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PEDEPAT

MpuBoANTCS HabnAeHME aTUMNYHOMO reMOJITUKO-ypeMmnyeckoro cuHapoma (al'yYC), pa3euBlLuerocs B KoHLe |l TpumecTpa
6epeMEHHOCTI 1 NPOSIBUBLLETOCS THXENON NONMOPraHHOM NaToNOrnel, BKto4as NopaxeHne noyvek, cepaua, nerknx, Heps-
HOWM CUCTEMbI 1 NNaueHTbl. B pesynerare paHHen AUarHoCTUKN U CBOEBPEMEHHO Ha4aTOM 9KCTPAKOPNOpanbHOM Tepanun B
COYEeTaHUN C HU3KOMOJIEKYNSIPHBIMK renapuHamn (HMIT) octpas TpomboTuyeckas MukpoaHruonatus (TMA) KynvpoBsaHa ¢
NOMHBIM BOCCTAHOBNIEHVEM PYHKLMN BCEX NOBPEXAEHHBIX OPraHOB.

Kniouesbie cnoga: TpOM6OTI/IHeCKa9| MWKPOAHIrnMonaTus, aTUnmyHbii reMoNUTUKO-YPEMUYECKNT CUHAPOM, 6epeMeHHOCTb.

ABSTRACT
It is presented the case of rare aHUS that developed late in the second trimester of pregnancy, and showed severe multiple
organ pathology, including the kidneys, heart, lungs, nervous system and placenta. As a result, early diagnosis and timely

plazmotherapy started in conjunction with LMWH acute TMA eliminated with full restoration of function of damaged organs.
Key words: thrombotic microangiopathy, atypical hemolytic uremic syndrome, pregnancy.

ATHUNIYHBINA T€MOTUTHKO-YPEMUYECKUN CUHIPOM
(al'YC) — xpoHHnueckoe cucTeMHoe 3abojeBaHue
TEHETUYECKON MPUPOABI, B OCHOBE KOTOPOIO JIEKUT
HEKOHTpOJIUpyeMasl aKTHBalUs ajlbTePHATHUBHOIO
IyTH KOMIIJIEMEHTA, BEAYIas K TeHEPATU30BAHHOMY
TPOMO00OPa30BaHUIO B COCYAaX MHUKPOIUPKYISTOP-
HOTO pycia (KOMIUIEMEHT-0MoCpe0BaHHas TPOMOO-
TUYecKas Mukpoanruomnarusi, TMA) [1-3].

Atunmunsiiit ['YC, kak u TpomMOoTHYECKasT TPOM-
oounrtonennueckas nypnypa (TTII), oTHocuTCS K
rereporeHHoil rpynne TMA, nHTepec K M3y4eHHUIO
KOTOPBIX ITOBCEMECTHO BO3pPACTaET B MOCIEAHUE ABa
JECSITUIETHs. JTO, MO-BUAMMOMY, OOYCIIOBICHO KaK
UCTUHHBIM pocToM 3aboneBaemoctu al' YC u TTII,
KOTOpBIEC UMEIOT IPH €CTECTBEHHOM TeUECHHHU HeOnaro-
MNPUSTHBIN IPOTHO3 U OTIMYAIOTCS BBICOKOM JIeTalb-
HOCTbIO, TaK U yAYYIIEHUEM UX AUArHOCTUKH, YTO, B
CBOIO 0YEPE/Ib, CBSI3aHO C MOSBIEHUEM COBPEMEHHBIX
JUAarHOCTHYECKUX METOAOB M MOBBIILIEHHEM HH(OP-
MHPOBaHHOCTH Bpaueill pa3HbIX CHElUaIbHOCTEH B
OTHOIICHUH AaHHBIX 3a00JICBaHUH, KOTOPasi IIOPOXKIa-
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eT abCOJIIOTHO ONIPaBAaHHYIO0 HACTOPOKEHHOCTH. [1o-
clleiHEe TIOJIOKEHHE MTPECTABIAETCS KpaiHe BaKHBIM
0CcOoOEHHO 17151 He(PPOIJIOTOB U aKyLIIEPOB-THHEKOJIOTOB,
nockoibky TMA siBisieTcst OTHOM U3 IPUYUH pa3BUTHS
CEPbE3HBIX OCIOKHEHUH OEPEeMEHHOCTH — OCTPOTO
noBpexaeHus nouek (OIIII), oOycnoBnuBaromero
BBICOKYIO0 MaT€pPUHCKYIO0 CMEPTHOCTB [4].

C Touku 3peHus kiauHunucra, TMA mpencras-
JsieT co00H KIMHUKO-MOP(OIOTHYECKUH CHHAPOM,
B OCHOBE KOTOPOTIO JIEKUT IOBPEKACHUE IHIAOTEIUSL
COCYI0OB MUKpPOUMPKYJsiTopHOTO pycna (MLIP), omo-
CPE0BaHHOE Pa3IMYHBIMU ATOr€HETHYECKUMHU MeXa-
HU3MaMH, HO MPOSABIISIOIIEECs CXOTHON KIIMHIYECKON
CUMITOMATUKON U TMCTOJOIMYECKUMHU MPHU3HAKAMU.
OcHoBHBIME cuMIITOMaMu TMA ciykaT TpoMOOLu-
TOMEHUSI U MUKpPOAHTHONATHYeCKas (HEMMMYHHas)
reMOJNIUTHYECKasl aHEMHUs, Pa3BUBAIOIIAsACA B PE3yib-
TaTe MEXaHMUYECKOTO MOBPEXKAEHUI IPUTPOIUTOB
NIPU KOHTAKTe ¢ TPOMOaMHU, 3aIOJIHSIIOIINMH POCBET
MEJIKHUX COCYIOB. YMEHBbILICHHE YHcla TPOMOOIH-
TOB 00YCIIOBJICHO WX MOTpPEOICHUEM B Mpolieccax
pacupocTpaHEeHHOTr0 MUKPOTpoMO00oOpa3oBaHus,
MHAYLUPOBAHHOTO aKTHUBALMEH TPOMOOLUTOB MpH
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B3aMMOJICHCTBUH C YTPATUBIIMMU B pe3yabTare Io-
BPEXKJICHUSI €CTECTBEHHYIO TPOMOOPE3UCTEHTHOCTh
KJIETKaMH1 SHA0TeNus. [ eHepain3oBaHHOE TOpaKeHNE
MUKPOLUPKYISITOPHOTO pycia ¢ 00pa30BaHUEM MHO-
YKECTBEHHbIX TPOMOO30B IIPUBOAUT K HIIIEMUIECKOMY
MTOBPEXACHUIO KU3HEHHO BaYKHBIX OPTaHOB — IOYEK,
TOJI0BHOTO MO3ra, cepamna, JKKT, nerkux u ap [5].

