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B paHHOM cTaTbe MpefcTaBneHO KIMHMYECKOEe HabniojeHve NaunveHTKu ¢ Tskenon npeaknamncven n HELLP-cunpgpomom,
nposiBNIeHneM KOTOPOI fiBMSIack TPOMOOTUYECKas MMKpoaHrnonatms. TpoMboTudeckas MukpoaHruonatus (TMA) — KnMHMKoO-
MOPPONOrM4eCKUin CUHAPOM, B OCHOBE KOTOPOrO NEXMWT MOBPEXAEeHNEe 3HAOTENNA COCYAOB MUKPOLMPKYNATOPHOMO pycna,
BbI3BaHHOE Pa3HbIMWU NPUYUHAMM, HO NPOSBNAIOLLEECH CXOOHOWN KMMHNYECKOW CUMNTOMATUKON U TMCTONOMMHYECKUMU NpU3Ha-
kamu. B HacTosiLee Bpemss TMA paccmaTpuBaeTcs Kak HeOTbeMsieMas YacTb natoreHesa THXKeNbIX aKyLepCKUX OCOXHe-
HUM — npesknamncum n HELLP-cuHgpoma. B cTaTbe npeacTtasneHbl KNMHUYECKas KapTuHa, avddepeHumnansHo-gmarHoc-
TUYECKUIA MOUCK, BEAEHME MaUMEHTKN B YCIOBUSX BEAYLLEN MHOrONpoUIbHON KNMHWKK . MOCKBBI.
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The article presents a clinical case of a patient with severe preeclampsia, HELLP-syndrome, manifested by thrombotic
microangiopathy. Thrombotic microangiopathy (TMA) is a clinical-morphological syndrome with an underlying injury of the
endothelium of microcirculatory vessels associated with various causes but manifested by similar clinical symptoms and
histological signs. At present, TMA is regarded as an inalienable part of the pathogenesis of severe obstetric complications —
preeclampsia and HELLP syndrome. The article presents a clinical picture, differential diagnostic search, and management of
the patient in the settings of a Moscow multi-field hospital.
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pom6oTudeckas mukpoanrmonatms (TMA) — KNnMHUKO-Mop-

donornyecknin CMHAPOM, B OCHOBE KOTOPOrO JIEXMWT MOB-
pexaeHve 3HOOTenus COCyAOB MWKPOLMPKYNSTOPHOrO pycna,
BbI3BAHHOE Pa3HbIMU NPUYMHAMM, HO NPOSBASIOLLEECH CXOAHOM
KIMHNYECKOW CUMMATOMATUKOM W TUCTONOrMYECKMMU MpuU3Ha-
kamm [1-3].

Mopdonoruyeckas kaptuHa TMA — oTek aHpoTenuarnbHbIX
KNETOK, UX OTCRovKa OT 6a3anbHor MeMbpaHbl (3HOOTENNO3),
HEeKpO3, AeCTPYKUMSA, pacluMpeHre Cy63HA0TENMaNbHOMO NPOCT-
paHcTBa, TPOMObI B MPOCBETE KaNWISAPOB U apTepuorn, Coaep-
Xalme TpoMeoLUmnTbl U OUOPUH, NPUBOASALLNE K MOSTHON OKKIHO-
3um cocyga [4, 5].

B HacToswwee Bpemsa TMA paccmaTpmBaeTcs Kak HeoTbemIe-
Masi 4aCTb MaToreHe3a TSXKenblX aKyLIepCKUX OCIIOXKHEHUA —
npeaknamncun n HELLP-cuHgpoma [6-8].

Knaccuyeckumu BapuaHTamm TMA 4BRalOTCA TUNWYHBLINA
reMONIUTMKO-YPEMUYECKUA CUHAPOM M €ro pasHOBUOHOCTb —
al'YC (atunuyHbIi reMOonUTMKO-yPeEMUYECKUA CUHAPOM), TPOM-
60Tnyeckasa TpomboumToneHnyeckas nypnypa (TTM), nim 60-
ne3Hb Mowkosuua [1, 3, 8].

Bo Bpemsi 6€peMEHHOCTM BO3MOXHO pas3BUTME BTOPWUHHON
TMA — npwu Tspxenon npeaknamncum u HELLP-cuHgpome [1-3, 8].

