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TpombOoTHUYEeCKaa MUKpPOaAHrmonaTus

 TMA — KNMMHUYECKUN CUHOPOM,
XapakTepusyrLwmnca TpomboLnToneHmnen,
MWUKPOAaHrmonaTu4eckou reMonmTuyeckou
aHeMmen, MMKpPoBaCKynsipHbIM TPOMOO30M
apTepumon n Kanmnnapos, MHOXXeCTBEHHOWU
ONCAYHKLUMEN OpraHoB

* AkTyanbHoOCTb npobriembl TMA obycrioBrieHa
POCTOM pacrnpoCTpaHeHHOCTN B MUPE, BbICOKUM
PUCKOM MaTEPUHCKOWU U NepuHaTaribHOW
CMEpPTHOCTU, HEDNAronpUATHbLIM NPOrHO30M
BOCCTAHOBJEHUA PYHKLNM NOYeEK npu
NosIMopraHHON He4oCTaTOYHOCTU



TununyHblie nposaBneHna TMA

TUNUYHBIMN NPOABNEHUAMMU
TPOMOOLMTONEHNYECKON MUKPOAHIMoNnaTum
B aKylUepCcTBe SIBNAKTCS:

TSKenaa npeaknamncus/aKknamncus
HELLP-cuHOpom

TpomMboTnyeckaa TpoMOOLMTONEHNYECKASA
nypnypa

aTUNUYHBIN TEMONUTUKO-YPEMUNYECKUN CUHOPOM

KaTacTpodnyecknim aHTMoCconmMnuaHbIn
CUHOPOM



TpomboTnyeckas MMKpoaHrmonaTus

+ BepemMeHHOCTbL 1 NocrepoaoBON Nepuoa ABNSAIOTCSA NepruoaamMu BbICOKOro pucka ans passnimyHbIX
¢dopm TpomMbOoTUHECKOU MUKpoaHruonatum (TMA). Tem He meHee, Nne4yeHue CBA3aHHOMN C
6epemeHHocTbI0O TMA ocTtaeTtcsa nnoxo onpeaernieHHbIM

* HeobxoaMmo 0606WUTL TEKyLWMEe 3HAHUSA 00 3TUX NOTEHLMANbHO TAXesbiX 3aboneBaHUAX U
NpeanoXuTb NPakKTUYECKUM KNMHUYECKN NOAXO0A K ANAarHOCTUKE U NIeYEeHUI0 CBA3aHHOM C
6epemeHHocTb0O TMA

« lMopxopn AOMXKeH yYuTbiBaTb CPOKM BO3HUKHOBeHUs1 TMA Bo Bpemsi 6epeMeHHOCTU Unn B
nocrnepoaoBOM nepuoae, CONyTCTBYOLWME CUMNTOMbI, TabopaTopHoe ob6criegoBaHMe nNepBom
NIMHUN N OLIEHKY BO3MOXHbIX NPUYNH BO3HUKHOBEHMUSA CBA3aHHOM ¢ 6epemMeHHOoCTLI0 TMA

 Llenu aToro noaxoaa: CpOYHO ynpaBnATb TPOMOOTMYECKOM TPOMOOLMTONEHNYECKON NMypPnypoun
(TTM) c nomowbio TecTupoBaHuAa aktuBHocTM ADAMTS13; paccmoTpeTb anbTepHaTUBHbIE
paccTpouncTBa ¢ npusHakamu TMA (npeaknamncus / aknamncua; HELLP-cuHapom;
aHTucochonMNUAHLIA CUHAPOM); UNTU, B KOHEYHOM UTOre, ANarHOCTUPOBaTb aTUMUYHbLIN
reMosiuTMKo-ypemumyecknm cuiapom (al'yC; auarHos Ncknro4eHus)

* XoTHA 3T COCTOSAHUA peaKo peructpupyrotca, anardoctuka TTIMN n al'YC, cBA3aHHbIX €
6epeMeHHOCTbIO M NOoCNepoaoOBbLIM NEPUOAOM, UMEET NepBOCTENeHHOe 3HaYeHne, NOCKOSIbKY 06a
TpeOyT CPOYHOro crneunanbHOro fie4YeHus

Special Report

Management of thrombotic microangiopathy in pregnancy
and postpartum: report from an international
working group



CnekTp cBfAA3aHHbIX C bepeMeHHOCTbLIO TMA

TMA oTHOCHTCA K TUNY NOBPEXAEHNA 3HAOTEeNManNbHbIX KNEeTOK pa3finyHomn
CTeNeHU TAXKECTU, KOTOPOoe NPEeUMYLLECTBEHHO NopaxaeT NoYKU, FONfIOBHOW MO3r
u cepaue

OpaHako AuarHo3 yalle Bcero OCHOBbIBaeTCs Ha AaHHbIX, COCTaBIAIOLMNX
KIlacCUYeCKyr Tpuaay TpoMoObounToneHnm, MexaHu4eCcKom reMosimTU4ecKomn
aHeMuUn U ANCPYHKLUN OpraHOB, OCOOEHHO LeHTparibHON HEPBHOW CUCTEMbI
(v3ameHeHHOE co3HaHue, cyaoporu), no4vek (ocTpoe noBpexaeHUe No4vek) u
cepaue (NoBbIWEHHbIN YPOBEeHb TPONMOHMHA B CbIBOPOTKE, ULLEeMUSA, BHe3anHas
CMepTb)