Hecmotpst Ha TO, uTO BO BpeMsi OepeMEHHOCTH
TMA pa3BuBaeTcsi TOCTATOYHO PEIKO [B CTPYKTY-
pe Bcex popm TMA Ha gomro akymepckoii TMA
(A-TMA) npuxomgutcst 8—18%] [4], BbICOKHUIT pHCK
Pa3BUTHS MPEIKIAMIICHH, MAaTEepPUHCKOM M MEepHHA-
TaJbHON CMEPTHOCTH, HEOIArONPHUATHBIN TOYEUHBIN
IIPOTHO3 Y KEHITHMHBI 00YCIOBIMBAIOT aKTyaJIbHOCTh
M3Y4YCHUS TaHHOU TTPOOIICMEI.

[Ipuuunsl passutus TMA Bo Bpemst GepemeH-
HOCTH MHOrooOpasusl. Kimaccuueckum npumepom
akymepckoit TMA cunraercs HELLP-cunapowm, on-
Hako, Hapsiay ¢ HuM, TMA Bo BpeMsi OepeMeHHOCTH
MokeT ObITh oOycioBnena TTII u al'YC, xotopsie,
XOTA U HE ABJISAIOTCS cienn(UIeCcKUMH aKyIIepCKUMU
OCIIOKHEHUSIMH, OJTHAKO OIPE/IEISIOT IPOTHO3 MaTepu
u pedenka. [To qaHHbIM 3apyOeKHOMU JINTEpaTyphI, Hau-
6osee yacToi mpuunHOi pasBuTs A-TMA sBnsercs
TTII, pa3BuBarotmasics npeumymiecTBenro (B 80%
ciaydaeB) Bo II-III TpumecTpax 6GepeMEeHHOCTH, B TO
BpeMms kak al'YC B 75% ciydyaeB pa3BUBACTCS YKe
IOCJIE PO/IOB — B CPOKH OT HECKOJIBKHX CYTOK /10 4 Mec
[6]. Ha ocHOBaHMHM 3THX JaHHBIX UMEHHO CPOKH Oepe-
MEHHOCTHU Ha MOMEHT pa3BUTUsI TMA peKoMeHIyeTCs
YUUTBIBATh Kak TUPPepeHIHanbHO-TUarHOCTUIE CKUH

MpU3HaK, MO3BOJIsTIONTHH pasrpannants TTII u al ' VC.
OpmHako MBI K€ HEOTHOKPATHO HAOITIOaIA Pa3BUTHE
al'VC B xonme Il tpumectpa 6epemennoctu. Ilpu-
BonmuM cobcTBeHHOE Habmonenue pa3sutust al YC y
OepeMEeHHO KSHITTMHBI Ha CpOKe 23—24 Hell TeCTalluu.

IManuentka 31 roaa, sxurenbHUa MOCKBBIL.

B anamuese — neppas 6epemenHocts (2003 ) nporekana
0e3 U3MEHECHMI B aHAIM3aX MOYH, MOBBIIICHUS A Jl, 3aKOHYH-
JIach CPOYHBIMU POIAMH 3I0OPOBBIM PEOCHKOM.

Hacrosimas 6epemennocts ciyctst 10 ser (2013 1) mo 23
HeJ npoTekana 0e3 ocobenHocrei. 21.09.2013 r. (Ha cpoke
6epeMeHHOCTU 23—24 Henl) OCIIe HOIPELIHOCTY B IUETE OsI-
BHJICSI MHOTOKPATHBIN UKW CTYI (6—8 pa3 B CyTKH ), JOMOTa
BO BCEM TeJjie, OOJIM B MBIIIIAX, YYalIeHHOE Cep/ilcOncHue,
KO>KHBIH 3yJT, OTMETHJIa yMEHBIICHNE KOJNYECTBAa MOYH. B okc-
TpEeHHOM Tnopsizike Obu1a rocnuranuzuposana B KUb Ne 1, rioe
Ha OCHOBaHMU onurypu (auype3 no 300 Mi/cyT) u a30TeMun
(KpeaTUHUH CBIBOPOTKH KPOBU — 384 MKMOJIb/1) JUArHOCTH-
poBaHo octpoe mospexaenue mouek (OIII), B crs3u ¢ uem
22.09.2013 r. 6bu1a iepesezicna 8 OPUT I'KB Ne 20 (puc. 1).

