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Atypical hemolytic-uremic syndrome being referred to autoimmune diseases appears to be one of the most severe forms of
thrombosis and microangiopathy. Difficulties in diagnosis cause a delay in pathogenetic therapy, which causes a high maternal
mortality rate. Pathogenetic therapy with eculizumab, suppressing the terminal activity of complement, may contribute to
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COOBITHH, B CBSI3U C YeM KaXKIbIi CIydail ¢ OIaronpusT-

TpomboTuyeckast Mukpoanruonatus (TMA) — rpynma
3a00JICBaHMH, COMPOBOXKIAIONIUXCS TEMOJIHU30M, TEMOp-
paru4eckuM CHHIPOMOM M OCTPHIM MOYEUHBIM TOBPEXK-
nenueM. Bo Bpemsi GepeMeHHOCTH 3TH 3a00sieBaHUs 00y-
CJIOBJIMBAIOT BBICOKYIO MAaTEPHUHCKYIO U TEPUHATAIBHYIO
3a00JIeBAEMOCTH I CMEPTHOCTH B CBSI3U C TPYIHOCTBIO JTHa-
THOCTHKY W PA3JIMYHBIMU ITOJIXO/IAMH K JICUCHUIO B 3aBHCH-
MocTH oT Buga TMA.

B nocnennee Bpemsi Bce dalle MOSBIISIOTCS MTyOJIHKa-
unn 0 TMA y 6epeMeHHBIX U3-3a Mo9ac ApaMaTHIECKUX

HBIM UCXOJIOM JUISI MaTepy B peOEHKA MOXKET OBITH TOJIE3eH
JUIIsT OOCY KJICHUS M BJIOYKEHHUSI B OOIIYIO KOTIUIIKY 3HAHUH O
PENKOH, HO )KU3HEYTPOXKAIOIIeH aTOIOT HH.

Cy1ecTByeT HECKOIBKO BapuaHTOB TMA, OCIOXKHSIO-
IUX TeYeHHe OCPEeMEHHOCTH: acCOIMUpOBaHHAs ¢ Oepe-
MEHHOCTBIO runiepTen3us — npeskiamicust (I19), IBC- u
HELLP-cunapombl, TpoMOoTHYECKas TPOMOOIIMTOICHH-
yeckass mypmypa (TTII), xatacrpoduueckuit antudoc-
domunuaueii cuugapom (ADC), cencuc M Kak OCHOBHOE
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nposiienne TMA — aTUNUYHBIA T€MOJUTHKO-YpEeMUYe-
ckuii cuagpoMm (al'YC) [1-4]. OnacHOCTB IJIst KU3HH TPe-
CTaBJISIOT OcNOKHEHUST TMA B BHEC OCTPOTO MOBPEXKIC-
Hust ouek (OI1IT), ronmoBHOTO MO3ra (KoMa), KelyI0uHO-
KHILEYHOI'0 TPaKTa (KPOBOTEUEHME) M CepAlla — ocTpas
cepaeuynas HepoctaroyHocTs (OCH). IpoBouupyrommumu
¢daxropamu TMA SBIAIOTCS MPEIKIAMIICHS, TPEKICBPE-
MEHHBIE POJIbI, KECapeBO CeYCHHE, MH(EKIIHS, ICUXOTPaB-
MUPYIOIIHE CUTYyaluu [5, 6].

JlnarHocTuka u JieueHue pa3lnyHbIX BapuaHToB TMA
y OEpEeMEHHBIX TPEACTABISIOT 3HAYUTEIbHBIC TPYIHOCTH,
[I09TOMY BIIOJIHE NOHSTHO JKEJIaHHE KOJIJIET HOAEIUTHCA
CBOUM OIIBITOM IO KaXIOMY KJIMHHYECKOMY CIIy4aro Kak
¢ OnmaronpusATHbIM [7, 8], Tak U ¢ HEONArONPUITHBIM HC-
xomoM [9].