Hanbonee yactbiMyn NnpuYnHamMum reMosIMTUMECKON aHEMUU N TPOMOOLIUTONEHUM C
nopaxeHuem opraHoB BO BpeMsi 6epeMeHHOCTU ABnATCcA npeaknamncus (MJ) /
aknamncua u HELLP-cuHapom

OcTtpas xupoBasi aucTpounsi nev4eHU y 6epeMeHHbIX TaKKe MOXeT UMeTb
HeKoTopble npusHaku TMA

Pexxe TMA, cBsi3aHHasi ¢ 6epeMeHHOCTbI0, CBSiI3aHa C FreMOJSIMTUKO-YPeMUYECKUM
cuHpgpomom (IN'YC; TMA c npeumyLieCTBEHHbIM NMopaxXeHUeM Nno4vek) unu c
TpomboTnyeckon TpombouutToneHnydeckon nypnypoun (TTM; TMA c
npeoo6nagaroWwmmM reMmaTosiorM4ecCKMmMm U HeBPOJSIOrMYeCKUM nopaxxeHuem)

XapaKkTepHyro Tpuaay MOXHO TaKXXe HauTU B YCITOBUAX TAXKeNbIX ayTOUMMYHHbIX
3aboneBaHN, B OCHOBHOM CUCTEMHOM KpacHou Bon4vaHku (CKB) u
Katactpoduyeckoro aHtucocdonunuaHoro cuHgpoma (KAPC)
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OuarHoctuka TMA, cBA3aHHON C 6epPeMEeHHOCTbIO

TMA npu 6epeMeHHOCTN ANarHOCTUPYeTCHA Ha OCHOBaHUU
KonnyectBa Tpom6ounToB meHee 100 x10°/n, ypoBHS
remornioonHa meHee 10 r/gn, ypoBHA NakrataerngporeHasbil
(14N B cbiBOpOTKe KpoBMU B 1,5 pa3a Bbille BepxHero npeaena
HOpPMbI, HeornpeaensaeMoro CbIBOPOTOYHOro ranTtornoouHa,
oTpuuaTesibHbIN NPAMON IPUTPOLUTAPHLIN
aHTUTNOOYNMHOBLIN TecT U (1) HanNUYMe WKNCTOLUTOB B Ma3Ke
KpoBu unu (2) npnsHakn TMA npu 6moncum no4vku (unuv gpyroro
opraHa)

Konuyecmeo mpomboyumos cHuxxaemcs 80 epemsi HopmasibHou 6epemeHHocmu: y 10% nayueHmok ¢
HeOoCoXHeHHoU bepeMeHHOCMbI Korudecmseo mpombouumos cocmasnsiem 150 x10°/1 80 epemsi podos.
Takum obpa3om, nopo2o8oe 3HavyeHue Konudecmeaa mpombouumos cocmasrnsem 100 x10% 1 ons
OuazHocmuku TMA, cesizaHHoU ¢ 6epemeHHocmbro. Ocmpoe rnospexoeHue noyek (Or1l) yacmo
ecmpedaemecs npu 6onbwuHecmee muros TMA, cesi3aHHbIX ¢ bepeMeHHOCMb, 3a uckodyeHuem TTT1.
ObuwenpuHsmoeo onpedeneHus Ol eo spems bepemeHHocmu He cyuecmesyem. Pasnu4dHbie docmyrHbie
orpederieHUs1 OMHOCSMCS K peKoMeHOauusiM ro yrydweHuro arnobarbHbeix ucxodos rpu 3abosieeaHusix
rnoyek (KDIGO): ydsoeHue unu ysernudeHue bornee 26 MKMOJIb/IT KpeamuHuHa cbieopomku. OrnpederieHue,
ucCrosib3yemMoe 8 amomM om4yeme, OCHOB8aHO Ha KpeamuHUHe cbieopomku 6onee 90 Mkmorns/n u / unu 6onee
25% ysenu4yeHuu ro cpasHEeHUro ¢ UCXOOHbIMU 3HaYEeHUSIMU
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KnoyeBou mMmexaHu3mM nartoreHesa

KntoyeBbiM mexaHn3mMoMm natoreHe3a TMA aBnarTcs
nporpeccupytoLlee noBpexgeHne aHOoTenud, passuTtme
BOCManuUTesibHOro OTBETa M akTuBaLMs NPOLLECCOB Koarynsummm c
pa3BUTMEM TPOMDOO30B

TpombouunTtoneHmnsa n remonutTuyeckast aHemusi npn TMA obycroBneHa
paspyLeHNEM 3PUTPOLMUTOB B UBMEHEHHOM KarnumningpHOM pycne u
notpebneHnem TpomMooLUnTOB Ha 0Opa3oBaHNE MUKPOCTYCTKOB

OTN U3BMEHEHUSA CBUOETENILCTBYIOT O TOM, YTO MEXaHU3M
reMoJSINTUYEeCKON MUKpoaHrumonaTtunyeckom aHemum npu TMA cBda3aH He
C UMMYHHbIM, @ C MEXaHNYeCKUM reMosiM3oM 3puUTpoLMTOB N3-3a
Cy>XeH1s NpocBeTa CoCyaoB