ITpu ocMoOTpe B MOMEHT HOCTYIIIICHUSI — COCTOSIHHE TsDKe-
J10€, KOJKHBIE TOKPOBBI OJIe/THBIE, OTEKH HIYKHUX KOHEYHOCTEH,
nepeaneit opronrnoii crenku. YCC 72 ya/mun, Al 130/90 Mmm
pr. ct. U/1 24 B 1 MuH, HaJi HIXKHUMU OTAEIaMU JIETKUX C 00eUX
CTOPOH BIIaKHBIe Xpunbl. [Ipu 0o0cienoBannu: OBICTPO Hapac-
Taroias anemus (B 001ieM aHanuse Kpou remorsioous 100—66
/1), TPOMOOIIUTHI 56 % 10°/MI1, B GHOXUMHIECKOM aHAIN3E KPO-
BU KPEaTUHMH CHIBOPOTKH 577 Mxmons/1, ACT 23 EJl/n, AJIT
14 E/n, JIAT 843 EJI/n; xanmuii — 2,7 MakB/11, Hatpuid — 141
M3KB/J1. OOmwMii aHamu3 Moun Oe3 n3MeHenuit (6esok 0,1 /i,
pUTPOIHTHl 2—4 B 11/3p., JekikouuTsl 0—1 B 11/3p.). TsbKecTh
COCTOSIHUSL OTIPENEeNsIach BEIPAKEHHOW MPOTPECCUpYIOmeit
aHemueii B orcytcTBue kpooteueHus (Hb100 — 66 r/1) ¢ npu-
3HaKaMH MUKpoaHruonarudeckoro remonusa (JIZII 843 EJ1/m),
TpomGoiToneHuel (56X 10°/Mir), OCTPBIM IIOBPEKICHUE TIOUEK
(onuroanypusi, THIEPrHIPATALUs, HApaCTaHUE KpeaTHHUHA

TTokaszaresinb 21.09.2013 . 6epe- Oxts10ps 2013 1. Hos6ps
MEHHOCTH 2324 Hex 2013 .
AJl, MM PT. CT. 150/100 120/80 120/80
Orexn —
Oppiuika P Kamens
DXO K r 9XO KT Juzaptpus
DB 29% e DB 60% —
c
T Rg: 1ByCTOpOHHSS THEBMOHUS Rg: unTepcTunanbHbli
o I/IHTepCTI/IHI/IaJ'II)Hblﬁ OTCK JICTKUX OTCK JICT'KHUX
3
Kpearunun, mxmonn/n | 384 577 270 90 72 62
JIAT, EJl/m 793 843 793 626 558 406 324
T'emornoOuH, /11 100 89 100 108 113
TpombGoruter, B 1 Mmxa | 100 58 320 320 320
ADAMTS-13 60%
Junarnos OITH al'VC
Jleuenue BBIJ NBIJI TpaxeocTomust '
c31 >
HMTI =
uAllD

PucyHok 1. 'padurk aHamHesa.
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CBIBOPOTKH 710 577 MKMOIIB/IT), MOTpeOOBaBIIeH Havyaa 3a-
MECTHUTEJIbHON MOYEYHON Tepanuu ceaHcaMH HPOAJICHHON
BeHO-BeHO3HOU remoanadunsrpanuu (IIBBID).

B Teuyenue mocienyrmoumux HECKOJbKUX JHEH
MIPUCOEIMHUIINCEH apTepuanbHas runepreHsus (A/]
150/100 MM pT. CT.), IPU3HAKH CEPJICUHON HEZOCTATOY-
HOCTH (IIPY IPOBEICHHUH SXOKapIuorpaduaeckoro ue-
cnenoBanust: @B 39%, xKHUIKOCTH B MOJIOCTH TIEpUKap-
Jla, AUjaTanus 000uX npeacepanii, HeloCTaTOYHOCTh
TPUKYCTIUAAIBHOTO KJIaraHa), MPU3HAKU JbIXaTeTbHON
HEJ0CTAaTOUYHOCTH (PEUMANBUPYIOINI OTEK JETKUX ),
yT0 noTpedosano Hadana BJI.

YuursiBas pa3BUTHE NOJIMOPraHHON HEAOCTAaTOYHO-
cTH y OepeMeHHOM KEHIIMHBI C IPU3HAKaMHU MUKPOaH-
THOTMATHYECKOTO TeMOJTI3a U TPOMOOIIUTOTICHHEH, ObLI1a
koHcTarupoBaHa TMA. [IpuHuMast Bo BHUMaHUE CPOK
OEepPEMEHHOCTH ITPU PA3BUTHH OCJIOKHEHUSI, HEOOXO M-
Mo 66110 HckITrIounTh TTII, X0T4 0TCYyTCTBHE TOpaXKeHHs
HHC, sxenoe OIIII u ymepeHHast TpOMOOIIUTONICHUS
JieJaliv JaHHBIN TUarHo3 MaJoBePOSTHBIM H, B TIEPBYIO
o4epe/ib, 1aBaJli OCHOBAHHUS 00CYKJaTh BO3MOKHOCTh
al'VYC. C uenbto BepuuKaIyu Juardo3a uccieoBaH
ADAMTS-13, ypoBenb koToporo coctaBuia 60%
(pedepencubie 3HaueHuss 93—113%), 4TO TO3BOJIMIIO
orBepruyTh TTII u quarnoctuposars al YC.

K nedenuto ceancamu [IBBII®, Tpancdysusm
OTMBITBIX 3PUTPOILMTOB, AHTHOAKTEPUATILHON U Jie-
3MHTOKCUKAaIIMOHHOM Teparnuu ¢ 26.09.2013 r. 6b110
00aBJICHO JieYeHUE CBEKE3aMOPOXKEHHOM TIa3Mon
(C3II) B pexxuMax miazmMooOMeHa U uH(Y3H# B coue-
TaHUM C HU3KOMOJIEKYJISIPHBIMHU I'eTlapruHaMHu (KJIeKCaH
80 mr/cyt). [lns nedenus aprepuaibHON MAIIEPTECH3HN
HazHaueHbl UHTUOUTOPH! AIID.

Ha 3-u cyTku ot Havana rra3MoTepaniy ObuIo OT-
meueHo paspemenue OIIII: BocctaHOBNIEHHE TUype3a
(5-2 n/cyT), cHIKEHME KpeaTHHUHA CHIBOPOTKU KPOBH
710 200 MKMOJTB/J1, TO3BOJIUBIIICE TPEKPATUTD JICUCHHE
[IBBI'J1®.