Cpenu TMA arunuuHbli reMOJUTHUKO-yPEMUYECKUH
CHUHAPOM NpEACTaBIsAeT co00il Hanboee CI0KHOE B JUa-
THOCTHUYECKOM, JIe4eOHOM U MPOTHOCTHYECKOM IIJIaHe
3a0osieBanue [9]. OHO 0OOYCJIOBJIEHO NEHETUYCCKUMHU Ha-
PYIIEHUSMH B PEryJsTOPHBIX O€IKax CHCTEMBI KOMILIEe-
MeHTa. B ¢Bs3u ¢ 3TUM, B oTiIMYME OT HPEIKIAMIICUU U
HELLP-cunnpoma, ponopasperieHne He IPUBOAUT K pe-
rpeccy CHMIITOMOB, HA000pOT, HAOIIOAACTCS MPOTPECCH-
poBaHME MHUKPOAHTHOIATUYECKOT'0 Mpolecca ¢ OBICTPBIM
pa3BUTHEM MOJIMOPraHHOM HEJOCTATOYHOCTH.

B HacTosiiiee BpeMst y e He BbI3bIBAET COMHEHUS CBSI3b
npeskynamncun 1 HELLP-cuaIpoma ¢ reHeTndecku o0y-
CJIOBJICHHOM JTU3pEryJsiuell allbTepHATUBHOTO Ty TH aKTH-
Banuu komriementa (ATIK), kotopsiit Bo Bpemst GepeMeH-
HOCTH MOXET MPUOOPECTH U30BITOYHBIN, HEYyIPaBIIeMbIN
XapakTep, 4TO, BO3MOXKHO, OyJeT CriocoOCTBOBAThH paHHE-
MYy Pa3BUTHIO TKENON MPE3KIAMIICHHM C MOCIECIYIOMEH
tpancopmanueii B al' YC [10, 11].

OTATOMIAIONIMM OOCTOSTEICTBOM SABJISIETCS TO, YTO
9TH TE€HETHYECKHE HApyIICHUS B CHUCTEME KOMILJIEMEHTA
TIPOSIBIISIIOTCS BIIEPBBIE MMEHHO BO BpeMsi OEpEeMEHHOCTH
UM POJOB, YTO BBI3BIBAET HEOOXOIMMOCTH NPOBOAUTH
JUArHOCTHKY U BBIOMPATh JIe4eOHYIO TAKTUKY B YCIOBHIX
OTPAaHNYEHHOT'O BPEMEHH. DTO MOATBEPKIACT U HAII KITHU-
HHUYECKUU cayydai.

Kunnnveckuii ciay4vaii

[ManuenTtka 32 ner, moBTOpHOOEpPEMEHHAsI, MEPBOPO-
xaromasi. Jlo OepeMeHHOCTH 3a0o0JjeBaHHMI He OBLIO.
B 2015 r. mepBasi OepeMEHHOCTh 3aKOHUMIIACh MEAUIMH-
CKUM a0OpTOM IO JKeslaHuio. BTopas OGepeMeHHOCTh 10
33-x Henenb nporekana OnaronpusiTHO. MicxomHbie madbopa-
TOpPHBIC TIOKA3aTENH KPOBH U MOUYU ObLIA B HOPME: I'eMO-
rio6uH 132 r/n, tpomGouunTsl 214 x 10°. B 001iem ananuze
MoO4H 0elIoK He 0OHapy>keH, MOYEeBOH 0Ca0K MyCTOMH.

B 33 nenenun na Y3U-ckpuHUHTE BhIsIBIIEHA (eTOILIA-
LEHTapHass HEJOCTAaTOYHOCTh, 3aJCPKKa BHYTPUYTPOO-
Horo pa3sutus miona (3BYP), B cBsi3u ¢ yem manueHTKa
rOCHUTANIM3UPOBaHaA A o0cnenoBaHus U jedeHus. Kiu-
HUYECKOEe M JlabopatopHoe OO0CIeIOBAHNE OTKJIOHCHHIM
OoT HOpMBI He BbIsiBUIN. B cBsi3u ¢ 3BYP u nepcniektusoit
JOCPOYHOTO POAOpA3pEHICHHs] MPoBeAeHa MPOdHIaKTHKA

Clinical observations

pecnupaToproro gucrpecc-cunapoma (PC) y nnoxna xop-
THKOCTEPOUIAMU.