Mopdhonornyeckmne nccrieaoBaHMa cocyaoB MUKPOLMPKYSIATOPHOIO
pycna (npenmyLlecTBeHHO Kanunndapos 1 aptepuon) npu TMA
BbISIBUITN YTOSLWEHME COCYANUCTLIX CTEHOK, OTEK N CIyLLUMBaAHUE
9HOOTENMarbHbIX KIETOK OT 6a3anbHON MeMOpaHbl, OOCTPYKLUMIO
NpOCBETa NOpaXXeHHOro cocyga n TpomoounTapHble TPOMOGI

[Tpeaknamncua — cneunduyeckun sapmaHt TMA, mopdronornyeckyto
OCHOBY KOTOPOIro COCTaBSIAET MoOMepYynApHbIA 9HOOTENNO3



NMaTtoreHe3 TMA BO Bpemsa bepeMeHHOCTU U B NOCriepoaoBOM nepuoae

A TMA-inducing environments
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MaToreHes TTI1

TTI cBA3aHa ¢ BbipaxeHHbIM aeduuntom ADAMTS13, meTansnonpoTenHasbl,
npoayuMpyemMon neyvyeHbIo, KoTopas cneundunyeckm pacuiennseT ceepxbonbilume
mynbTtumepbl VWF (ULVWF) — HaubGornee remoctaTu4ecku aktTuBHble Buabl VWF

Tsaxenbin aecpuunt ADAMTS13 (ypoBeHb chepmeHTa MeHee 20%) AokymeHTUpyeTcs oT 1
13 17000 oo 1 n3 200000 6epemeHHOCcTEN, YTO AenaeTt TTI peaKknM OCNOXHEHUEM
6epeMeHHOCTH

BepemMeHHOCTb ABNsieTcAa Tpurrepom TTI Bo B3pOoCnom Bo3pacTe Yy XKEeHLUH C
reHeTuyeckum aecpmuutom ADAMTS13

Oednunt ADAMTS13 MoxeT ObITb NPMOOPETEHHbLIM (MHIMOUpYOLWMEe ayToaHTUTEenNa,
HanpaBreHHble NnpoTuB ADAMTS13 npn ummyHHou TTI) unmn HacneacTBEHHbIM
(peueccuBHO Hacneanyemble AByansesribHble MyTauun KogUpylowero reHa npwu
HacnepcteeHHou TTI) (cuHapom Upshaw-Schulman ) (okono 3% cny4aeB)

CnepoBaTtenbHo, aechnunt ADAMTS13 npuBOoAUT K HAKOMNEHUIO B TpOMbouuTax
rmnepaare3nBHbIX MynbTumMmepoB (ULVWF) ¢ nocneayowmm CNoHTaHHbIM o6pa3oBaHMeM
MUKPOTPOMOOB B MUKPOLIMPKYNATOPHOM pycne, chparmeHTaumen apuTpoumnTos,
npoeuupyemMbIiX Ha TPOMObI, U ULLEMUYECKUM NOBpEXAeHUeM opraHoB

Mpn HopmanbHOM GepeMeHHOCTM akTUBHOCTbL ADAMTS13 nocTteneHHO U HeYKITOHHO
cHuxaetcs Ha 50% co BToporo TpumMecTpa A0 poaoB (BeposTHO, U3-3a NOBbLILLEHHOrO
BbicBoOOXaeHnsa VWF)

CHuxeHue aktuBHoctn ADAMTS13 (o1 20% no 40%) Takxke peructpupyetcsi y naLumMeHToB C
T3J1A |/ aknamncuen, HELLP-cuHApOMOM nnu cBAisaHHbIM ¢ 6epeMeHHOCTbLI0 YC, HO B
LleyIoM ocTaeTcs KOMNEeHCUPOBaHHbIM

Takum ob6pa3om, TONbLKO cBA3aHHaA ¢ 6epemeHHOCTLIO TTI onpegensieTcs TAXeNbIM
aAeduuntom (<20%) aktuBHocTn ADAMTS13, KOTOpPbIN, KaK NpaBUNoO, BO3HUKaeT Haubornee
4acTo BO BTOPOM U TPeTbeM TpUMecTpax



MaTtoreHe3s NyC

'YC MoxeT ObITb BbI3BaH pa3fiu4HbIMU
MexaHMu3MaMu NoBpPeXAEeHUs 3HAOoTeNMnarnbHbIX
KJTIeTOK, YTO NpMBOAUT K OOLLEeMy aKTUBUPOBaAHHOMY
NPOTPOMOOTNYECKOMY NpPOoLEeCcCy B 3TUX KrneTKax

Haunbonee yactbimu cpopmamum IN'YC apnaroTcs:

LLinra-tokcuH-npoayuupyrowmm E coli-
accounnpoBaHHbin 'YC (STEC-HUS, BO3HMKaOWUN
M3-3a lWnra-nogoobHoOro TOKCMHa — MHAyuupyeT
noBpexaeHue aHAoTenus)

BTOpU4YHbIU YC, cBA3aHHbLIN CO 3N10Ka4YeCTBEHHbIMU
HOBOOOpPa3oBaHNAMMU, JfleKapcTBaMM,
ayTOMMMYHHbIM 3aboneBaHueM Unu nHopekuuen