KnuHnyeckne n nabopartopHble KpUTEpUW A NOCTaHOBKM
nonarHo3a TMA BkntoyatoT:

* HanM4yne MMKPOAHIMOoMaTN4eCckon reMonnTUYECKON aHeMmm
(MATA) — KymbC-HeratuBHas reMosIMTU4ecKas aHeMums C BbICO-
KMM YpOBHEM naktatgerngporeHass! (J1OI), HU3KUM ypoBHEM
rantornoévHa n Hann4nem LUM3oLMTOB B Maske nepudepunyec-
KOW KpOBW);

* TPOMOOUUTONEHUNIO (MOTPEBNEHNS);

* MLLIEMMYECKOEe MOPaxXeHne OpraHoB B MEepBYl OYepefb,
LIHC, nouek.

Mpn nosBNeHMM KNMHMYECKMX cumnToMoB ocTpor TMA Bo
Bpemsi 6epeMEHHOCTN A1 OonpefenieHns TakTUKU BefeHus U
nporHo3a npumeHsieTca AunddepeHumanbHas [narHocTuka
Mexay Tshxenown npeaknamncuen (M3) n HELLP-cuHgpomom,
TTM, T'YC (TnnyHbIM 1 atnnmnydbiv) n KA®C.

TTM — cuctemHasa copma TMA, B OCHOBE KOTOPOW NEXUT
TpoM6006pa3oBaHne B MUKPOLMPKYNATOPHOM pycne, 06yCcnoB-
JIEHHOE CBEPXKPYMNHbIMKU MynbTUMepaMu daktopa ¢oH Bun-
nebpaHpa. pacnpocTtpaHeHHOCTb cocTasnset 0,37-0,45 Ha
100 000 HaceneHus. 70% 605bHbIX — XXEHLMHbI. XapaKTepHbIM
npusHakom TTI asnaetca geduunT nnasmMeHHoOn npoTeasbl,
pacwennsiowen MynsTumepbl aktopa BwunnebpaHga -—
310 ADAMTS-13. Mpu cemeliHbix dopmax TTI HabnogaeTcs
HacnencTBeHHbI AedekT atoro depmeHta — ADAMTS 13.
B Hopme metannonpoTteasza ADAMTS 13 pacluennseT kpyn-
Hble MOHOMepbl hakTopa BunnebpaHpa, obycnaesnueas ux
CBOGOIHYIO LUMPKYNAUMIO B cocydax MWUKPOLMPKYNSTOPHOMO
pycna. MNpun pedwvumte ADAMTS 13 Ha HepacLlenneHHbIX
Monekynax paktopa BunnebpaHga dgukcupyrotcs Tpombéoum-
Tbl, pa3pyLUaloTCs, 4YTO NPUBOAUT K MUKPOCOCYAUCTOMY remo-
nmzy — TMA [2, 4, 7, 8].

Ona TTI xapakTtepeH pe3kuii gedomunt ADAMTS 13 — meHee
5% [7, 8].

N'YC TMNMYHBIA — MHPEKLIMOHHO OBYCNOBNEHHbIN AeACTBMEM
TOKCUHA (BEPOTOKCUH) KuweyHoln nanoyku (E. coli O 157:H7)
unun wnra-TokcuHa Shigella dysenteriae. LLinra-TokcuH npusogut
K NPsMON akTUBaUMW KOMMJIEMEHTA C NMOBPEXAEHVWEM SHOOTE-

nmsa n passutem TMA. 3710 3HOeMuyHoe 3aboneBaHue, nopa-
xarolee nNpemMyLLIeCTBEHHO AeTel. XapakTepHbIM NPU3HAKOM
ABNAETCA PasBUTUE MO4EYHOW HeOOoCTaTOYHOCTU (ONUro- Mnu
aHypwus, rematypums).

al'YC — 370 BapuaHT KoMMJieMeHT-onocpenoBaHHon TMA,
B OCHOBE JIEXWUT XPOHWYECKasi HEKOHTPoNMpyemas akTusauus
KOMMSIEMeHTa, BeayLlas K reHepann3oBaHHOMy TpomM6006pa3o-
BaHWIO B COCydax MUKPOLMPKYNATOpHoro pycna. lNpuvynHa —
reHeTn4ecKu 06yCoBMEHHbIN AedEKT B CUCTEME KOMMEMEHTA,
NPUBOAALUMIA K €ro axkTvBauum W MNOBPEXAEHWIO 3HAOTENUs
[2, 4-6].