Ha cpoke 33-34 men GepemenHoctu (aBryct 2016 1)
MPOM30IIIa YaCTHYHASI OTCJIOMKAa HOPMAaJIbHO PacIoJio-
JKEHHOMW IJIALIEHTHI ¢ HApY KHBIM KPOBOTEUEHHUEM 00BEMOM
npubmusuTensHo 200 M. B ¢BA3M ¢ 3TUM B 3KCTPEHHOM
TIOpsIJIKE BBITIOTHEHO KecapeBo ceueHue. M3pnedena 1eBoy-
ka maccoit 1440 r, poctom 40 cM. ¢ OIIEHKOH 1O 1mKane At-
rap 4 u 6 6amioB. O0muU 00BEM KPOBOMIOTEPH COCTABUII
1250 mu: go onmepaunu 200 M, 00bEM peTporIaneHTap-
Holt reMatoMbl — 400 M, Mo xoxy omeparuu — 650 M.
B xoH1e onepanuu ypoBeHb reMoryio0nHa cocTaBmil 78 1/,
TpomboIuToB — 170 x 10°.

[TocneonepaiuOHHbBIN MEPUOJ € IEPBBIX YacoOB OC-
JIOKHHJIICSI PA3BUTHEM aHYPHH, TOSBICHHUEM H OBICTPHIM
HapacTaHUEM a30TeMHUH (KPEaTHMHUH ChIBOPOTKH — 188—
203 MKMOJIB/JT), YTO MO3BOJIMIIO BBICTABUTh AMArHO3 OCTPO-
ro moBpexjaeHus novek. [lanuentka momydvana UHHPY3HIO
KPHUCTAJIJIONI0B, CBEKE3aMOPOKEHHOH MJIIa3Mbl, CTUMYJIS-
LU0 Anype3a GpypoceMHIOM.

Ha cnenyromuii neHb OTMEYEHa OTpHULATENIbHAs JHU-
Hamuka. KoxHble TOKpOBBI OJeAHBIE, TACTO3HOCTD JIUIIA,
HIDKHUX KOHEYHOCTEH, TepenHel OpIONIHON CTEHKH.
Y1 — 24 B MuH. B nérxux apixanue Be3UKYJISpHOE, XpU-
noB HeT. ToHbI cepana puTMuuHble, npuriaymeHsl. YCC —
76 yn/mun, Al — 130/90 MM pt. ct. OTMEUEHO TIporpec-
cupoBanue anemun (HB 68 1/11), CHH)KCHHE KOHIIEHTPALUN
tpombGoruToB g0 150 x 10°, HapacTtaHue KpeaTHHHHA B
KpOBH J10 342 MKMOJB/II. AHYpHUSI COXPaHSIIaCh.

JlaGopatopHble HMcciaeqoBaHUs (TECTHI) BBISBUIU Obl-
ctpo Hapacratoilyto anemuto (HB 63-58 r/m) u tpom-
oouuToneHno — 10 50 x 10°, enMHUYHBIC MIU3OLMUTHI.
B OuoxumunueckoM aHanuze KpoBH: kpearnHuH 404—611
MMoiIb/1, ACT — 205 En/n, AJIT — 345 En/n, xanuii —
5,17 mmoub/n, HaTpuit — 132 mmouns/i, JIAT — 2996 En/n,
pesynbraT mpoodsl Kymbca — oTpunaTebHbIH.

ITo manubM Y3U opraHoB OprONIHOM MOJIOCTH U TIOYEK,
MeYeHb U ceNe3éHKa He N3MEHEHbI, MOUYEBOU My3bIph — ITy-
CTOM, pa3Mephl TIOYEK He N3MEHEHBI, TAPEHXNMa ITOBBIIIICH-
HOM 9XOT€HHOCTH, IMOMUYEPKHYTa KOPKOBO-MEAYJUISIpHAS
audQepeHIpoBKa, MPH LBETOBOM JONIUIEPOBCKOM Kap-
tupoBanuu (LIIK) Backymnsipuzanus npocMaTpuBaeTcs 110
YPOBHS IYTOBBIX cOCyl0B. Ha peHTreHorpaMme rpyaHou
KJIETKU JIETOYHBIA PHCYHOK 0€3 04aroBbIX M MHQUIBTpa-
TUBHBIX T€HEeH. B HMKHHUX OTHenax MNieBpaibHbIX MOJIO-
CTell HeOOJIbIIOe KOIMYECTBO KHUAKOCTH. K jeueHuro no-
OaiieHa TpaHC(y3Usi OTMBITBHIX SPUTPOLIUTOB, AaHTHOAKTE-
puanbpHast ¥ Je3WHTOKCUKAIIMOHHAS TePaIlsL.

