaccMOTpeHbl OCHOBHbIE OT/IMYMS
npesknamncun/HELLP-cuHopomMa oT Takmx XXM3HEeYrpoXatoLmMx COCTOSIHWUM, KakK aTUMWUYHbIA FeMONUTUKO-YPEMUYECKUA CUHOPOM,
TpoMBoTHYeckas TpoMboLMTONEHMYECKas Nyprypa M KaTacTpoduyeckunii aHTdochonmnuaHbii CMHAPOM. [peanoxeHsl anropuTmbl
[MarHocTnyeckoro nomcka. ObpalleHo BHMMAHWE Ha TO, YTO CYLLECTBYOLME aNTOPUTMbI ANArHOCTUKK Tkenon TMA oo nonyyeHus
pe3ynbtatoB ADAMTS 13, 0OCHOBaHHbIE Ha BbIPAXXEHHOCTM TPOMOOLMTONEHNM M A30TEMUM, @ TakxKe Ban/bHble LWKaabl BO Bpems
6epeMeHHOCTV MOTYT CIYXKUTb OPUEHTUPOM, HO HE OMPEAENSIOWMM AMArHO3 NPU3HAKOM.

KntoyoM K ambdepeHumanbHOM AMarHOCTUKE SBNSETCS BAMSHME popopaspelleHns Ha perpecc TMA: e nocne poaopaspeLleHns
BbIPAXXEHHOCTb reMoNn3a 1 TPOMBOUMTONEHMM YMEHbBLLIAETCS, TO MOXHO FOBOPUTL O KYMCTbIX» Mnpesknamncum uam HELLP-cuHapome.
Ecnm coxpaHsrTcs Mnm HapacTakoTt, To ciefyet ayMaTth 0 TpomboumToneHmyeckon nypnype 1 alYC. Mpu yposHe ADAMTS 13 meHee 10%
yCTaHaBnueaetcs amarHos «TTT», npu ADAMTS 13 6onee 10-20% naumeHT NONafaeT B «CEPYHO 30HY» 1 TpebyeTcs NOBTOPHOE Uccne-
[oBaHue depmeHTa. EM MMetoTcs npu3Haku QynbMUHAHTHO Pa3BMBLUENCS NOAMOPraHHOM HEAOCTAaTOYHOCTM, OCOBEHHO Y NaLMeHTa C
MCXOAHbIM nopo3peHveM Ha ADC, To MoxkHo npeanonarate KADC. [Ing ero noatsepxaeHust Heobxoammbl Bbicokue TnTpbl ADA. Kpome
Toro, TMA MOryT BbI3BaTb: CEMNCUC M Pa3NINYHbIE YPreHTHbIE aKyLLepCKUe COCTOSHMS, OCNOXHSoWMecs passutrem [1BC.

KnioueBble cnosa: TpomboTnyeckas MukpoaHrmonatus, HELLP-cHAPOM, aTUMMYHBINA reMONUTUKO-YPEMUYECKUIA CUHLPOM,
TpombouuToneHnyeckas nypnypa, akynmsymab
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Abstract

All variants of thrombotic microangiopathy (TMA) in obstetric practice develop in an avalanche-like manner and require a rapid
decision on the choice of treatment tactics. Although all these diseases have similar features, typical of the TMA syndrome as
a whole, they are separate diseases with differing etiology and pathogenesis. Because the manifestations of TMA are almost
identical in the different diseases, they may all imitate pre-eclampsia and the therapeutic approaches differ, a differential diag-
nosis is essential and often determines the prognosis.

The differential diagnostic search between the different TMA variants that can develop in pregnancy is described, as the progno-
sis of life often depends on the correct diagnosis. The main differences between pre-eclampsia/HELLP syndrome and life-threat-
ening conditions such as atypical hemolytic-uremic syndrome, thrombotic thrombocytopenic purpura and catastrophic antiphos-
pholipid syndrome are considered. Algorithms of diagnostic search are proposed. Attention is drawn to the fact that existing
algorithms for the diagnosis of severe TMA prior to ADAMTS 13 results, based on the severity of thrombocytopenia and azotemia
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as well as scoring during pregnancy can serve as a guide, but not as a defining feature of the diagnosis.

The key to the differential diagnosis is the effect of delivery on the regression of TMA: if hemolysis and thrombocytopenia decrease
after delivery, one can speak of ‘pure’ pre-eclampsia (PE) or HELLP-syndrome. If persistent or increasing, thrombotic thrombocyto-
penic purpura (TTP) and aHUS should be considered. With an ADAMTS 13 level of less than 10%, a diagnosis of TTP is made. With
ADAMTS 13 over 10-20%, the patient falls into the «grey zone» and a repeat enzyme test is required. If there are signs of fulminant
multiple organ failure, especially in a patient with initial suspicion of APS, CAPS can be suspected. To confirm it, high titres of APA
are required. In addition, TMA may cause: sepsis and various urgent obstetric conditions complicated by the development of DIC.

Keywords: thrombotic microangiopathy, HELLP syndrome, atypical hemolytic-uremic syndrome, thrombocytopenic purpura,

eculizumab
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BBEAEHUME

B Teyenue nocnepHero pecsaTuneTMs Mbl BCe Yalle
M Yalle CTaNKMBAEMCS C Pa3fIMYHbIMKM BapnaHTamMu TpoMbo-
TUYEeCKMX MUKpOoaHrMonatuii (TMA) B akyLLepCKoM NpakTyuKe.
[pnyem, HeCMOTPS Ha HACTOPOXXEHHOCTb M YMEHMWE KITMHKUYe-
CKM pPacno3HaTh YrpoXaroLLMi CUMITOMOKOMMEKC, CIOXKHbIX
BOMpPOCOB AnddepeHUnanbHon AMAarHOCTUKM CTaHOBUTCS
Bce 6onbue.