Mpu 6epemeHHocTV TMA MOXeET 6bITb 06YCIIOBEHA TAXENON
M3 n HELLP-cuHgpomom. Bonee Toro, Bnepsble alYC n TTI1
MOryT MaHudecTupoBatb BO BpeMs 6epeMeHHOCTU. ITumu
hakTopamun 3aTpygHsaeTca anddepeHumanbHas guarHoctuka
TMA npu 6epemeHHocT [1, 2, 7].

OundbdeperumansHyto guarHoctuky TMA npu 6epeMeHHOCTU
cnegyeT NPOBOAUTbL, OMMPasiCb Ha CnegyroLume KIMHUYeCcKme m
nabopaTtopHble Npu3Haku (Tabnuua).

CnoxHocTb audpdepeHumanbHOn AMarHoCTUKM U BeOeHUs
6epemeHHo ¢ TMA geMOHCTpupyeT cnegytoLlee KInHu4eckoe
Hab6noaeHne.

MauveHTKa, 34 neT, fOCTaBfeHa B KMMHUKY MO KaHay Maluu-
Hol Ckopori nomMoLum ¢ guarHo3om «bepemeHHocTb 29-30 Hep,.
[onoBHoe npepnexaHue. TpaH3UTOpPHaa MLIEeMUYecKasl ataka».
Mpn noctynneHun naumeHTKa npegbsBnsna Xxanobbl Ha cna-
60CTb, HE3HaYMTENbHOE FONOBOKPYXEHWNE, 4YBCTBO OHEMEHUS
B MpaBoW pyke.

Mpw c6ope aHamHe3a Hamu 6bISI0 OTMEYEHO HaMMYMe XPOHU-
YeCcKOoro racTpodyoOAeHUTa, XPOHNYECKOro LUMCTUTa, XpOoHU4ec-
KOro TOH3MNANTA U TOH3UANIIKTOMUM.

Mpy n3y4eHnn rMHEKONOrM4eckoro cratyca yaanochb ycTaHo-
BWTb Hanu4ne MMOMbI MaTKW, NPOBEAEeHa AvartepmoKoarynsums
ek matkm B 2007 r. Mo nosofy 3po3nn LLENKN MaTKW.

[aHHan 6epeMeHHOCTb Y NaLUMeHTKN BTopas.

B 2013 r. HacTynuna nepeas 6epemMeHHOCTb CaMOCTOATENb-
HO, KOTOpas npoTekana 6e3 OCNOXHEHUN 1 3aBepLunnach ceoe-
BpeMeHHbIMK pofamu — fieso4vka ¢ secom 3130 r, poctom 53 cm.
MNocnepoposbii Nnepuof npoTekan 6e3 0CNOXHEHUN.

HacTtosawas 6epeMeHHOCTb BTOpas, HacTynuna camMocTos-
TeNnbHO, MnpoTekana C Yrpo3on npepbiBaHUA GepeMeHHOCTU
B 1-m TpumecTpe, MO NOBOAY Yero NPoOBOAWNCE CTALMOHAPHOE
neyeHve, MarHesuanbHas Tepanus, fe4YeHve nporecTMHamm
0o 20 Hepq.

Ha cpoke 26 Hep, yCTaHOBNEH AMarHoO3 recTalMoHHOro caxap-
HOro amnabeTa, KOTOpbIA KOPPUrMpOBaH AeToTepanven.

Mpu cb6ope aHaMHe3e YCTaHOBMNEHO, YTO 2 HE Ha3af B CEMbE
MYX 1 pebeHOK NepeHecnn BUpycHoe 3abofieBaHne ¢ NoBbiLle-
Huem TemnepaTtypbl Ao 38°C 1 ABNEHUAMU racTpO3HTEpUTA.