VYuuThiBast OBICTPO HApACTAIOIIYI0 AaHEMHUIO B OTCYT-
CTBHE KPOBOTEUEHHS C MPU3HAKAaMU MUKPOAHTHOMATHYe-
CKOro remoJju3a (Beicokoe comepxkanue JI/II'), pomOoIu-
TOTICHHIO, OCTPOE TOBPEKICHUE TTOUeK (aHypwusi, ObicTpoe
HapacTaHWe YPOBHSA KpeaTWHUHA), Obla 3aIof03peHa
TMA, a UMEHHO aTUNHMYHBIA T€MOJIUTHKO-YPEMUUECKUN
curnpom (al'VC).

C nenpio BepupUKaUK TUArHO3a MIPOBEICHO HCCIEI0-
BaHMe Ha cojepxanue pepmenra ADAMTS-13, ypoBeHb
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aBr. aBrl aBr.
Beca. Hauara 3amecTuTenpHas moyed-
Has Tepanus B BHUJE CEaHCOB MpPOJ-
JIEHHOWI  BEHO-BEHO3HOW reMojHa-
¢unprpanuun (IIBBI'A®). Bcero 3a
BpeMsl TOCIIUTAIN3AIH TPOBEICHO 5 CEaHCOB.

B Tedenue nocnenyromux qHEW NPUCOESIUHUIIACH apTe-
puansHas runeprensus (AJ] 150/90 — 170/100 mwm pr. cT.),
B CBSI3U C Y€M Tepanus JOMNOJHEHA I'MIIOTeH3UBHBIMU IIpe-
napatamu. XoKapauorpapuuecKoe UcciaeOBaHUE BbISBHU-
JI0 KOHLIEHTPUYIECKOE PEMOJICIMPOBAHUE MUOKAP/Ia JIEBOTO
KEIyI0uKa, HOPMATbHYIO CUCTOJIMYCCKYEO H TUACTOINYC-
CKy10 (DyHKIIMIO JIEBOTO XKeNy1o4Ka, (hpakius BeIOpoca co-
craBuia 62%.

HecMoTpss Ha NMpPOBOAMMYIO TEpaIvio, y NAIMEHTKH
OCTaBallUCh TPU3HAKH IPOJIOJIKAIONICIOCS MUKPOAHTHO-
MaTUYEeCKOro remMoiu3a: coxpassiach anemus: (HB 56—65
r/m), tpombouutonenus (Tp. 77-80 x 107), moBbILICHHBIH
ypoBenb JIJII" (714—-1269 En/n), orcyTcTBHE pa3penieHus
OCTPOT0 TIOBPEKCHHUS TOYCK, COXPAHSIOIIASACST a30TEMUs
(kpeatnHuH KpoBH 516—836 MkMmoiw/m). [losiBHICS KOXK-
HBIN reMOpparnyecKuii CHHAPOM ¢ MAaCCUBHOM remMopparu-
YEeCKOH CHINBIO Ha TYJOBUIIE, BEPXHUX U HIDKHHUX KOHEY-
HocTsx. Hapactanu oTEKM JIMIA, HMOKHUX KOHEYHOCTEH.
B nérkux ormeuanoch ocnabieHue AbIXaHUS B HUKHUX
otaenax. mena MecTo cToiikas THIEPTEH3Us B MpeAeiax
150/90-200/130 MM pT. CT.

Ha 5-¢ cyTku npeObIBaHUS NMAIUCHTKUA B CTAlMOHAPE
IPU HOBTOPHOM JIMCTAHIIMOHHOM KOHCYJITHPYIOLIEM y4a-
CTHH CHELHUAINCTOB M3 MOCKBBI MPHHATO PEIICHHUE OTMe-
HUTH CEaHCHI TUIa3MOOOMEHA U HAYaTh TAPTreTHYIO TEPAINIO
rpenaparom 3Kynn3ymad (cosmpuc) B 1o3e 900 Mr BHY TpH-
BEHHO KanenbHo, | pa3 B Hezento, Bcero 4 BBEACHUSI.