Hecmotps Ha TO, 4TO B MEepBBIe AHM IpeObIBa-
aust B OPuT, mo mamaeiM Y3/I' cocymnoB marodHo-
IUIAIICHTAPHOTO KOMIIEKCa M KapIuOTOKOrpaduu, He
OBIJIO OTMEYEHO MPU3HAKOB CTpPaJlaHus IJI0Ja, YTO
OITPAB/IBIBAJIO MTOTTBITKH MPOJIOHTPOBAHUS OEPEMEHHO-
CTH, y IAIIMEHTKH yepe3 12 aHel pa3Buiiach MpesKiamIl-
cusl ¢ OBICTPBIM HapacTaHHEeM (eTo-IUTalleHTapHOM
HEJ0OCTATOYHOCTH, MOTpeOoBaBIIass HEMEIJICHHOTO
JIOCPOYHOTO pomopasperienus. Ha cpoke 25-26 Hen
03.10.2013 . BeITIOIHEHA OTIepalys KecapeBa CeueHHs,
W3BJICYCH KUBOI peOESHOK C IPU3HAKAMH BHYTPHUYTPOO-
HOM 3a7iepxku pa3Butus (3BYP) u rimyOoxoii HetoHO-
IIEHHOCTH, YMEPIIHN Ha 2-€ CyTKH.

[Tocne pomopaspemienust Obl1a IPOAOIKEHA Te-
panust C311, HMI, yTo nmo3Bonuio KynupoBars MpH-
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3HaKH MOJHMOPTraHHOW HEJOCTATOYHOCTH: KPEeaTHHUH
CBIBOPOTKH cHU3mics 10 90 Mkmons/n, @B yBenu-
gunachk 10 60% mo ganubpiM moBTOpHON DXO KI,
HOPMAaJTH30BaIOCh YHCIIO0 TPOMOOIHTOB (280% 10%/Mi1).
OpnHako cocTossHIE OOIBHON OCIIOKHIUIOCH Pa3BUTHEM
JIBYCTOpPOHHEH MHEBMOHHH, THOWHOTO OpoHXHUTa. B
CBSI3U C COXpaHAIOUIEHCA TSHKEJION JIbIXaTesIbHOW He-
JIOCTaTO4YHOCTHIO nponomkeHa MBJI ¢ BeimonHeHEM
11.10.2014 1. TpaxeocToMuu. Y TMallUCHTKUA TaKXKE
coxpansutick anemust (Hb 89 r/im) u noBbIeHHBIH ypo-
BeHb JIJII" (626 EJ1/1), 94TO CBHIETEILCTBOBAJIO O IIPO-
JTOJDKAIOIIEMCST MUKPOQHTHOTIaTHYECKOM TeMOJTH3E.

K 17.10.2013 1. cocTOsIHME MALMEHTKH CTAOU-
JU3UPOBAIIOCH: PErPECCUPOBANIU MepUpepHUCCKIe
U TOJIOCTHBIE OTEKH, ObUIM KYyNMHUPOBAHbI SABICHUS
OpOHXO — JICTOYHON MH(EKIUU U JBIXaTCIIbHOW He-
JIOCTaTOYHOCTH, 4YTO MO3BONIMIIO npekparuts WBJI,
TpaxeocToMmuueckas Tpyoka Obuta ynanena, AJl Hop-
MaJIM30BajoCh M OCTaBaJIOCh CTAOUIBLHBIM Ha YPOBHE
110-120/80 MM pT. cT. DyHKIHUS TIOYEK COXpaHsIaCh
cTaOnIIbHOM (KpeaTHHUH CHIBOPOTKH 71—56 MKMOJIB/JI,
CK® 86 mu/muH). HameTrnach TeHIEHIMS K TIOBBIIIIE-
HU0 ypoBHs remoriioouna (108 /i) u cHmwkenuto JIT
(480 EJl/m).B cBsi3u ¢ KynmupoBaHUEM MUKPOAHTHOTIA-
TUYECKOTO TeMOJIHN3a M CTOMKO HOPMAJIbHBIM YHCIIOM
tpomOoruToB nHQY3un C3I1 ObLTH TPEKpAaIICHEL.

Onnako uepe3 10 gHeld mocne oTMEHBI UHQY3UIA
C3II (26-27.10.2013 1) cocTossHue OOMBHOUM BHE-
3aIlHO YXYIIIMJIOCH — MOSIBMJIACh U CTaJla HapacTarh
ozpimka 10 40 B 1 MUH, IPU peHTreHOTrpauu JIeTKUX
27.10.2013 r. BHOBB IO/IO3pEHHE HAa MTHEBMOHUIO B
HIDKHEW J10JIe TIPaBOTro JIETKOTO, B CBSI3U C Y€M BBI-
nosHeHa KT nerkux, He BbIsiBUBIIAsg NPU3HAKOB
04aroBoro nopaxkenus Jerkux u TOJIA. YuutsiBas
BO300HOBJIEHUE OJIBIIIIKN B OTCYTCTBHE OYaroBBIX M3-
MEHEHHI, COCTOSIHUE PACIICHEHO KaK aJbBEOJIIPHBIN
OTEK JIeTKHX. B pesynbrare Bo300HOBICHNS HH(Y3Uit
C3I1 camouyBCTBHE MAIMEHTKN OBICTPO YITyUIIHIIOCH,
WCYEe3JIN MPU3HAKU JIBIXaTeIbHONW HEJOCTaTOYHOCTH
B nokoe. [Ipu peHTreHosornyeckoM HMccieA0BaHUN
nerkux B quHamuke 01.11.2013 r. u3smenenunii He BbI-
SBJICHO.