Tabnuua. TUNUYHbIe NPOSIBNIEHUSI MMKpOaHrnonaTtuini Bo Bpems
6epemMeHHOCTU
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B TeuyeHue nocnegHux 10 gHeM nauueHTka OoTMevaeT cna-
60CTb, MOSIBAIEHME XENTYLUHOCTU KOXHbIX MOKPOBOB, HEOLHO-
KpaTHbIA KalumueobpasHbIn CTyn.

Mosogom gns BbidoBa CMIT mocnyXunv rosioBOKpyXeHue
1 NosIBfIEHVEe 4YyBCTBA OHEMEHMWS B NPaBoON pyke.

Mpy nocTynneHnn CcoCTOosiHWE NaLMEHTKUM PacLEHEHO Kak
cpepHeTsxenoe. KoXHbIA NMOKPOB 6nefHO-XeNTYLLHOro LBeTa,
oTMeyaeTcs MKTepnyHocTb cknep. Al 120/70 mm pT. CT, NynbC —
78 yo/MyH, pUTMUYHBIA. HacToTa AbixaHua 14 B MUH., OfbILLKM
HeT. XKMBOT yBenu4yeH 3a cyeT 6epeMeHHON MaTKu, MSArkum 6es-
6onesHeHHbIN. Moya xenToro useta. MaTka B HOPMOTOHYCe, He
Bo3byanmma. NpounsseneHo Y3W nnoga — nnof no nokasartensm
deToMeTpUN COOTBETCTBOBAN CPOKy rectaumm 29-30 Hep,
npepnonaraemsii Bec 1300 r. MNpu gonnnepoMeTpuyeckom uc-
cnefoBaHUM HapyLeHWn MnokasaTenen KpoBOTOKa B cuUcTeme
«MaTb—NsaueHTa—nnoa» He o6HapyXeHo.

lMpoeeneHo nabopaTopHoe uccnegosaHue. B knuHuyeckom
aHanu3e KpOBW OTMEYEHO CHWXEHWEe YPOBHSA remornobuHa
o 78 r/n, TpoméoumToB Ao 9 x 1091 (1), ypoBEHb NENKOLUTOB —
7,4 x 10%/n. AHann3 Mo4uM BbISIBMN BbICOKUA YPOBEHb NMPOTEUH-
ypun — 5,0 r/n (1).

Mpy 6MOXMMMYECKOM UCCIE[OBAHUN OTMEYEHO MOBbILLEHWE
yposHs J1OI B 5 pa3 go (1134 r/n), noBbileHne obLiero 6ununpy-
6uvHa B 4,2 pasa (71,6 r/n) npenmMyLLLeCTBEHHO 32 CHET HEMPSMO-
ro (64,2 r/n) 6unupybuHa. Nokasarenn PepmMeHTOB Me4eHn —
acnaprtaT- U anaHvHaMMHoTpaHcdepasbl, a TaKKe KpeaTuHUH U
MOYEBUHA — HE BbIXOAWNW 3a NPeAenbl HOPMATUBHbIX 3HAYEHUN.

MposepneHo Y3W opraHoB GPHOLLHOW MOMOCTW — BbISIBMEHbI
andysHble U3MEHEHUS MEeYEHW.

Y3W 3a6piolLIMHHOro NpoCcTpaHCTBa U NoYeK — 6e3 NaTonorn-
YECKNX N3MEHEHUN.

MPT ronosHoro mosra — natonorM4ecknx N3MeHeHnn He o6-
Hapy>eHo.

Mo pesyneTatam nabopaTopHbIX, KIIMHNUYECKUX N UHCTPYMEH-
TanbHbIX METOLOB MCCNEfoBaHWs BbICTaBNeH anarHos: «bepe-
MeHHocTb 29-30 Hep. Tpom6oTuyeckas MUKpoaHruonartus.
M3 taxenon crteneHn. HELLP-cunppom? emonutuko-ypemun-
YECKUA CUHAPOM? ATUMUYHBIA FEMONUTUKO-YPEMUYECKUA CUHI-
pom? Tpom60oTu4eckass TpombouuToneHn4eckasa nypnypa?
OcTpbIi XMPOBOW renaTos?».