MN3BecTHO, 4To TMA pasBuMBaeTCs BCeACTBME NOBpeXae-
HWUS IHLOTENMANBHbBIX KNETOK Pa3/MyHbIX OPraHoB, NpenMy-
LLeCTBEHHO MOYeK, rOMIOBHOTO MO3ra, MeYeHu W cephua.
[OunarHoctnka deHomeHa TMA valle BCero OCHOBbIBAETCS
Ha BbISIBNEHUMN KNACCUYECKOM KNMHUKO-N1abopaTopHOW Tpua-
[bl, NPeACTaBNAIOLWEN CoYeTaHMe TpOMBOUMUTONEHMM, MeXa-
HWYECKOM reMONUTUYECKOW aHEMMM U OPraHHOM OMCPHYHK-
LMK, 0COBEHHO MOPaXKeHMs LeHTPasbHOW HEPBHOW CUCTEMDI,
noyek (octpoe nospexzaerue novek — OMM) u cepaua.

Ewe 20 ner Hazag npu BO3HMKHOBEHMM remMoNM3a
1 TpoMbounToneHnn Bo BpeMs BepeMeHHOCTU 06CyXaancs
Tonbko HELLP-cuHppom. OH octaetcs Haubonee 4acTon
MPUYMHOM remonmsa M TPOMOOUMUTONEHUM C MOPAKEHUEM
noyek, NeYeHU U LpYrnx OpraHoB BO BpeMs BepeMeHHOCTH,
Kak u Taxkenas npesknamncus (M3) [1-5]. OaHako umetoTcs
n opyrue 3aboneBaHus, B KIMHWUYECKOW KapTUHE KOTOPbIX
TMA MOXeT BbIXOAWTb Ha NepBbld nnaH 6onesnu. Octpas
XMpOBas AMCTpOdUS neyeHn npu BepemMeHHOCTM MOXeT
COMPOBOXAATbCA HeKOoTopbiMM MNpu3Hakamu TMA [6]. Pexe
TMA, accoummpoBaHHas ¢ 6epeMeHHOCTbI, CBSI3aHa C aTu-
MUYHBIM  FEMONUTMKO-YPEMUYECKMM cuHapomom (alyYC
MAM KOMMIEMEHT-onocpenoBaHHas TMA) unu TpomboTuye-
cKkovi TpombouunToneHunyeckor nypnypow (TTI). XapaktepHas
TpMada TakKe MOXET ObiTb 0OHAPYXXeHa NP TKENbIX ayTO-
MMMYHHbIX 3a60/1€BaHNSIX, B OCHOBHOM CUCTEMHOM KPaCHOM
BonuyaHke (CKB) n katactpoduyeckoM aHTUHOCHONMNIUAHOM
cunapome (KADCQ) [3,7]. B nocneaHem cnydae AMarHo3 aHTu-
dochonunupHoro cuHapoma (ADC) unu otTaenbHble ero npo-
SBNEHUS, TaKne Kak CMHAPOM MOTepu NAoAa UAu TpoMbOo3bl,
yale BCero yxe bbiin 40 LaHHOW BepeMeHHOCTH, 4TO ynpo-
LAeT ero AMarHocTuky. Kpome 3toro, B CBSA3M C POCTOM cen-
TUYECKUX OCNIOKHEHMI B aKyLWepCTBe, B T.4. U OYNbMUHAHT-
HbIX GOPM, YBEANUYMNOCH KOMYECTBO BTOPUUHbIX TMA, acco-
LUMMPOBAHHBIX C MHPeKumen. [Tpyu 3TOM MMEHHO KAMHWMYe-
ckas KaptTmHa TMA MOXeT BbIXOAMTb Ha MNepBbld MnaH

B TEYEHWW CENTMYECKOro Mpouecca, Toraa Kak MXopaaku
W OPYrMX NPU3HAKOB MHDEKLMM MOXET He BbiTb [8].

Bce TMA MoryT pa3BuBaTbC OTHOCUTENBHO MEANEHHO,
YTO XOpOLLO M3BecTHO Hedponoram. Koraa BofHbI TpOM60O-
TMYECKOM OKK/H03MM COCYA0B MUKPOLMPKYNSTOPHOrO pycnia
NnoYyeKk CMEHSAIOTCS 3aTULWbEM, penapaTUBHble CNOCOBHOCTU
3HAOTENUS M ONpenenstoT fanbHenwnii xon 6onesHn. TMA
B aKylWepCKOoW MNpakTUMKe pa3BMBAKTCS NaBUMHOODOPA3HO
n TpebytoT BbICTPOro peleHus o0 BbiIbope TaKTUKK NeYeHus.
B cBsa3n ¢ 1em, yto TTIM, al'YC, KA®C n centnyeckas TMA
BCTPEYALOTCS OTHOCUTENbHO PEAKO, UX NPOSBAEHUS NPaKTU-
YeCKM WMLOEHTUYHbI, @ TepaneBTMYeCckMe MOAXOLbl K Beae-
HUI0 TaKMX MALMEHTOK pa3nunyatoTcs, npoBeneHue andde-
peHUManbHOM AMArHOCTMKM MpPeacTaBnaeTcs KpanHe Bax-
HbIM M 3a4aCTyl ONpeaensoLWMM NPOrHo3 MeEpPONpPUITUEM.