03.11.2013 1. y 60onbHOI NOSIBUIIACH TU3APTPHS, JTU-
arHoctupoBad nape3 XII napsl 4epenHo-MO3roBbIX He-
pBoB. I1o pesynsraram MPT ronosaoro mo3zra 03.11.13
I. — NaTOJIOTHYECKUX U3MEHEHUU He BblsiBIEHO. [lo-
SIBJICHNE HEBPOJIOTUYECKON CUMITTOMATHKH PACIIEHEHO
KaK MPOJIOJDKAIONIEECS MUKPOTPOMO00Opa3oBaHue C
pacrnpocTpaHeHHEM B JIPyTHe COCYIUCThIe OacCeiHbI
(ros10BHOM MO3T), HECMOTPS Ha OTCYTCTBHE MPU3HAKOB
reMoJIn3a U HOPMaJIbHOE YHCiI0 TpomOoruToB. Ilpu
71a060PaTOPHBIX HCCIENOBAHUIX COXPAHSINCH IOBBI-
urenue JIAT (496 EJl/n), ymepennas anemust (Hs 112
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1/71) TIp1 HOPMaJILHOM YpoBHE TpoMOo1iToB (320%10°%/
MmI1). bbita mponosmkeHa Teparnus HU3KOMOJIEKYJ IS PHbI-
MU rernapuHami (kinekcad 80 Mr/cyT) ¢ 1o0aBIeHUEM
CUMITTOMATHYECKOM Tepanuu HelpoMuIHOM 60 M/,
HEHPOMYIIBTUBUTOM, apTUKYISIIIMOHHASI THMHACTHKA.

K cepennne Hos6ps 2013 1. y manmeHTKH BoccTa-
HOBUJIACh pPedb, HOpMaIH30Bayics ypoBenb Hb (118
r/m), JIAL (306 EJI/n), QyHKIMS TOYEeK COXpaHsIach
CTOMKO HOpMajbHOH (YypOBEHb KpeaTHHHUHA CHIBO-
potku 62 Mmkmonb/1, CK® 90 min/mun). 15.11.2013 .
OonbHas ObLIa BBIIMCAHA C JUATHO30M: aTHUIINYHBIN
reMOJIMTHKO-ypeMudeckuii cuaapom, D 59.3 (ot
ceHTsa0ps 2013 1.): MUKpOAHTHOMIATHYECKAs TEMOJINTH-
YyecKasi aHeMHUs1, TPOMOOIUTONICHHSI, TPOMOOTHYECKAsI
MHKPOAHTHOTATHS C MOopakeHueM Iouek (ocTpoe
MIOBPEXACHNE TOYeK, pa3pelinBIieecs, cepamna (Iu-
JaTalioHHas KapJAHOMHOIATHsA, OCTpas cepiedHas
HEJ0CTAaTOYHOCTD), JIETKUX (PEIUANBUPYIOLIHI OTEK
nerkux). Bropuunas aprepuanbHas runeprensus Il
creneny, 11 ctaguu, puck CCO 3). [Ipesxiiammcust ot
okTs10ps 2013 1., omepaTuBHOE JOCPOYHOE POIOpa3-
pemenue 03.10.2013 . OcnoxHEeHU: 1By CTOPOHHSA
IMTHEBMOHWSI, THOMHBIN OponxuTt, BJI, TpaxeocTomus
11.10.2013 .

Hactosimee nabOniogeHne AEeMOHCTpPHUPYET
TPYAHOCTH AUATHOCTUKH, OCOOEHHOCTH KIIMHUYECKUX
MIpOsIBIICHUI 1 TeueHue «akymepckoro» al ' YC, a Taxxe
BO3MOKHOCTH OJIarorprsATHOTO HCX0/1a 3TOTO TSHKEIIOTO
KU3HEYTPOXKAIOMIero 3aboyeBanus i1 MaTepu B
pe3ynbTaTe CBOEBPEMEHHO YCTaHOBJIEHHOTO TNarHo3a
1 3(h(heKTUBHOI FIKCTPaKOPIIOPaATILHOMN TEpaTHH.

OCcoOeHHOCTHIO AAHHOTO ciyyas SBISETCH
pa3BUTHE TSHKEJIOW IOJIMOPTaHHON HEIOCTaTOYHOCTU
Ha cpoke 23-24 Hen 6epeMeHHOCTH, YTO TOTpeboBaIo
nipoBenieHus qudhepeHMAIBHON AUArHOCTUKH MEKITY
paszmuuaeiMu popmamu TMA (HELLP-cunnpom
ObUT OTBEPrHYT Ha OCHOBAaHWU HOPMAJILHOTO YPOBHS
[eYEHOYHBIX (PEPMEHTOB, OTCYTCTBUS Ha paHHEM
JTarne 3a001eBaHMs CTPaJaHus TUIoJa M HOPMAaJIbHBIX
nokaszareyneid (eTo- ¥ MaTOYHO-TIJIAIEHTAPHOTO
kpoBotoka). s uckmodenus TTII 6b1u1 nccnenoBan
ypoBenb ADAMTS-13, KOTOpBIii, XOTs 1 ObLT HECKOJIBKO
cHmwkeH (60% mpu pedepeHCHBIX 3HaYeHHsIX 93 —
113%), mo3BOIIIT, HECMOTPS Ha CPOKU OEPEMEHHOCTH,
nuarHoctupoBars al' YC. YMepeHHOe CHUKEHHUE
aktuBHOCTH ADAMTS-13, cBUAEeTeNbCTBYIONIEE 00
AKTHBHOM MUKPOTPOMO000Pa30BaHNH, XaPAKTESPHO TSI
BCEX MHUKPOAHTHOMATUYECKUX CHHIPOMOB, BKIIOUas
tunnubbil I'YC, katactpodpuueckuit AOC, JIBC-
CHHJIPOM U He npoTuBopednT auaruosy al YC [7, 8].