KnuHnyecknmun nposisneHnsmm TMA aBunuce:

1) remonuTnyeckas aHeMus (CHUXKEHME YPOBHS reMorfiobuHa
0o 78 r/n, nosbiwenue yposHa J1OI B 5 pa3 go 1134 r/n, noBbI-
LeHne 6unmpybuHa 3a CHeT HEMPSMOro);

2) TPOMOOLMTOMEHUS — CHWXKEHME YPOBHA TPOMOOLMTOB
0o 9 x 10%n,

3) ronoBoOKpy>XeHne, cnabocTb, OHEMEHWNE MPaBO PYKM — Kak
NPOsIBNEHME NLLEMUYECKOrO MNOPaXXEHUs FOSIOBHOMO MO3ra.

YunTbIBas XnU3HeyrpoxaroLee COCTOsiHME NaLNEHTKN, KOHCK-
NIMYM NPUHAN peLleHre 0 He06X0AUMOCTIN [OCPOHHOro poJopas-
peLLeHusa nyTem onepauumn kecapesa CevyeHus.

Mocne npepBapuTenbHOM NOArOTOBKU B BUAE NepenvBaHus
TPOMOOMACChI U CBEXE3aMOPOXEHHOW MNnas3mbl Mpov3BefeHa
onepauus kecapesa ceveHusi. Pogmnack XuBas HeQOHOLLEHHas
gesoyka Becom 1300 r, poctom 40 cM, C OLEHKOM COCTOSAHUSA MO
wkane Anrap 5/7 6annos. Onepauus npoLuna 6e3 OCNOXHEHWUNA.
KposornoTeps BO BpeMs oriepauumn coctasuna 700 mr.

B npouecce guddepeHumnansHon AMarHOCTUKN paccMaTpu-
Banocb npegnonoxexve o 'YC. OgHako OTCyTCTBUE NPU3HAKOB

MOYEYHOM HEeOoCTaTOYHOCTU, a30TEMMM, OTCYTCTBME SHOEMU-
YeCKOro o4ara He no3Bonanu gymatb o TunuydHom MYC [2, 4].

Atnnnyneii M'YC (reHeTudeckuii gedekT B cucteMe Kommnne-
MEHTa) CTaBwWJICA MOf COMHEHME B CBSI3M C OTCYTCTBMEM Ha-
CNefCcTBEHHOrO aHaMHe3a, HEOCIIOXKHEHHbIM TEHEHMEM MEPBOM
6epeMeHHOCTU. [py HannMumMmM HacneacTBEHHO 06YCNOBEHHOIO
pedeKkra KOMMIEMEHTa MEpPBbIM €ro MNposBEHMEM [OMKHA
6bina 6bITb Nepeas 6epemMeHHOCTb [4, 8].

Takum 06pa3oM, B Ka4eCTBE OCHOBHbIX paccMaTpuBasnvcb
[Ba nartonorn4eckmnx coctosHusa — Tsxxenasn M3 n HELLP-cuhp-
pom, a Takxe TTI.

B nonb3y tsxxenon N3 n HELLP-cuHapoma ykasbiBaroT BbICO-
Kui ypoBeHb npotenHypuu (5 r/n), Hanmume remonunsa, Tpomo60o-
LUuTOoneHmu.

XapaktepHbiM npudHakoM TTI1 ABNAeTCS pe3Koe CHUXEHWE
YPOBHSI TPOMOGOLUMUTOB 1 CUMNTOMbI nopaxeHus LIHC.

B onddepeHumnanmm aTnx naTtonorm4eckmx COCTOHUIA CyLLie-
CTBEHHYIO NMOMOLLb OKa3blBaeT onpegenexHve yposHs ADAMTS
13 B nna3me. Ecnu yposeHb ADAMTS 13 coctaBnseTt <5% — aT10
rosopuT B nonbady TTI1 [1-4].

CHuxeHHbIn ypoBeHb ADAMTS 13 >5%, HO meHee 30% —
NPeMMyLLIECTBEHHO XapaKTepeH ans BTopu4Hon TMA — Tsxxenbix
M3 n HELLP-cnHgpoma.