AUATHOCTUKA TPOMBOTUYECKOW
MWUKPOAHTMOMATUU, ACCOLLUMPOBAHHOW
CBEPEMEHHOCTbIO

TMA npu 6epeMeHHOCTM AMArHOCTUPYETCS Ha OCHOBa-
HWM COYeTaHMs TPOMOOLMTONEHMU (KoAMyecTBa TpOMOOLM-
108 < 100-150 x 10°n), ypoBHA NaKkTaTAerMaporeHassl
(n4n e coiBopotke > 1,5 BepxHero npenena HOpManbHOroO
YPOBHS M HANMUMS LUIM3OLMTOB B Ma3Ke KpOBM MKW Npu BEpU-
durkaumn npusHakos TMA npu 6Buoncum Noyku (MAu opyroro
opraHa) [9, 10].

OMM BcTpeyaetcs npu 60MbLWMHCTBE BapuaHToB TMA,
aCCOUMMPOBAHHBIX C BEPEMEHHOCTbIO, 33 MCKAtoYeHneM TTT1.
ObwenpuHsaToro onpenenenuns OMM Bo Bpems 6epeMeHHo-
CTV He cyulecTByeT. PekoMeHAaLMKM MO ynyyLleHnto rnobans-
HbIX MCX0L0B Npu 3abonesaHuax novek (KDIGO) no3sonstoT
nvarHoctuposats OMMMN npy yBennyYeHUM YpoBHS CbIBOPOTOY-
HOro KpeaTMHMHa > 25% no CpaBHEHWK C MCXOOHbIMU
3HaveHuamu [10].

B ocHoBe 60nblWMHCTBA akyLwepckux TMA nexuT noBpex-
[leHne 3HAO0TeNMaNnbHbIX KNETOK MWKPOLMUPKYASTOPHOIO
pycna, onocpefoBaHHOE PasMYHbIMU NaTOreHeTUYeCKUMuU
MeXaHW3MaMu, HO MPOABAAIOLLEECS CXOLHOM KIMHMYECKOM
CMMNTOMATUKOM M MOP(ONOrMYecKUMMU  MpU3HAKAMM.
Mopdonornyeckas KapTvHa Bcex TMA HecneumduuHa,
B CBSI3M C YEM HeNb3s OPUEHTUPOBATLCS TONMbKO HA AaHHble
FMCTONOrMYeCcKoro WccnefoBaHug ans  BepuduKauum
[MarHosa.
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B HacTosiee BpeMs AOCTUIHYTHI 3HAYUTENbHbIE YCMNEXU
B MOHWMMAHWUKM 3TUONOTUM M NATOreHe3a pas3nyHbIX BapuaH-
ToB TMA, 4TO NO3BONMNO CO3[aTb HOBYH KiaccuduKaumio,
B KOTOpPOW BbIOENSIOT T. H. NEPBUYHbIE BApMaHThI, koraa TMA
pa3BMBAETCS B OTCYTCTBME APYrMx 3aboneBaHui, U BTOpUY-
Hble, koraa TMA pa3BuBaeTcs BTOPUYHO MPU HaNUuMKU Opy-
roi 6onesnu [9].

NEPBUYHbBIE TPOMBOTUYECKHUE
MUKPOAHIMOMNATUU

K nepBuuyHbiIM TMA, accouMMpOBaHHbIM C GepeMeHHOo-
CTbt0, OTHOCHT Mpexae BCero TpoMboTMYECKy0 TPOMOOLMTO-
neHunyeckyto nypnypy (TTM). CBszaHHas ¢ 6epeMeHHOCTbO
TTI 06bIY4HO BO3HWKAET B pe3ysbTaTe TSHKENoro geduumta
ADAMTS 13, cneuunduryeckorn MeTanI0NpoOTEMHA3bI, KOTOPas

paclwennseT cBepxbonblune MynbTUMepbl dakTopa ¢oH
Bunnebpanga [9].

Ha nonto akywepckon TTI npuxogutca ot 10 no 30%
Bcex cnyyae TTIy B3pocnbix (17% Bcex cnyyaes TTT npu-
XOAWUTCS HA >KeHLWMH A[eTopojHoro Bo3pacta) [11-13].
3a npoleawmi rog 66110 NPeaNokeHo U3MEHeHNe B KpuTe-
pusgxX guarHocTuku Tskenoro geduumta ADAMTS 13. Ecim
paHee 3TOT ypoBeHb 6bin MeHee 10%, TO Tenepb MexXayHa-
poaHas paboyas rpynna npegnaraeT NoBbICUTb MOPOT, MEHb-
e KOTOporo ycraHasnaugaetca TTM, no 20%, Toraa
Kak B MeXAyHapO[LHbIX peKoMeHAaUMsax no nabopaTopHOMyY
namepermto ADAMTS 13 (ICSH) ot 2020 r. TTI gnarHoctupy-
eTcs npu aktuBHoctu depmenTa 10% u meHee [9]. B pyko-
Boactee ISTH no pmarHoctmuke TTIM 2020 r. uHTepsan
10-20% oueHMBaeTCa Kak NorpaHUYHbIN 1 TpebyeT UCKo-
yeHus apyrux 3abonesaHuit. [1o-BMAMMOMY, NOKa NpUAETCS

PucyHok 1. Anroput™ nepBuYHoro obcnenoBaHms y naumeHTok ¢ TMA, pasBuBLIeiicst BO BpeMs 6epeMeHHOCTH U/unu B Nocsiepo-

[oBoM nepuoge [9]

Figure 1. Algorithm of initial assessment in patients with TMA that developed during pregnancy and/or in the postpartum
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CKB - cuctemHas kpacHas BonyaHka, KA®C - katactpoduueckuii aHtudpocdonunmuaHbiit cuiapom, AJIT — anauHammuHotpaHcdepasa, ACT — acnaptataMmHoTpaHcdepasa, ALl - apTepuansHoe
nasnenue, AH® - aHTuTHyKneapHblid daktop, M1 - mukonpotenH |, PLGF - nnauerTapHbiit dakTop pocta, sFLtl - pactBopumas fms-nonobHas TMpo3nHkmuHasza-1.
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BbILENATb «CEPYIO 30HY» AaKTUBHOCTU HEPMEHTA C MOHMUTO-
PVHIOM YpOBHS B AanbHeiiwem [14, 15].