UYepes 4 Hel COCTOSIHME MALMEHTKH YIy4YIIHIIOCh: pe-
rpeccupoBain Tepu(eprHdecKue W TOJOCTHBIE OTEKH,
KYIMHPOBAaH T'eMOPPArnYeCKHil CHHIPOM, Pa3peuInioch
0CTpOE MOBPEXKACHUE IOYEK, AUYPE3 BOCCTAHOBHIICS MO-
cie 2-ii uH(py3un dKynuzymada Ha 17-e cyTKu aHypude-
CKOTO Tepuojia. ApTepHaIbHOE JAaBJICHUE CHU3HIIOCH JI0
140/90 MM pT. CT.

B nabopaTopHbIX TeCTax 0TMEYaJIOCh yMEHBIICHUE aHe-
muu (Hb 10° /), kynupoBaHbl mpr3HAKK MUKPOAHTHOMIA-
THYECKOT0 TeMOJIH3a — YHCIIO TPOMOOIIMTOB OBBICHIIOCH
1o 180 x 10%), comepxanune JIJII' causunocs mo 341 En/m,
3HAYUTEIbHO YJIYUYIIMINCh [IOKAa3aTeIn a30TUCTOro oOMe-

2016 2017

HAunamuka na6opamopHbIx nokazameJsieli nayueHmMKuU Ha ¢poHe npoeedéHHOU mepanuu.

Ha, YPOBEHb KpEaTMHUHA CHIBOPOTKH KPOBU CHU3HUJICS JI0
219 MKMOJIB/I.

[1py HEOAHOKPATHBIX TUHAMHYCCKUX YIBTPa3ByKOBBIX
WCCIIEZIOBAHMSIX TIOYEK TOCJE BBEACHUS IKylIn3ymada OT-
MEYaJIOCh TIOSIBJIEHUE OCJIA0JIEHHOI'0 KPOBOTOKA BBIIIIE J1y-
rOBBIX apoK B 00eux nmoukax. [Ipu sxokapauorpaduueckom
HCCIICIOBAHUH CEpJIlla YCTAHOBIICHO, YTO (PaKI[Hs BBIOPO-
ca yBennuuinach 10 70%. Tepanus sxynu3ymadom mpekpa-
mena. B konne centsiops 2016 r. manueHTKa BhIITUCAHA C
PEKOMEHIAIIUSAMU TTPOJOJIKUTH HePOPOTEKTUBHYIO Te-
parnuro.

B Teuenwe roja mocie BHITUCKY NMAIUEHTKA eKeMecs -
HO TPOXOJuJja JIaDopaTOpHOE TEeCTUpOBaHUE. Pe3ynbraThl
ero mpezacrasieHbl Ha rpaduke (cMm. puc.). Ilpu ymbrpa-
3BYKOBOM HCCJICZIOBAaHUH IOYCK, MPOBEIAEHHOM B jeKkabpe
2017 r., BBISABIICHBI IPU3HAKK YMEHBIIECHUSI Pa3MEpOB II0-
YeK ¥ KapTrhHa (OpMUPYIOIIETrocs: Hepockieposa.

Oo6cyxneHue

JlanHHO€ HAOJIIOJICHUE JIEMOHCTPUPYET OCOOCHHOCTH
KIMHUYECKUX TIPOSIBICHUH W TEUYCHHE «aKYIIEPCKOTO»
al'VC, neGrotupoBasiero B mnociepogoBom rnepuogae. Co-
BOKYITHOCTb PAa3JUYHBIX AKYIIEPCKUX OCIOXHEHUH, a
MMEHHO COYETAaHHE MPEXKICBPEMEHHON OTCIIONKH TIaleH-
THI C KPOBOTEUCHHEM, OTIEpAIlHsl KecapeBa CEUeHU s, UMEI0-
11eecs rocje poioB BOCMajieHue, 00yCIOBIEHHOE OOLINp-
HOW paHEBOM MOBEPXHOCTHIO B MOJOCTH MATKH, MPHUBEIH
K CHCTEMHOH aKTHBAIlM{ aJIbTEPHATHBHOTO MyTH KOMIIJIe-
MEHTa, 4TO MHAyIMpoBao pazputue al YC y manuenTku ¢
TeHEeTUYECKOM MPeapacioiokeHHOCTBIO.