Passutie al'YC B HeoOBIUHBIE [IJIsI OTOM [TaTOIOT I
cpoku — koHen II TpumecTpa — ¢ Hallel TOYKH
3peHHUs, MOXKET CBHUJIETEJIHCTBOBATH O TOM, 4YTO

CpPOK OEpeMEHHOCTH HE SBISETCS OMPEeISIONIIM
TG depeHINaTbHO-TUATHOCTHIECKUM TPH3HAKOM,
0 4eM MBI Tucaiu paHee [9]. DTo momTBepxkmIacTCs
U IpYTrUMH COOCTBEHHBIMU HAONIOACHUSAMU 32 9 Oe-
pemennbiMu xeHnuHamMu ¢ al'YC. Cpoku pa3BuTus
al'YC y Hux BappupoBaiu oT 18 Hex 6epeMEHHOCTH 10
HECKOJIBKUX (2—3 JHs) IHEH mociie pogopa3pelieHus,
npudeM y 55% narrentok (5 u3 9) al'Y C Mmanudectu-
poBai uMeHHO Bo Il TpumecTpe (Tabnuia).

Mp1 nonaraeM, 4to Ha cpok pa3zsutus al Y C B aTux
CIydasiX MOIJIO MOBJUATH COUYETaHUE HECKOIBKHUX
TpurrepoB TMA nipu reneTHyecKoii mpeapacioaokeH-
HOCTH K HApyIICHUIO PETYJISAIUN albTepHATUBHOIO
MyTH KOMIUIEMEHTa, KaK 3TO, BEPOATHO, MTPOU3OIILIO0
y IPEJICTaBIEHHON HaMK MauueHTku. [lo-BuiumMomy,
MOIIIHBIM JOTMOJHUTENBHBIM TPUTTEPHBIM MEXaHU3-
MoM pa3Butusi TMA y 310poBoii 0 TOro 6epemMeH-
HOM JKEHIUHBI MOTJIa CTaTh auapes (pa3BUBLIASACS
HakaHyHe MaHU(ecTaluu 3a00JIeBaHusI), KOTOpas B
30% ciygaeB «3amyckaeT» al 'Y C BHE O6peMEHHOCTH.
[Tocnennsist per se sIBIETCSA TPUTTEPOM 3a00JI€BaHUS
B 7% ciy4aeB. [Ipyrue «ImpoBOIHUPYIOIIHEC) PA3BUTHE
al'YC ¢akropbl (MHGEKIUS BEPXHUX JIBIXATEIBHBIX
MyTeHl, TpaHCIJIAHTalUs OPTaHOB) MPEIIIECTBYIOT
TMA cymectBenno pexe [10,11]. Takum oOpazom,
coyeTaHne oOoux Hambosiee BaXKHBIX JJIS Pa3BUTHUSA
al'YC (hakTopOoB ¢ BRICOKOH J10JICH BEPOSITHOCTH MOTJIO
MIPUBECTH K Pa3BUTHUIO 3a00JIeBaHUS, OMOCPEIOBAH-
HOTO MEXaHM3MaMH, CBSI3aHHBIMHU C MMEIOIIUMUCS Y
MAIMEHTKH TeHETHYCCKUMHU (paKTOpaMH PHUCKA.

B nacrosiee BpeMsi yCTaHOBIIEHO, YTO IPUIHHOMN
pazBuTus al Y C SBASIOTCS MyTallly B T€HAX LUPKYJIHU-
PYIOILINX U MEMOPaHO-CBA3aHHBIX PEryASTOPHBIX OeI-
KOB aJIbTepPHATUBHOT'O MyTH aKTHBAIlUN KOMILIEMEHTA
(dpaxropa H, paxropa I, MeMOpaHHOTO KOPAKTOPHOTO
nporenHa — MCP, TpomOomonyiirHa, a Takke Gakropa
B u xiroueBoro kommonenTa komruieMenTa — C3) nmu6o,
peske, mprcyTcTBUE aHTUTEN K hakropy H. DTr m3me-
HEHUsI, TPUBOALINE K KOJTMYECTBEHHOMY WIIH, Yallle,
GyHKIOHATBHOMY 1eDUIIUTY OCITKOB-PETYIISITOPOB,
HapyIIaloT UX KOHTPOJIHPYIOUIYIO (PYHKIUIO B OTHO-
IICHUH aJIbTePHATUBHOIO ITyTH, BBI3BIBAs XPOHUYE-
CKYI0 HEKOHTPOJHPYEMYIO aKTHBALIMIO KOMILUIEMEHTA
U pa3BUTHE KoMIUIeMeHT-3aBucumoit TMA [3, 5].