Hamun npegnpuHaTa nonbiTka oueHku ypoBHa ADAMTS 13
B nnasme. OgHako 3ab6op obpasua 6bin Npou3BeneH nocne
WHY3MM HECKONMBKNX [O3 CBEXE3aMOPOXEHHOW Nnadmbl. B Ha-
wem uccnegosaHun yposeHb ADAMTS 13 coctaBun meHee 5%.
OpHako aHanuad 6bin Npou3BEeAEeH MNocfie HavaToh WHKY3um
TpomboMacchl, KpUCTannonaos, nnasmovH@y3un, YTo He Nos-
BOMNSET ero paccmarpuBaTb Kak JOCTOBEPHbIN.

MaToreHeTnyeckn o60OCHOBaHHOM Tepanuen npu HELLP-
cuHgpome mn TTI aBngeTca nepenueaHme CBEXE3aMOPOXEHHOMN
nnasmbl 1 nnasmacdepes [1, 5].

HanbHenwee ne4veHve nocne pogopaspeLleHus OcyLLecT-
BNANOCb B OoTAesieHun peaHunMauun m MHTEHCUBHOW Tepanun.
lMpoBeaeHbl BbICOKOOOGbEMHAA NNa3MOMHAyY3us, nnasmagepes,
remogmadunsTpaums.

OpHako Ha hoHe NpoBefeHUs yKa3aHHOW Tepanum COCTOsIHME
NaumMeHTKM CTano NPOrPeCCUBHO YXyaLIaTbCA — NPUCOEANHUIIUCH
ABJIEHWSI MEYEHOYHOW HeOoCTaTOYHOCTU; MOSIBUANCHL CUMMTOMbI
SHUedhanonaTum: ypoBeHb CO3HAHWA — COMHaNEHUWs, ABUraTenb-
HbIl OTBET — Hepas3bopumBas peyb; OTMeYanocb HapacTaHue
runep6unupy6buHemun o 134 r/n, ypoeus J1IO go 1500 r/n.

HecmoTpsa Ha npoBogvMylo remogmadunbTpaumio OTMEHYEHO
HapacTaHue NeYeHOYHOW HeJOCTaTO4YHOCTM, YPOBHSA rMnepomnnu-
pyo6uHeMmu, 4To 6bINO pacLeHeHo Kak NporpeccuposaHme remo-
nn3a B pamkax yctaHosneHHoro HELLP-cuHgpoma.

K coxaneHuto, Ha 6-e CyTKM Ha (hoHe NHTEHCUBHOW peaHnma-
LMOHHOW Tepanun BCNeaCTBME MPOrpeccupoBaHns Ne4YeHo4HoM
He[oCTaTO4YHOCTW, OTEKA FONOBHOMO MO3ra, AbIXxaTeSIbHOM HeJocC-
TaTO4HOCTM KOHCTAaTUPOBaHa CMepPTb MaUMEHTKMN.

lMpoBeaeHHbIN naTtonoroaHaToMUYECKUA aHanu3 yCTaHoBUN
npu4mHy cmeptu — M3 Tsxenon ctenenn ¢ passutvem HELLP-
cvHgpoma, npueedwero K BC-cuHapoMy 1 NONMOPraHHON He-
JOCTaTO4YHOCTW.

B 3akntoyeHune cnegyeT oTMETUTb, YTo Tsxenas M3 n HELLP-
CVMHOPOM MOTYT HE MMETb KIIaCCUYECKOW KIIMHNYECKON KapTUHbI,
a nposenatbesa B Buge TMA (Tpom6oumToneHns, MMKpoaHrmnona-
TU4eckas remonuTuyeckas aHemus) [1, 3, 4].

N



LH
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Onsa Teyenns HELLP-cuHapoma xapakTepHO nporpeccmposa-

HWe B NnocnepofoBoM nepuofe. He BO BCeX KIIMHUYECKUX Ha-
6rofeHNsax MNposABMAOTCA BCE KOMMOHEHTbI KacCU4eckoro
HELLP-cuHgpoma, BO3MOXHO pasBUTUE MOHO- U AUCUMIMTOM-
HbIX POPM 3TOrO OCMOXHEHMS (Hanpumep, reMonm3 u TpoMo6o-
LMTOMNEHWS), OQHAKO AaHHOE OCMOXHEHWE 1 B HAacTosiLLee Bpems
npofosHkaeT 3aHMMaTh NMANpYoLLLee MecTo B CTPYKType MaTe-
PVHCKOW CMepTHOCTHK [6, 8].
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