LOedunumnt meHee 10% [OKYMEHTMPYETCS C pa3HOM YacTo-
Toi: o1 1 13 17 000 no 1 u3 200 000 6epeMeHHbIX, YTO fena-
eT TTI peakum ocnoxHennem b6epemeHHocTn [16]. Kpome
TOro, 6epeMeHHOCTb SBASETCS MPM3HAHHLIM Tpurrepom TTT1
Y KEHLWMH C reHeTnyecknm aedumumntoM yposHs ADAMTS 13.
B HepaBHeM wuccnenoBaHMM [0ONg HacneACTBEeHHbIX TTT1
(24%) cpepyn accouMMpOBaAHHbIX C HEpEMEHHOCTbIO C/ly4aeB
TTIM 6bina HaMHOro Bbille, YeM y B3poc/bix TTI1 B Lenom
(<5%) [13].

MNpu HopManbHoM bepeMeHHOCTU akTUBHOCTb ADAMTS 13
MOCTEMEHHO U HEYKIOHHO CHWXKAeTCs, LOCTUras MUHUMaNb-
HbIX 3HAa4YeHUN (B ABa pa3a MeHbLUe) KO BTOPOMY TPUMECTpY
M COXpaHsACb Ha 3TOM YpOBHe [0 POAOB (BEPOSTHO,
M3-33 MOBBbIWEHHOTO BbICBOOOXAEHUS (dakTopa dOH
BunnebpaHoa npu 6epeMeHHOCTH).

CHwxkeHne aktuBHoctM ADAMTS 13 (ot 20 po 40%)
Takxe Obl0 3aperncTpupoBaHo y nauneHTos c M3/3knamn-
cuen, HELLP-cuHopomoM mnnm cBszaHHbIM ¢ 6epeMeHHOCTbIo
I'YC, 4yTO, MO-BMAMMOMY, FOBOPUT O C/IOXKHOCTU MaToreHesa
pa3NMyHbIX BapuaHToB TMA B akyluepcTBe.

Taknm obpazom, TTIM npu 6epeMeHHOCTU MOXKHO YEeTKO
onddepeHumpoBaTb No Tskenomy gedbuunty (<10%) aktus-
Hoctn ADAMTS 13, a npu geduuumte ot 10 po 20% Habnto-
[laTb 33 HUM B AMHamuke [17, 18].

I'YC, accoummpoBaHHbI C GepeMEeHHOCTbIO, TaKXKe SBNS-
eTcs penkum 3abonesarumem [19]. B Hanbonbliei onybamnko-
BaHHOW CepuM Ha Hero npuxogunocb 16% Bcex cnyvaes
atunuuHoro MYC (al'YC), BCTpeyalowmxcs y XKeHWmH B BO3-
pacte or 18 po 45 net[20], Torna kak npegnonaraemas
yactota alYC B obwel nonynsumm coctaBnseT
~0,5 Ha 1000 000 yenosek. I'YC, cBS3aHHbIN C HepeMeHHOo-
CTbt0, JONTOE BPEMS CUMTANCS YaCTbi CMEKTPa BTOPWMYHbBIX
TMA.TeM He MeHee Cpa3y HECKONbKO MCCenoBaHuii [21,22]
YCTaHOBWMAMU, YTO CBA3aHHbIN ¢ BepemeHHocTbio MYC 1 onoc-
penoBaHHbIN M3ObITOYHOM akTMBaumen komnnemeHnta alyYC
y HebepeMeHHbIX UMEKT He TObKO OAHOTUMHYH KAMHMYe-
CKYt KapTuHy c BbipaxkeHHor OMMM (o1 41 go 71% naunen-
TOB HYX[AIOTCS B 3aMeCTUTENIbHOM MOYEeYHOW Tepanumu)
M NNOXMe MOYeYHble UCXOAbl MPW OTCYTCTBMM cneuuduye-
CKOrO NeYeHuns (LOCTUXEHUE TEPMUHANBHOM CTaAMU NoYeu-
HOM HEAO0CTaTOYHOCTM B 53% CiyyaeB), HO M aHANOMUYHYO
reHEeTUYECKYH KapTUHY C MyTaLMSIMU B reHax, KOAMPYHOLMX
benkn — peryngaropbl komnnemeHta (o1 41 no 56% cnyya-
eB) [20, 22]. Takum 06pa3oM, B HACTOsILLEee BPEMS MPUHATO,
YTO CBSI3aHHbIN C BepeMeHHOCTbIO [YC OTHOCKTCS K CnekTpy
onocpenoBaHHoro komnaemeHtoM alY(, T.e. K NepBUYHbIM
BapuaHTam TMA,