bepeMeHHOCTH ABIISIETCS JIOCTATOYHO CHUIIBHBIM
TPHUITEPOM aKTUBAIMK KOMIUIeMeHTa. Bo Bpems Gepe-
MEHHOCTH TUIAlEHTa CIYKHUT MOTEHI[NAIbHOM MUIIIe-
HBIO KOMILJIEMEHT-OIIOCPEIOBAHHOM MIMMYHHOM aTakH,
YTO co3/1aeT yrpo3y rudemnu mioaa. [lociaennee moso-
JKeHHE TIOITBePrK1aeTCsl OOHAPYKEHHEM KOMITOHEHTOB
koMmiuiemenTa (C3b, C4b) B miameHTe Kak Mpu HOP-
MaJIbHOM, TaK 1 PH MaTOJIOTMYECKON OEpEMEHHOCTSIX
[4]. [Tpu 5TOM PHCK KOMILIEMEHT-3aBUCHMOTO TTOBPEK-
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JICHHS TUTAllEHThl YPaBHOBEIIMBAET CYIIECTBOBAaHUE
JIOKAJIBHOTO 3allIUTHOTO MEXaHU3Ma, OJIOKHPYIOIIETO
HeXKeJaTeNbHbIH d(P(EeKT aKTUBAIIMKA KOMIUIEMEHTA.
Beayuiyto ponb B «IIPOTHBOKOMIUIEMEHTAPHOM» 3a-
[IMTE TUTAIEHTHl KaK NPy HOpPMaJbHON OepeMeHHO-
CTH, TaK U Yy NAUMEHTOK C HapyIIEHHON peryisinuei
AIBTEPHATHBHOTO MyTH BCJIEACTBUE MYTAlMi T€HOB
CHF, CFI,C3 u MCP urpaet peryisTopHbIi Oenok
DAF (decay-accelerated factor), nmpuHaiexamuii
K MeMOpPaHO-CBS3aHHBIM MPOTEMHAM H «obecreyu-
BAIOIIHIT» POJIOHTUpOBaHue GepeMeHHOCTH. OTHAKO
HMeEIoIIeecs TOCIIe POJIOB BOCIANICHHE, 00YCIOBIICH-
HOE HaJIMYMEeM OOIIMPHON paHEeBOH MOBEPXHOCTH B
Marke, TonaJlaHie B MaTCPUHCKUN KPOBOTOK KJIETOK
IUI0JIa B MOMEHT POJIOB, KPOBOTEUEHHE, B Psijie CIIy-
YaeB MPUCOCAMHEHNE HHPEKIINU BEIYT K CUCTEMHOM
AKTHBAIMY AJITEPHATUBHOTO ITyTH, IOTTOTHUTEILHBIH
BKJIaJl B KOTOPYIO BHOCHT SJIMMHUHAINS dPPEKTUBHBIX
PETYIATOPHBIX MEXaHU3MOB, KOTOPbIE OOecIieunBaa
rtanenTa per se. COBOKYIHOCTb 3TUX (paKTOPOB HH-
nymupyet paszutue al Y C mociie pogopa3penieHus y
MAIMEHTOK C TEHETHYECKOU MPEIPacIONOKEHHOCTHIO
[5, 12—14]. B Hamiem HaONIOICHUN COXPaHSIOIIACCS
y TAIUEHTKH, HECMOTPS Ha TSHKEITYIO TOJTHOPTaHHY o
HEJIOCTaTOYHOCTh, B TeUeHUe 12 gHel oT aedroTa 3a-
OoreBaHMsl HOpMaJIbHBIE [TOKA3aTe MAaTOYHO- U peTo-
TUIAIIEHTAPHOTO KPOBOTOKA, TAKXKE, [T0-BHIUMOMY, yKa-
3BIBAIOT HA HAJIMYHME JIOKAJTBHBIX MEXaHH3MOB 3aI[UThI
UTAICHTHI OT HEKOHTPOJIMPYEMOW aKTUBAIIMU KOMILIE-
MEHTa, KOTOphIe, TEM HE MEHEE, CTaJId UCTOIIATHCS 110
Mepe TedeHus 3a0oreBanus. [IpesknaMIicust Bce-Taku

pa3BUiIach, XOTSA aKyllepbl IPUHUMAIN BCE MEpHI,
yTOOBI M30€KaTh HTOT0 OCIOKHEHM. MEI rToaraem,
YTO pa3BUTHUE MPEIKIAMIICUH C OBICTPHIM HapaCTaHHEM
(eTo-TIaneHTapHON HEA0CTaTOUHOCTH, TOTPEOOBaB-
L€ JOCPOYHOIO POLOPA3PELLICHNUS, B JAHHOM Clly4ae
MOXKHO paccMaTpuBarh Kak cieactsue TMA 1uiateHThbl
C ee MIIEeMHYECKUM MOBpeXxaeHneM B pamkax al YC,
YTO, IO-BHIUMOMY, SIBJISIETCS] 0COOCHHOCTBIO JIAHHOTO
HaOITI0IeHN, TTOMUMO [TOPaYKeHHUS Cep/Ilia, JIETKHX, IT0-
yek ¥ [IHC. C Hame# Touku 3peHus, peAnoIoKEHIE O
TOM, YTO IPH «HECBOEBPEMEHHOM», PAHHEM Pa3BUTUU
akymepckoro al ' YC, o0yciioBIeHHOM BO3ACHCTBHEM
jpononHuTensHoro tpurrepa Bo II-III tpumecrpax
reCTaIliy, MIPEdKIAMIICHIO, Kak cieactsue TMA ma-
LEHTHI, MOKHO CUMTAaTh HOBBIM IposBieHneM al ' yVC
BITOJIHE 0OOCHOBAHO.

K coxxanenuro, HaM He yIaJlOCh OATBEPAUTH Ha-
Tugre y 00JbHOM TeHeTHIEeCKON MPEIPACTIONOKEHHO-
CTH, TTOCKOJIbKY B HACTOsIIIee BPEeMs B HAIIEH CTpaHe
IFEeHETHYECKOE UCCIIEJOBAHUE CUCTEMBI KOMILJIEMEHTA
HaXOJHUTCS B Tpoliecce cTaHoBieHus. OnHAKo Jaxe
MIPY HAJTHYIUHY Takor Bo3MoxkHOCTH Y 30-50 % manmen-
TOB HE y/laeTcst WACHTH(OUIIMPOBATH MY TAIMH JTAHHBIX
redoB [10]. IIpu sToM TeHeTHYECKOE MCCIIECTOBAHUE
He sSBIIsIeTCS 0043aTeNbHbIM I AuarHocTuku al Y C,
XapaKTepHU3YIOIIerocss KaTacTpoPUuIecKuM, yrpo-
JKAIOIIMM KM3HHU OOJIBHOTO TeUEHHEM U TPEOYIOIIEeTo
OBICTPOIl TMArHOCTHKU U CBOEBPEMEHHOTO Hauaja
JedeHus. [[ns yCcTaHOBIIEHUs JUarHosa J10CTaTo4-
HO XapaKTepHOW KIMHUKO-1a00paTOpPHON KapTHHEI
TMA 1npu HOPMaTBbHOM HJIM HECKOJIBKO CHI)KEHHOM