NMatoreHes al'yYC

OnocpenoBaHHbIN KoMMNieMeHTOM atunnyHbin NYC (all'YC) cBa3aH ¢
HapyLweHneM perynsauum anbTepHaTUBHOro NyTn KOMMremeHTa

AnbTepHaTuBHas KoHBepTa3a C3, knoyeBon (hepMeHT anbTepHaTUBHOIO NyTH,
cocTosiLmn B OCHOBHOM M3 C3b u Bb, HaxoanTcsa B COCTOAHUN HenpepbIBHOW
HU3KOYPOBHEBOW aKTUBaLUU

Tpn OCHOBHbIX MHTMOUTOPA XKECTKO KOHTPOSMUPYIOT 3TOT hepMeHT: chakTop H
(FH) (umpkynupyrowmumn 6erokK, KOTopbiu MPUKPENnnsaeTcA K HOpMasibHbIM
aHaoTeNnuanbHbIM KNeTKkamM), MeMOpaHOCBA3aHHbIN 6enok-KkodakTop
MmembpaHbl (MCP), kKoTopble o6a cBa3sbiBaloT C3b, un ¢pakrtop | (FI), kKoTOpbIN
pacwennseTt C3b

fMnepakTMBauunsa anbTepHaTUBHOU KOHBepTa3bl C3 MOXeT ObITb pe3yfibTaToM
MHaKTUBaLUU MyTauum B reHax, kogupyrwuwmx FH, Fl n MCP, nnmn aktuBauum
MyTauun B reHax, kogupyrowmux FB u C3

HekoHTponupyemas aktuBauua KoHBepTa3bl C3 npuBoauT K o6pa3oBaHuUIO
KoHBepTa3bl C5 u pacwenneHntro C5 Ha C5a u C5b

JTO MHULMMPYeET obpa3oBaHMe Ha NOBEPXHOCTU 3HAOTENNANbHON KNETKU
Komnnekca membpaHHon ataku (MAC), LUTOTOKCUYECKON MYNbTUNPOTEMHOBOM
CTPYKTYpbI

UHayumpoBaHHOe KOMMJSIEMEHTOM NOBpPeXAeHNe U akTuBaLums

dHAOTEeJNInaJNIbHbIX KJ1eTOK CI'IOCO6CTBy9T 06pasoBaHmo TpOMGOB n npoueccy
TMA



NMatoreHes al'yYC

['YC, cBsA3aHHbI C OepeMeHHOCTbIO, Takke ABNAeTCA peakum 3abonesaHnem

['YC, cBA3aHHbIN C DepeMeHHOCTbIO, ABNseTcs eanHcTBeHHoM chopmont TMA,
KOoTOopad Hanbornee 4acTo BCTpeyaeTcs (Tpu YeTBepTu criydaeB) B NOCepogoBOM
nepuoge (oo 3 mecaues nocne pogos). OgHako 'YC, cBA3aHHbIN C 6epEMEHHOCTHIO,
MOXET BO3HUKHYTb U BO BpeEMSA BepeMeHHOCTH

HecMoTps Ha TO, YTO MEexXaHu3Mbl accounmpoBaHHom ¢ 6epemeHHocTbo TTMT n MYC
ObINKn BbISICHEHBI, accounnpoBaHHas ¢ bepemeHHocTblo TMA no-npexHemy
BbI3bIBAET CMNOXHblE ANArHOCTUYECKNE N TeparneBTUYeCcKne Bonpochl

C ogHon cTopoHsbl, M3 / aknamncua n HELLP-cnHapoMm, KoTopble BCTpeYatoTCs
ropasgo vaile, yem TTI n al'YC, MoryT nMeTb KITMHUYeCcKne n nabopaTtopHble
ocobeHHocTn TMA, KoTOopble B nogasnsowem 60MbLLINHCTBE ClyYaeB CNOHTAHHO
paspeLuaroTcsd nocrie pogos

C opyron CTOpoHbI, naumeHTbl ¢ al YC, cBAA3aHHbIM C 6epeMeHHOCTbIO (M B MEHbLLEN
cteneHn c TTI1), 4acTo UMEIOT TSHKENYIO rmnepTeHsuto, npotemHyputo n OlNH B
KayecTBe rnepBbIX CUMATOMOB U MOryT ummntuposartb 13 / aknamncuio nnn HELLP-
CUHAOPOM

Bonee Toro, 6epeMeHHOCTb Y NAaUNEHTOK C XOPOLLO oxXapakTepusoBaHHbiM al'YC nnum
TTI moxeT 6bITb ocnoxHeHa TAJA / aknamncuen nnn HELLP-cuHapomom

HakoHeu, TMA MoxeT ObITb cBA3aHa ¢ 060CTPEHMEM ayTOMMMYHHbIX CUCTEMHbIX
pacCcTpPOWNCTB, BKItovasi katactpodudecknn AOC, Bo Bpemst 6epeMEHHOCTU U B
nocrnepogoBoM nepuoge. BoisiBneHne aton noteHumansHom npudnHel TMA nmeet
peLlarollee 3HaYeHne ana peanmsaumm cneundnyeckux MeTooB fievyeHus (BbiCoKme
003bl CTEPONAOB, aHTUKOArynaHThl, Nnasmadepes n uuknodocdamua)