AI'YC, accoummpoBaHHbIM C HepeMeHHOCTbIo, SBAseTcs
eauHCcTBEHHOW dopmon TMA, koTopas Haubonee 4vacto
BCTpeYaeTcs (TpY YeTBEPTM C/IyYaeB) B NOCIePOA0BOM Nepu-
ofe (oo 3 mec. nocne posnos). lMoatomy TMA, nebrotupytoLLas
B MOCNEPOLOBOM NEpUOAE Npw NpoTekatolern 6e3 ocnoxHe-
HWUIA BGepeMeHHOCTM, Cpa3y AO0/MKHA HABOAMTb Ha MbIC/b
06 al'YC. Pexe al'YC, cBS3aHHbIM C 6epeMeHHOCTb0, BO3HM-
kaeT Bo Bpemsa bepemeHHoctn. ATYC npepnctaBnger coboi
KOMMNNeMeHT-onocpefoBaHHyto TMA, passuBatowyoCs

BC/I€ACTBME M3ObITOUHOW aKTMBALMU CUCTEMbI KOMMIEMEHTA,
y 6onbLLei NONOBUHBI NALMEHTOB 0OYCNIOBNEHHOW reHeThYe-
CKMMU HapyLWEHWUAMU KOMMNEMEHTAPHOW Perynsauum.

BTOPUYHbIE TPOMBOTUYECKUE
MUKPOAHIMOMNATUA

HecmoTps Ha To 4To MexaHu3mbl TTI u TYC, cBS3aHHbIX
c H6epeMeHHOCTbIO, iCHbl, TMA, accoummpoBaHHaa c bepe-
MEHHOCTbIO, MO-MPEXHEMY BbI3bIBAET C/IOXKHbIE AMArHOCTU-
yeckue 1 TepaneBTHYeckme Bonpochl. C 04HOM CTOpPOHBI, [13/
aknamncusa n HELLP-cMHapoM, KoTopble BCTpeYyatoTCst ropas-
0o vawe, yem TTM um alYC, Moryt mMMeTb KAMHUYeCKue
n nabopaTopHble ocobeHHOCTH TMA, KoTopble B NMOAABASAIO-
weM OONbLUMHCTBE CNly4aeB CMOHTAHHO MCYe3alT yepes
48-72 4 nocne ponos. C apyroi cTtopoHbl, naumenTsl ¢ alYC
(1 B MeHbLew cTeneHn ¢ TTIT) 4acTo MMEIDT TSXKENYIo runep-
TeH3uto, npotemHyputo 1 OMM B kayecTBe nepBbIX CUMMTO-
MOB M MOryT umuTmpoBatb [13/3knamncuto uam HELLP-
cuHapoM. bonee Toro, 6epeMeHHOCTb Yy MALMEHTOK C YXxe
yctaHoBneHHbiMu alYC unan TTI MoxeT ObiTb OCNOXKHEHA
M3/3knamncuen unm HELLP-cuHopomom [23, 24].

M3 »n HELLP-cMHApOM OTHOCATCS K MHOMOYMCIEHHbBIM
BTOPWMYHbIM TMA, pa3BuTHE KOTOPbIX CBSA3AHO C pa3fMyHbIMU
3ab0n1eBaHUIMU UM COCTOSAHMAMM. B CBA3M C TEM, 4TO MX pas-
BUTHME Oe3 BepeMeHHOCTM HEBO3MOXHO, WX elle Ha3biBalT
YUCTBIMU aKyllepckumMm TMA», OTHOCS K HMM npesknamn-
curo/aknamncumio m HELLP-cuHopom. Kpome 3Toro, nmetotcs
TMA, accoumMmpoBaHHbIe C ayTOMMMYHHbIMK 3a001EBAHUAMU:
CUCTEMHOM KpacHoW BonyaHkon (CKB), cuctemHoit cknepo-
nepmueint, aHtndochonunuaHeiM cuHapomom (ADC), B pam-
Kax KOTOpOro MOXeT peann3oBaTth cebsi kaTacTpopuyeckui
ADC (KADC). XopoLo m3BeCcTHbl MHDEKLMOHHO-aCCoLMMPO-
BaHHble TMA (B T.u4. BUY-accounmpoBaHHas) n TMA, accoum-
MpOBaHHas CO 3/10Ka4YeCTBEHHbIMM HOBOOOPA30BAHUAMM.
OnucaHbl Takxke BapuaHTbl TMA, accoummpoBaHHOM C nekap-
CTBEHHbBIMM MpenapaTtamMmu: XMHUHOM, MHTEPDEPOHOM, MHIU-
H6uTOpamMu KanbLMHeNpuHa, NPOTMBOOMYXONEBLIMK Npenapa-
TaMu, OpasbHbIMKU KOHTPALLENTUBAMU, BanaLMKIaBUPOM M Ap.

AJITOPUTMbI OBCJIEOOBAHUA Y XKEHLLHH

C TPOMBOTUYECKUMU MUKPOAHITMOMNMATUAMMU
BO BPEMA BEPEMEHHOCTHU U B NOCJIEPOLOBOM
NEPNOLE

OuarHo3 «alYC» Bcerna sBASeTCS AMArHO30M MCKYe-
Hus. OH fomkeH 6biTb NOATBEPXKAEH NAaBOPATOPHbIMKU OaH-
HbIMKW, McKnoYalowmmm apyrme TMA, npexage Bcero TTT1
n BTOpUYHble TMA.

TwaTenbHbld cOOp aHaMHe3a, B T.Y. CEMEMHOro M aky-
LepcKoro, oueHKa (HakTopoB pucka pa3BUTMS cencuca, pac-
CNpoC MpO MCMONb30BaHWE NEKAPCTBEHHbIX MpenapaTos,
dOU3MKanbHbIA OCMOTP, MNOMHOE KAWHWKO-NabopaTopHoe
obcnepnoBaHune npu aebrote TMA No3BONST CIKOHOMUTDL Apa-
roueHHoe BpeMs M NpaBuibHO BblIOpaTb MapLIpyT.