Tabnuua
XapakTepucTuKa naumeHToK ¢ akywepckum alyC
lon, Bos- | Cpoku 6epe- KnnHnyeckne nposisneHus lemaronorun- JNeyeHne Mcxon
pacT | MEHHOCTU (Hen) B _ yeckue npo-
Moukn Cepaue | Jler Me LHC aBneHns (MATA,
(OrH) Kne YeHb
TP-NeHuns)
2011 |38 24 + + + + c3n Martb xuBa, pebeHok
XUB
2012 |38 Mocnepopopas- | + + C3MM, aky-|Martb xuBa, pebeHok
peLleHus nm3ymab XunB
25 26 + + + + + c3n Matb XuBa, pebeHok
norvn6
2013 |25 31 + + c3n Matb ymepna, pebe-
HOK VB
30 25 + + + + + c3n MarTb xuBa, pebeHok
norn6
2014 |20 Mocnepopopas- | + + + + + C3rn MaTtb ymepna, pebe-
peLueHus HOK XVB
19 26 + + + + + c3n MaTtb ymepna, pebe-
HOK XXV1B
32 Mocnepopopas- | + + + + + C3MM, aky-|Martb xuBa, pebeHok
peLlleHus nm3ymab XunB
22 18 + + + c3n Matb XuBa, pebeHok
XVB
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ypoBae ADAMTS-13, xak 3TO IMEI0 MECTO y HaIleh
nareHTky. [IpenMyiecTBeHHOE TOpaykeHHE ITOYEK B
nebrote 3aboneBanus ¢ npuzHakamu MATA u Tpom-
OoruToneHueil, ObICTPBIM Pa3BUTHEM JbIXaTEIbHON
Y CepIeYHON HEeOCTAaTOYHOCTH MO3BOJIMIIO HAM JTHa-
rHoctupoBats al YC.

Hoctmxenne pemuccun al'YC nipu pa3BUTHH TH-
JKEJION MOJIMOPraHHOM MATOJIOTUH B IaHHOM CJIydae,
[0-BUJUMOMY, MOKHO OOBSICHUTh UMEHHO paHHEH
JTUArHOCTHKONW M CBOEBPEMEHHBIM HayajoM 3KTpa-
KOPTOpabHOM Tepanuu, MaccuBHBIX HHDY3ui C311 B
couyetannu ¢ HMI. C nameit Touku 3peHus, 3Ta KOM-
OuHaIs 00yCIOBINBACT JOTIOJHUTEIBHBIA TEpareB-
THYeCKUH 3(eKT, TOCKONbKY TenaphHbl CIIOCOOHBI
MHAKTUBUPOBATh KOMIUIEMEHT, UHTHOUpYs JeiicTBre
TpoMOUHA, KOTOPBIN SIBIAETCA OMHUM H3 (DaKTOpOB
aKTHBallUM KoMILieMeHTa [15,16].

K coxanenuro, 3dpdexkruBrocts neuenuss C3I1
nipu axymepckom al'YC ue npessimaet 5%, 4rto, 1mo-
BUANMOMY, 00YCJIOBIIEHO HEJIOCTaTOYHBIMU 0ObeMaMu
IIPH SKCTPAKOPIOPAILHOM Tepamnuu u3-3a OIMAaceHUs
€e WCIOJIb30BaHUS B aKyIepckoi mpaktuke [17].
Jmurensnoe neuenue C3II, B ToM umciie B pexume
IKCTPAKOPMOPAIBHON Tepanuu, ¢ JOCTHKEHHEM
YCTOMYHMBOIN KIMHUKO-Ia00paTOPHON PEMHCCUU Y
Haniei O0oybHOUM moATBepKAacT 3PpPEKTUBHOCTD U
LIEJIeCO00Pa3HOCTh UCTIOJIb30BAHUS OOJIBIINX 00BEMOB
C3I1 npu axymepckom al ' VC.

[IpencraBnennoe HaONIOAEHUE AEMOHCTPUPYET
0COOCHHOCTH TCUCHISI U JieueHus akymepckoro al VC,
Pa3BUBIIETOCS B HEOOBIYHBIE I JAHHOM MMaTOJIOTHH
CPOKH B pe3y/ibTaTe COueTaHNsl HECKOJIBKUX TPUTTEPOB
TMA. Msl nojiaraem, 4To OEPEeMEHHOCTh M JUapes,
SBUBILINECS, COOTBETCTBEHHO, «BTOPBIM» U «TPETHUM
yAapoM» y MIallMEHTKH C TEHETHYECKOM MpeipacIioo-
YKEHHOCTBIO K HApyIIEHUIO PETYIISIIMYA KOMIUIEMEHTA,
obycrmoBmin 6onee pannee pazputue al'YC, ueM 310
TpaauIMOHHO BcTpedaercd. [IpencraBnsercs, 4to B
MOI00HOM CHUTyalluy MIIEMHYEeCKOe MOBPEKIeHUE
IJIaIeHThI B pamMkax TMA, B cBOIO odepeib, CIIPOBO-
LUPOBAJIO PA3BUTHE PAHHEH MTPEIKIIAMIICHH C HeOJaro-
MIPUSATHBIM UCXOJIOM IS TUIO/A.

TakuMm oGpa3om, Halie HaOIIOACHHE MO3BOISET
IpernosaraTb, 4YT0 MOpakeHUE IJIAIICHTHI B TaHHOM
ciydae Obl10 00YyCIIOBICHO HE TUITUYHBIMH aKyIep-
CKMMH TPUYMHAMH, TPUBOIAIIMMHU K Pa3BUTHUIO TIpe-
9KJIAMIICHH, @ Pa3BHJIOCH B paMKax cUCTeMHOIl TMA,
OTIOCPEIOBAaHHON HapyIIEHWEM PeryJsaIuu KOMILIe-
MEHTAa, YTO TI03BOJISIET PacCMaTpPUBaTh IIPEIKIAMIICHIO
y Hamey nanueHTku kak npossienue al'yYC.

CBoeBpeMeHHast TUarHoCTHKA ¢ OBICTPBHIM Ha49aIoM
sKcTpakopropainsHoi Tepanuu u C3I1 B amekBaTHOM

o0beMe B couetann ¢ HMI™ mo3BOIWIN IIOITHOCTBIO
KYIMHPOBATh TSKEIYIO MOJUOPTAHHYIO MATOJOTHIO,
Pa3BUBIIYIOCS BO BpeMs OEpeMEHHOCTH.
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