MaToreHe3 TMA (npeaknamncus)

 Bo Bpemsa 6epeMeHHOCTN BO3HUKHOBeHUI0O TMA
MOXeT crnocobcTBoBaTb cneundudeckun eHoTmn
«3HpoTenua 6epeMeHHbIX», ABIAIOLWUNCS
creacTBUEM aHTUAHIMMOreHHOro COCTOSAHUA,
XapaKTepHoro Ans 6epeMeHHOCTU: OTHOCUTESIbHbIN
aucodbanaHc Mexay aHrmoreHHbIM (hakTopoM pocTa
aHpgotenua cocypoB (VEGF) u ¢pakTopom pocTta
nnaueHTtbl (PIGF) n aHTMaHrmoreHHOM pacTBOpMMON
fms-nogobHON TUPO3NHKMHA3bI-1 (SFIt1)

« TMA ssBnsieTcq cnegcreBMeM aktTuBauuu
3HAOTeNManbHbIX KNETOK, KoTopas NpMBOAUT K
HaOyXxaHUIO 3HAOTeNMaribHbIX KJIeTOK U OTCITIO€HUIO
oT 0a3anbHON MeMOpaHbl U B KOHEYHOM UTOore Ao
TpomOoO3a



[Mpeaknamncuga/aknamrncua u
HELLP-cuHgpom

[Mpeaknamncuga/aknamncns n HELLP-cuHgpom npencraBneHbl Kak
BapuaHTbl TPOMOOTNYECKOWU MUKPOAHrMonaTmm

HELLP-cnHgpom BctpeyvaeTtcsa ¢ yactotoun 0,5-0,9%. B 70%
BO3HMKaAET B 3 TpUMeCTpe BepeMeHHOCTU, MOXET BO3HUKHYTb B
TeyeHune 48 4yacoB nocrie pogoB Ha POHE HOPMaASIbHOro TEYEHUS
bepeMeHHOCTH

Y nocnegHeun rpynnbl XXeHLWWH Bbille PUCK pa3BUTUA OCTPOU
NnoYeyHon 1 abixaTesibHON HegoCTaTO4YHOCTU

YpoBeHb MaTepuHckon cmepTtHocTu npu HELLP-cnHgpome
coctaBnsaeTt 0-24%, ocHoOBHbIMU NpudnHamm asnsoTcs OBC-
CUHAOPOM, OTCNOMKa NyaueHTbl, NOCNepoaoBOe KPOBOTEYEHUE U
OCTpasi noyevyHast He4OCTaTOYHOCTb

[lepnHaTanbHaa cMepTHOCTb Bo3pacTaeT A0 37 %, nrnoxomn
nepuHaTtasribHbIN MPOrHO3 CBA3aH C OTCITOMKOM NNaueHTHlI,
BHYTPUMATOYHOW rMNOKCMen n acqouKkcuen, HeJOHOLLEHHOCTLIO U
HM3KOW Maccoun Tena nNpu poXxgeHun



KnuHuyeckasa KapTuHa

KnunHnyeckaa kaptmHa HELLP-cuHgpoma xapaktepusyeTca ObICTPbIM
HapacTaHMeM CMMMNTOMOB M YacTO MPOABNAETCA PE3KUM yXyALleHNEM
COCTOSiHUSA BepeMeHHON 1 Nnoaa

Knaccuyeckasa Tpyuaga CUMNTOMOB NPeaKiaMncum (0TEKU, NPOTENHYPUS,
runepteHsns) npu HELLP-cnHgpome BbisiBnsieTcsa Tonbko B 40-60%
cny4yaes

PaHHUMU KnnHnYecknmn npmsHakamn HELLP-cuHgpoma moryT 6bITh
TOLWHOTa 1 pBoTa (86%), 605nm B anuracTpansHOM obnacTtu 1 B npaBom
noapebepbe (86%), BbipakeHHbIE 0TeKU (67 %)

Hanbonee xapakTepHbiMU NPOABNEHNAMN 3aboneBaHNA ABNSAOTCS
XXEnTyxa, pBOTa C KPOBbIO, KPOBOUINUSHNE B MECTaX MHBbEKLIN,
HapacTawLlasa ne4yeHo4YHass He4OCTaTOYHOCTb

HeBponormquKaﬂ CMMNTOMAaTMKa BKITHOHMaEeT NoJiIoBHYHO bonb, cyaoporu,
CMMMNTOMBbI noBpexaeHnda 4eperHo-Mo3roBbiX HEPBOB, B TAXEJIbIX CllyHaadX
— pa3BUTNE KOMbI

YacTto nabopartopHble nameHeHusi npu HELLP-cnHapome nosiBnsatoTcd
3a40JS1r0 40 ONMUCaHHbIX XKarnob 1 KITMHUYECKNX NPOSIBNEHUN

JTabopaTtopHbiMu Kputepusamm HELLP-cuHgpoma sBnsitoTCs reMonma,
nosbliweHue JIAI oo ypoBHs 600 n 6onee Ea/n, ACT go yposHsa 70 1 6onee
EL/n, TpomBoumnTonenus (100%10°%n n meHee)