[MarHoctmyeckumii 1 B HEKOTOPOW CTEMEHN TepaneBTUYe-
CKMI NOAX04 MOXET OT/IMYaThbCS Y NaLuMeHTa C NepBbIM 3MNu-
30[0M CBSI3aHHOW C 6epeMeHHOCTbl0 TMA (HeobxoanMocTb
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B 0OWMPHOM AMarHocTMyeckoM obcnefoBaHWM) No CpaBHe-
Huto ¢ naumeHTom ¢ TTIM, al'YC nnm ayTouMMyHHbIM 3abone-
BaHWEM B aHaMHe3e, Y KOTOpOro Habnwopaetca peumams
npu 6epeMeHHOCTM.

Anroput™M amarHocTukm TMA, cBsi3aHHOM C HepeMeHHo-
CTbt0, UMEET [1Ba KpaeyrofibHbIX KaMHs. [epBblit 3akntovaeTcs
B TOM, Y4TO Haf0 CPOYHO mMcknounTb TTIT. BTopoi — BoBpems
[MarHoCTMpoBaTb KOMMeMeHT-onocpenoBaHHbin  alyYC,
yTobbl HayaTb cneunduyeckoe neyveHne. Ha cerogHsWHMIA
[EeHb He CYLLeCcTBYeT HaAeXHOro AMarHoCTM4yeckoro TecTa
Ha alYC. Jo cux nop pAgmarHo3 «alYC» cTaButcs nyTem
MCKIOYEHNS, KaK TONbKO BCe Apyrne npuunHbl TMA 6yayT
OTBEPrHYTbl C Pa3yMHOM KAMHWYECKOW BepOSTHOCTbIO [9].
TonbKo Mocne 3TOr0 Ha3HAYaeTCs aHTUMKOMMAEMEHTapHbIN
npenapar JKyn1vM3ymMab, NoaaBAsoLWmMiA M30bITOYHYIO aKTUBA-
LMo KoMnnemeHTa [25, 26].

CnenyeT OpWMEHTMPOBATLCS Ha aNropuUT™M AMArHOCTUKM
akywepcko TMA, npeanoxeHHOW MexayHaponHou pabo-
yert rpynnov no TMA (puc. 1) [9]. 3Ta nowarosas npoLenypa
HanpaBneHa Ha MOUCK WM UCKIHYEHUE BCEX BO3MOXHbIX
npuunH TMA, CBSI3aHHbIX C HepeMeHHOCTbIO, BKOYas pef-
K1e, MOCKONbKY HEKOTOPble M3 HWMX TpebytT cneumanbHoro
neyerus. TectupoBaHue akTMBHOCTM ADAMTS 13 umeer
NepBOCTENEHHOE 3HAYyeHWe, MOCKONbKy AmarHoctnka TTT1
OCHOBaHa TOMbKO Ha 3ToM aHanuse. OOHaKo, Aaxe ecu
KpOBb OblN1a B3gTa M OTMpaB/ieHa Ha CPOYHOE TeCTUpOBaHUE
aktuBHoct ADAMTS 13, pe3ynbtaT HeobXoaMMO XAaTb
[0 HEeCcKonbkuX AHeW. MMonbITKM YCKOPUTb HO3010rMYeCKyHo
nmarHoctuky TMA npuBenu K nosisneHuto anroputma Konno:
B HEOC/TOXKHEHHbIX Cly4asnx, T. €. 63 NpoAo/IKAWMXCS NaTo-
NIOTMYECKUX COCTOSAHMM, CBA3AHHbIX C aKTMBALMEN KoMMie-
MEHTa, KOIMYeCTBO TpoMbBoLmMToB > 30 000/MM3 n/munu Kpea-
TMHUH Bblle 2,3 Mr/on ykasbiBalT B Oonblueid CTeneHu
Ha alYC, a He Ha TTI. Kpome TOro, nosiBuMnach LiKana
PLASMIC pna guarHoctnku TTT1. 3TM anropuTMbl Nokasanu
CBOK [LOBOJIbHO BbICOKYH CMEUMPUYHOCTb M YYBCTBUTENb-
HOCTb B HeaKyLlepCKUX CUTyaumsx, TOraa Kak Bce cnydyau
pa3sutng TMA B aKyLIepCTBe ABASKOTCS UCXOLHO OC/IOXKHEH-
HbIMWU. [JaHHble MeToAbl LOMXKHbI ObiTb UL OPUEHTUPOM,
HO He [OMKHbI ONpeaensTb TaKTUKY B TakmMx cuTyaumsax [9].

MNepBoHayanbHoe obcnenoBaHue GepeMeHHbIX C HeTu-
MUYHbIMK NpU3HaKaMu M3 AOMKHO BKIOYATbH OLEHKY COOT-
HOLeHUs pacTtBopuMoi fms-noao6HOM TUPO3UHKMHA3bLI-1/
nnaueHTapHoro daktopa pocta (sFlt1/PLGF), no3sonstowero
[MarHoCTMpoBaTh 13 B COMHUTENBHBIX cnydasx. OTHOWeHue
sFlt-1/PIGF 6onee 85 no 34 Hen. 6epeMeHHOCTM U Bonee
110 nocne 34 Hen. 9BHO YKa3blBAKOT Ha [13/3knamncuio
unn HELLP-cuHapom, Toraa kak oTHolleHMe Huke 38 npea-
nonaraeT anbTepHaTUBHbIN AnarHos [27-29].