XapakTepHasi KIMHUKO-Ma0oparopHas kaptuHa TMA
3aKJII0YAETCs] B IIPEUMYIIECTBEHHOM IOPAKCHUH TTOYEK B
Jebrore 3a00j1€BaHUs, Pa3BUTUU MUKPOAHI'MONATUYECKOM
IeMOJIMTUYECKON aHEeMHUH U TPOMOOLMTONECHUHU, CHI)KEH-
HoM ypoBHe ADAMTS-13, cBuaeTeNnbCTBYIOIEM 00 ak-
THBHOM MHKPOTpoMOo0oOpa3zoBanu [12]. BeisiBieHue 3THX
CUMIITOMOB B JTMHAMHKE ITO3BOJIMJIO TIOCTABUTH TUArHO3
al'VYC y nanHO# maueHTKu.

Hauaras Ha 3-u cyTKu 1ocie onepaTUBHBIX POIOB Te-
panus TIa3MOOOMEHOM XOTS M TpHUBEJIa K HEKOTOPOMY
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YMEHBLICHUIO BBIPAXXEHHOCTH I'eMOJIN3a, HO HE Jalla OXKH-
JAeMBIX PE3yJBTaTOB. DTO MOTPeOOBaNo Ha3HAYCHUS Tap-
TeTHOM Tepanuu KOMILIEMEHTOJOKHPYIOIIUM MTPerapaToM
skynuzyma0. [locnenHuii SBISCTCS TIUKO3HIMPOBAHHBIM
I'YMaHHU3UPOBAHHBIM MOHOKJIOHAJIBHBIM aHTUTEIOM —
Kalmna-uMMYHOTJIOOYJTMHOM C BBICOKOH a((UHHOCTBIO K
C5-KOMITOHEHTY KOMILIeMeHTa. CBSI3bIBAsCh C TIOCIICAHIM,
9KyNU3yMald MpeIoTBpaIlaeT JAlbHEHIYI0 aKTHBAIUIO
KOMILJIEMEHTa, KYNHpys €ro paspyliaroniee IelcTBUe.
K MomeHTYy okOHYaHUs Kypca MHAYKIMOHHON TEpanuu B
BUJIc 4 BBE/ICHUII C HE/ICIIBHBIM MIEPEPHIBOM YIaJIOCh KYITH-
poBaTh remarosiorndyeckue npuzHaku TMA.

[IpoBenéuuble ceaHchl reMogUa(pUIBTPALUU CIOCO0-
CTBOBAJIM PA3pPEIICHUIO OCTPOr0 MOBPEKICHUS MOYEK.
XoTs K MOMEHTY BBINUCKH HAIIMEHTKH (QYHKIIHS MOYCK
BOCCTAHOBHJIACH HE MOJHOCTHIO, IOTPEOHOCTH B JaIbHEH-
LIeM MTPOBEACHUH CEAaHCOB 3aMECTUTEIbHON MOYEYHOH Te-
panuu He ObLIIO.

[Mocnenyromee HaOMIOACHUE TTOKA3aJ0, YTO HECMOTPS
Ha MOJHYO reMaToiorndeckyro pemuccuro al'YC u mpoBo-
JUMY10 HE(PONPOTEKTUBHYIO TEPAIUIO, Y MALlUEHTKU CO-
XpaHAIOTCS MPU3HAKHY TOUedHOU HenocTaTrouHocTu. Chop-
MHUpOBajlach XpoOHHWYecKas OoJe3Hb mouyek. PasBuBaeTcs
HedpockiIepo3 (CMOPUIMBAHKUE TOYEK), YTO OIpPEICIIsieT
HEeOJIaronpusATHBIM MPOrHO3 B IUIaHE MPOrpeccCUpOBaHUs
MOYEYHOH HEJOCTATOYHOCTH 0 TEPMHHAIBHOIO YPOBHS
U JJaJbHEHIIEro BbIXo/1a OOJBHON B MEPCICKTHBE HA 3aMe-
CTUTEJIBHYIO0 MIOUCUHYIO TePaIHIo.

QDunancuposanue. ViccienoBanue He UMEJIO CIIOHCOP-
CKOM TOJCPIKKHU.

Konghnuxm unmepecos. ABTOpPHI 3asBISIIOT 00 OTCYT-
CTBUHU KOH(IIUKTA HHTEPECOB
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