KnunHnyeckoe BegeHune nauneHTku ¢ TMA, cBfA3aHHON ¢ 6epeMeHHOCTbIO

* [lpn okazaHun MeaAULMHCKOU nomowm nauneHTkm ¢ TMA, cBa3aHHOM C
GepeMeHHOCTbIO, crneayeT yuYnTbiBaTb BpemMs Bo3HMKHOBeHUs TMA (Bo Bpems
GepeMeHHOCTU N1 B NOCriepooBOM nepuoae), cConyTcTByOLWME CUMNTOMBI,
nabopartopHoe ob6crnengoBaHne NepBon JIMHUU, BEPOATHOCTHAA oueHKa NPUYUH
HacTtynneHna TMA u oGLme xapakTepuUCTUKU 3TOro paccTpomcTBa: BCe 3TH
napameTpbl onpenensiroT nevyeHue. B ngeane 3To nevyeHne AOMKHO NPOUCXOAUTL B
cneunanum3npoBaHHOM LieHTpe

« [mnarHoCcTUYeCKMN U TepaneBTUYECKUN NOoAXOA MOXET OTNNYaTbLCH Y NaUMUEeHTKU C
nepBbIM 3NU3040M CBA3aHHOU ¢ 6epemeHHOCTLIO TMA (Heob6xoaMMOCTbL
yrny6rneHHoMm obcrieqoBaHMKM) No cpaBHEeHUIO ¢ naumeHToMm ¢ uctopuen TTI, alyYC
WM ayTOMMMYHHbIM 3aboneBaHueMm, KoTopble ucnbitbiBaeT peunams TMA Bo
BpemMs 6epeMeHHOCTH

° NMoaxon k TMA, cBsi3aHHOM C 6epeMeHHOCTbI-O, nmMmeeT ABa OCHOBHbLIX NMpUHUUNA.

* [lepBbl# - CPOYHO UCKIHOYNTb UNTU UCKNOYNTb CBA3aHHYI ¢ 6epeMeHHOCTbIO TTI
C NoMoLWbI0 TecTupoBaHna aktTuBHoct ADAMTS13 n3-3a noteHUuManbHbIX
OnacHbIX ANSA XU3HU ocrioxHeHuun TTI

« BTopou - CpOYHO ANArHOCTUPOBATbL CBA3aHHbIN C 6€peMEeHHOCTbLIO KOMMIIeMEeHT-
onocpenoBaHHbIN al'YC, 4yToObI HaYaTb cneundunyeckoe nevyeHue. Ha
CerogHsAILLHNN AeHb He CyLIeCTBYeT HafleXXHOro anarHoctn4yeckoro tecra Ha al'YC,
u al'YC guarHocTupyeTcs nyTeM UCKNKOYEHUS, KaK TOSNIbKO BCe Apyrue auarHosbl
ObININ UCKMIOYEHbI C Pa3yMHOWN KITMHUY€CKOU BEPOSATHOCTbLIO



OCHOBHbIe COCTOSIHUSA, CBSAAI3aHHble ¢ ocobeHHocTAMM TMA BO Bpems
OepeMeHHOCTU U B NOCepoaoBOM nepuoae

TMA onpegensieTca natosiorMyeckMm NnaTTepHOM: HabyxaHue U OTCNOEHUE
9HOoOTENnanbHbIX KNETOK OT 6asanbHOW MeMBpaHbl, TPOMObI B MUKPOLMPKYNSATOPHOM
pycrie 1 B noykax, «4ABOMHOW KOHTYp» BasanbHon MeMbpaHbl KNnybo4KoB U
pacTBopeHune nnm ocnabneHne MesaHrmanbHOro MmaTpukca (MesaHrnonms)

TMA 06bI4HO AnarHOCTUPYEeTCA Ha OCHOBAHUN KIMHUKO-NATONOrM4YeCckon Tpnaapl:
(a) nepndepuyeckada TpomboumnToneHmnsa (Konnyectso TpomdounTo meHee 100
x10°%/n)

(6) mexaHn4yeckada remonmTuyeckas aHemus (remornodbuH menee 10 r/gn, JIAI -
BEPXHUI NMpeaen HopMbl, HeornpegenaemMbln ranTorfiobuH, WNUCTOUNTLI B Ma3ke
KPOBMW)

(c) TpaBma opraHa

TTM - TMA c npenmyuecTBEHHO reMaTosiIormM4eCcKnUmM, HEBPOSOTMYECKUM U
NoTEeHUManbHO cepaeYvHbiM nopakeHmnem. OObIYHO CBA3AHO C MOSTHbIM
HacrneacTBEHHbIM UM UMMYHHBIM AeduumMToM nrasmeHHon aktusHocT ADAMTS13

'YC - TMA c nopaxeHnem rnpemmyLeCTBEHHO NMoYeK N NOTEHUNanbHO
HEBPOSIOrMYECKNM U cepaeUHbIM nopaxeHnem. MoxeT ObiTb CBsI3aH C pasfnmMyHbIMMU
TMNamMn NOBpEXaAeHNs1 aHaoTeNnarnbHbIX KNeTok. ATunmnyHein I'YC BbI3bIBaeTCS
HapyLLleHMeM perynaunm ansTepHaTMBHOMO NyTU KOMMNeMeHTa