CuHOpoM noTepu nnofa w/mnu TpoMbo3 B aHaMHese
[LO/DKHbI NOBYANUTb K MyNbTUAMCUMNIMHAPHOW OLLEHKE Hanu-
Yynsg aYyTOMMMYHHbIX 3a60/1€BaHMI, Nexawmnx B ocHose TMA
(8 ocHoBHOM CKB 1 KA®C), koTopble MoryT TpeboBaTh CpoY-
HOe Hayano WMMMYHOCYNPEeCCMBHOM WM/MNU AHTUKOATYNSHT-
HoM Tepanuu [7].

B HekoTOpbIX Cnyyasx cnenyeT UCKTKYUTL Apyrve peakme
[marHo3bl. Mpy HanUUMM NPU3HAKOB NMOPAKEHMUS XKENYLOYHO-
knweyHoro Tpakta (KKT), ocobeHHo Anapeu, HeobxooMMO
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nckntoyeHne ewe ogHoro peakoro 'YC. PaHee ero HasbiBanu
TUMUYHBIM, ceiyac oH HocuT HasBaHue STEC I'YC, unm YC,
ACCOUMMPOBAHHBIM C 3HTEPONATOreHHOM KULIEYHOM nanoy-
KoM, Npoayumpytowen wura-nogobHelid TokcmnH (ST - Shiga
toxin, EC - E. coli). /TabopaTopHble ucCneaoBaHus cienyet
BbIMOMHATL B MEPBble CYTKM FOCAMTanM3aLmMM MNaumMeHTKM
B CTAaUMOHAp A0 Hayana aHTMbakTepuanbHOM Tepanuu.
Ons ncknoderdmna STEC IYC nokasaHbl MOCEB Kana Ans BbiSB-
nexuns kynetypbl STEC (Ha cpeny Mac Conkey ans E. coli 0157:
H7) wnu onpenenexHne WNra-ToKCMHa B Kane win peKkTaibHOM
maske MeTomom [P, a Takxke onpeneneHue LIMra-TokCMHa
B CbIBOPOTKE KPOBW W/MNK ONpeaeneHue B CbiIBOPOTKE KPOBM
aHTUTeN K innononancaxapuay Hambonee pacnpocTpaHeHHOro
B JaHHOM pervoHe cepotuna E. coli 0157: H7 [9].

Mpu pa3sutm cumntomMoB TMA y toHbIX GepeMeHHbIX
HeobxoanMo noaymatb o YC, cBg3aHHOM ¢ aedbuumtom Koba-
namuHa C. 310 peakas dopma TMA, nopakatollas B OCHOBHOM
[eTei u Monoablx ntoaen. Ang ee aMarHOCTMKM HeobxoamMo
N3MEepEHNEe YPOBHEN rOMOLMCTEMHA B KPOBW M YPOBHEN METU-
ManoHOBOM KMCIOTbl B MOYE WM Na3Me U B KOHEYHOM UTore
obcnenoBaHue Ha romouuctrHypuio [30].

HakoHeu, accoummpoBaHHas c 6epemeHHoCTblo TMA
MOXET OblTb CBS3aHA C MOYEYHbIM KOPTUKANIbHbIM HEKPO30OM
(HeobpaTUMBIA  MLLIEMUYECKUIA HEKPO3 KOPKOBOFO €10
nouek). B HenasHeM dpaHLy3ckom otyeTe [31, 32] coobuiaeT-
€S O [OBOMIbHO Y3aCTOM Pa3BUTUKM KOPTWMKANBbHOIO HEKpo3a
y NauMEHTOB C TSXKENbIM KPOBOTEYEHMEM, TPeBYIOLWMM Npu-
MeHeHWs TPaHeKCaMOoBOW KMCNOTbl. TeM He MeHee cymMMmap-
HbIA PUCK €ro HeBenuK, HO NMPW MAaCCMBHOM KPOBOTEYEHMM
CTOMT O HEM MOMHUTb, OCOBEHHO ecin remMonms u Tpombo-
LMTOMEHMS CMOHTAHHO KYMWPOBAaNUCh, a aHypus/Tskenas
ONUrypus M NOYeYHass HeLoCTaTOYHOCTb MPOrpeccUMpyioT.
OTCyTCTBME KPOBOTOKA B MApEHXMME UM YMEHbLUEHWE pa3-
MepOoB KOpbl MOYeK MO AaHHbIM BM3Yyann3aLMOHHbIX METOLOB
NMO3BONSET YCTAHOBUTb OCTPbIM KOPTUKANbHbIN HEKPO3 (puc. 2).

Korga BbileynOMSHYTble [AMArHO3bl OblIM  UCKHOYEHD,
yctaHasnuneaetcs alYC. MccnenoBaHUS ypOBHS OTAENbHbIX
6enKoB KOMMNEMEHTA, a TaKXKE reMOAUTUYECKOM aKTUBHOCTH
He Tpebyetca ang AMarHOCTUMKM M neyvenuns alYC. Kak Hop-
MaJibHble, Tak M, HA06OPOT, MOHWXKeHHbIe ypoBHUM (3, C4, bak-
Topa H, dakTtopa | 1 dpakTopa B B CbIBOpOTKE W/MNIN NOBbILLEH-
Hble ypoBHM pacTBopuMoro C5b-9 He aBngOTCS CMHOHMMaMK
al'YC B CBA3M C TEM, YTO aKTMBALMA KOMMIEMEHTA MOYKET ObITb
BPEMEHHOW M CaMOOrpaHUYMBatoLLeNncs npu apyrmx dopmax
TMA, cBS3aHHbIX C BepeMeHHOCTbIO [33, 34]. TeM He MeHee
[LONONHWUTENbHOE 00CNefoBaHWE PEKOMEHAYETCS Ye mocsie
KYNMpoBaHUS OCTpoM BOMHbI TMA: 0BHapyKeHWe naToreHHo-
ro BapvaHTa B reHax, KOAMPYHOLWMX Genku - perynsropsbl
KOMMNEeMeHTa, peTpoCMneKTMBHO MNOATBEPXAAET AMArHO3
onocpeaoBaHHoro komnnemeHToM MNYC, XoTs oTpuuatenbHble
reHeTM4eckme TecTbl He uckntoyatoT IYC, cBS3aHHbIN C bepe-
MeHHocTbIo [1, 35, 36]. [eHeTnueckoe obcnenoBaHne Heobxo-
[IMMO B LONTOCPOYHOM NepcnekTMBe L5 NPUHATUS peLleHus
0 NpeKpaLeHnn aHTUKOMMNIEMEHTAPHOW Tepanuu.