'YC moxet Bkntovatb BHeENo4veYHble nposisneHns, a TTI moxeT ObITb CBA3aHa C
cepbe3HbIM NOYEYHbIM 3ab0ofieBaHMEM, MOXET OKa3aTbCs TPYAHbIM PasfiNunTb 3TU
OBa COCTOAHUSA (TOSTbKO MO KITMHUYECKUM NPOSIBIIEHNSIM)



OCHOBHbIe COCTOSIHUSA, CBAA3aHHbIe ¢ ocobeHHocTAMU TMA BO Bpems
OepeMeHHOCTU U B NOCepoaoBOM nepuoae

MNMpeaknamncusa / aknamncusa (M3 / 3) n remonus, noBbileHne (pepMeHTOB

neyeHun u tpomooumntoneHnsa (HELLP- cuHapom)

[13 onpegensieTcs Kak rectauMoHHas rmnepTeH3ns (CUCToNMYeckoe apTepuanbHoe gaBrneHme =
140 mm pPT.CT. n / unn guactonundeckoe aptepuanbHoe aasrieHne = 90 MM pPT.CT.) B COMETAHUM C
= 1 n3 cnegyowmx HOBbIX COCTOSIHUN B cpoke BepeMeHHocTu = 20 Heaenb:

[MpoTennypus

OcTpoe noBpexaeHne rnoyek (KpeatnHUH cbiBOPOTKM = 90 MKMOonb / 1)

ArnaHuH- nnu acnaptatammHoTpaHcdepasa > 40 E/n £ 6onb B NpaBoM BEpPXHEM KBaZpaHTE Unn
anuracTpanbHon obractu XxueoTa

knamncus, NoOMMMO Kputepmes, onpeaenstowmx N3, xapaktepmsyeTca U3MEHEHHbIM
NCUXMYECKMM CTaTyCOM, HapyLLUEHNEM 3PEHUSA, UHCYNBTOM, KITOHUYECKMMKU cydoporamu,
CUITbHbIMMW FOSTOBHBIMWU BOMISIMU N CTOMKME 3pUTENbHbIE CKOTOMbI (BbiNageHue nonen 3peHns)
KonuyectBo TpombountoB < 100 x10°/n, AMCCEMUHMPOBAHHOE BHYTPUCOCYANCTOE
CcBepTbIBaHME, remonma

3agepxka pocTta nnoga, HapylLleHMe KpOBOTOKa B apTepun NynoBUHbI NO AaHHbIM
AonnnepoMeTpumn nnm MepTBOpOXKaeHME

HELLP-cuHgpom cuuTtaetca Yactblo [13 / 3 (Hamnbonee Taxenasa yactb cnektpa 13 / 3)
CuHgpom 13 / 3 n HELLP-cuHgpom cBsasaHbl ¢ gucbanaHcoM MeXay aHrMOreHHbIMU
(MnaueHTapHbINM hakTop pOCTa) N aHTUAHIMoreHHblMn (pacteopuMbln FIt1) doakTtopamu

Ha cerogHawHun geHb cnHapom M3 / 3 n HELLP-cnHapom He 6bin cBA3aH HU C
npuobpeTeHHbIM NN HacneacTBeHHbIM TskernbiM (< 20%) aedomuyntom aktusHocT ADAMTS13,
HW C HacnegCTBEHHOW AMUCPErynaumMen CUCTeMbl KOMMNEMeHTa
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OCHOBHbIe COCTOSIHUSA, CBAA3aHHbIe ¢ ocobeHHocTAMU TMA BO Bpems
OepeMeHHOCTU U B NOCepoaoBOM nepuoae

KatacTtpodunyeckn aHtudpochonunuaHbin cuHapom (KADPC)
onpenensieTcsd BO3HUKHOBEHNEM MOSTHMEHOCHOIO NOSMOPraHHOro
nopaxeHns (rofioBHOrO MO3ra, NoYeK, NErkux, KOXXmM 1 T. 4.) B pesyneraTte
oOLWKMpHOro Tpomb0o3a MENKMUX CocyaoB Ha POHE NEPCUCTUPOBAHUS
aHTUoCcHoONMNUAHbLIX aHTUTEN (BOSTYAHOYHbLIN aHTUKOArynsaHT,
aHTUKapaMonunuH n aHtTutena npoTtus b2-rnmkonpotenHal); ato
0ObI4YHO CBA3AHO C TPOMBOOLIMTONEHNEN N MEXAHUYECKOM
reMonmnTNYeCKon aHeMuen



UHdopmauumsa, nomorarLlas B BeaeHUn nauymeHToB C
TMA, cBA3aHHOU C OepeMeHHOCTbIO

1. KoHTtekcT (M3 / 3, HELLP-cnHapom, Tsaxernoe akyliepckoe
KpOBOTEYEHME), B KOTOPOM BO3HUKaeT TMA, nmeet nepBocTeneHHoe
3HayeHne