B 6onblUMHCTBE, €CIM He BO BCEX Cyyasnx pa3sutng TMA
npu 6epeMeHHOCTM CnefyeT pacCMOTPETb BO3IMOXHOCTb IKC-
TPEHHOTO poLOpa3peLlleHuns, MOCKObKY 3TOro MoXeT ObiTb
[LOCTAaTOYHO A1 KYMMPOBaHMS TakMx BapnaHToB TMA, acco-



PucyHok 2. Anroputm puddepeHumanbHoi auarHoctukn TMA npu 6epeMeHHOCTU 1 B MOCNEPOAOBOM NEPUOLE C ONUCAHUEM

TepaneBTMYECKUX NOAXO0A0B

Figure 2. Algorithm for the differential diagnosis of TMA during pregnancy and in the postpartum period with a description of

therapeutic approaches
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LMMPOBAHHbIX C bGepeMeHHOCTbo, Kak [13/3knamncus,
HELLP-cuHapoM, unu, no KpaiHein mepe, ans bonee 6biCTpo-
ro yMeHbLUEHUS BANSHUS BepeMeHHOCTH (kak Tpurrepa TTT1
n al'YC). Bo BpemMs mHuumaumn tepanumn TMA nocne npegn-
BapuTenbHoro 3abopa aHanusza kposu (sFlt-1/PLGF
n ADAMTS 13) cnepyeT HaunHaTb N1a3MOOBMEH A0 yTOYHE-
HWS AmMarHosa npu anarHoctuke TMA 'y naumeHTa ¢ atunuy-
HbIMK NposBnenunamu M3/3knamncumn unu HELLP-cuHapoma
M OMACHbIMW [ANS XXM3HW HEBPONOrMYeCKUMM (CyAOpOrH,
M3MeHeHHOe CO3HaHWe, KOMA) MU CepaeyHbIMU (MOBbILLEH-
Hble YPOBHM TPOMOHMHA MpPU CUCTEMATUYECKOM CKPUHUHTE,
anekTpokapauorpaduyeckne aHoManuu, M3IMeHeHHas cep-
feyHas QyHKuMS) HapyweHusmu. Kpome TOro, ypreHTHbIN

nnasMoobmeH TpebyeTca u Npu THKeNon TpoMOOLMTONEHMM
(<30 x 10° r/n). Tako’ NOAX0A 0BbACHAETCH TEM, UTO NNA3MO-
obmeH Bcerga cneayeT NpoOBOAMTbL A0 MOSYYEHWUs pe3ynbTa-
TOB akTMBHOCTM ADAMTS 13 [9].

Kpome 3T0ro, Bo Bcex apyrux cnyyasx TMA, korga vepes
24-72 4 TWATeNbHOro HabNAEHMS HE MPOMCXOAMT yayuLle-
HWsg nabopaTopHbIX NMOKa3aTenei, MOXKHO roBopuTb 06 yBe-
IMYEHUN YPOBHS TPOMOBOLMTOB, yMeHblUeHUKN ypoBHS JIAT
Kak Mapkepa remonusa u bonee yem 25%-HOM CHWXEHMM
KpeaTMHWHA CbIBOPOTKM. IMEHHO BO BpeM$ HayanbHOM dasbl
(4-5 pHen) nnasmoTtepanuu 3aBepliaeTcs ouddepeHumans-
Has [auarHoctuka. lMocne 3aBeplieHMs AMArHOCTMYECKOro
noucka nnasmadepes NpPoAo/MHKAETCS TONbKO B TOM Cyyae,
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eCn ycTaHoBNeH amarHos «TTM» M B pemkux cayyasx
«KADC». ECiv nyTeM MCKIOYEHUSI BCEX aNbTEPHATMBHbIX
ovarHo3oB BepuduumpoBaH alYC, naumeHTKy nepeBoasT
Ha NeyeHue 3KynM3ymMaboMm.

3AKNIOYMEHME

Bo Bpems BepeMeHHOCTM BO3MOXHO pa3BuTMe Nto6oro
BapwuaHTa TMA: kak yncTo akywepcko (M3, HELLP-cnHapom),

Tak v nepsuyHoi (al'YCw TTT). [pu 3TOM KAMHUYECKME Npo-
agnenns TMA He gaBnatoTcs cneunduyHbiMu. NposeneHne
onddepeHuManbHoM  AMArHOCTUMKM  SBNSETCS  K/IOYEeBOM
3afa4en KNMHULMCTOB, @ TaKXe CMeLnanmMcToB pa3Horo npo-
duns. IMeHHO MeXAMCUMNAMHAPHBIM MNOAXOA W NO3BONSET
BEPHO YCTaHOBWTb AMArHO3 M NoaobpaTh Tepanuio.
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