2.alYC n TTI1 - pegkne paccTtpoucTaa B LIESIOM 1 BO BpeMsi 6epeMeHHOCTH

3. Cungpom N3 / 3 n HELLP-cuHapom no-npexHemy siBNsitoTCs1 OCHOBHOW
npundnHon TMA, cBa3aHHON ¢ BepEMEHHOCTLIO

4. Ha cerogHALWHUN OeHb HE CYLLECTBYET TECTOB Ana AnarHocTuku al'YC u
HapyLUEHUN CUCTEMbI KOMMNIEMEHTA, a pe3ynbTaTbl FEHETUYECKNX TECTOB HE
TpebyroTcs Anst AMarHoCTUKM B OCTpon dpase. HopmanbHbIe NnokasaTenu
CUCTEMbI KOMMNIIEMEHTA HE UCKITIOYAIOT CBSA3aHHbIN ¢ bepemMeHHoCThI0 al YC;
N HaobOopOT, aKTUBaALMS CUCTEMbI KOMMJIEMEHTA HE ABMAKOTCA CUHOHUMAaMWN C
al'YC, cBsi3aHHbIM C DepeMeHHOCTLIO (BpeEMEHHAs akTUBaLMA KOMMNSIEMeEHTa
MOXET ObITb CIIeACTBMEM MOBPEXAEHNS S3HOOTENUSA)

5. CBA3aHHbIN ¢ bepemeHHocTbo al YC vnu TTT1, macknpyrowminca nog
HELLP, - o4yeHb peakoe aBneHue

6. MNoBbIWEHHbIE YPOBHN OEPMEHTOB NeYeHN B CbiIBOPOTKE KpoBu npu al YC
KpanHe peaku



UHdopmauumsa, nomorarLlas B BeaeHUn nauymeHToB C

TMA, cBsAA3aHHOU C bepeMeHHOCTbIO

7. OTcyTcTBME TpOoMbounToneHnn He nckrovaet al YC, cBA3aHHOIO C
bepeMEHHOCTbIO

8. HELLP-cuHgpom - ato TMA, nopaxatowiasi B OCHOBHOM MeYvYeHb U pexe
NoYKN (Hanbonee 4YacTbiM NOPaXXeHMEM MNoYeK ABNAETCA OCTPbIN
TYOYISAPHbIA HEKPO3)

9. M3 / 3 n HELLP- cuHppom He aBndeTcd npenmyLecTBeHHO
onocpenoBaHHbIM komnriemeHtom TMA

10. CaMmonpoun3BosibHOE U3MEHEHME NOYEYHbIX / reMaTOoNMoOrM4ecKknx
napamMeTpoB B Te4eHne nepsbix 48 4YacoB Nocrne poaoB MMEET peluatoLee
3HaveHune ana nedeHuns TMA, cBa3aHHOU ¢ 6epeMEHHOCTbLIO

11. lNonb3a nnasmadepesa gokasaHa ToNbKo Npy UMMYyHHou TTI,
cBaA3aHHou ¢ gedomuntom ADAMTS13

12. B cnyyae aHypumn (0cobeHHO B KOHTEKCTE MNOCEPOAOBOro KPOBOTEYEHUSA)
criegyeT UCKNYNTb NOYeYHbIM KOPKOBbLIWM HEKPO3 (gonnneporpadus,
MarHMTHO-pe3oHaHCcHas Tomorpadus)

13. bruoncua no4ykun, ecrim 3To BO3IMOXHO, MOXET ObITb NONE3HON ANS
andppepeHumanbHON ANarHOCTUKM MeXay OCTPbIM HEKPO3OM KaHarslbLEeB,
TMA v gpyrmmn npnymHamm oCTpOoro noYeyHoro nopaxkeHums



* Llenb: paccMoTpeTb TAXenble akyLlepcKkue
OCJIOKHEHUS C MO3nLnUM TPOMBOTUYECKON
MUKPOaHrmonaTum

 MaTtepuan u metoabl:

* [1lpoBeneH peTpocrnekTuBHbIN aHanns 90
nctopun poaos (doopma Ne 096/y) KeHLnH ¢
npeakrnamncuen yMmepeHHon N TaXXenowu
CTENEHWN, a TaKKe S NCTOPUN POOOB KEHLLMH
c HELLP-cuHapomom n 1 — ¢ aTUNnUYHbIM
reMOJSINTUKO-YPEMMNYECKUM CUHOPOMOM,
poaopa3speLlleHHbix Ha 6a3e PHIIL «MaTb un
anTta» 3a nepuon 2015 — 2021 rr.



JlabopaTopHbie npusHaku TMA

AHanns 90 nctopum poaoB XKeHLLNH C
npeaknamncuen ymepeHHon n Taxenoun
CTENEHMU:

TpombouunToneHms BoisserieHa B 9 (10%)
cny4dasx

nosblleHne aktmHocTu JIAIN — B 31 (34,4%)
cnydae

COYETAHHOE CHMXEeHUe TPOMOOLIMTOB U
nosblileHne aktueHocTu JIOAIT oTmeyeHo y 7
(7,8%) >XeHLWunH



KnuHun4yeckmne npunmepsobl

(npeaknamncus)
* 13 90 npoaHann3snpoBaHHbIX NCTOPUN POOOB

Krnaccuyeckue nposasneHnsa TMA B nabopaTopHbIX
OaHHbIX Habnoganueb y 1 XeHuwuHbl (34 roga) c
npeaknamncuen Taxxenon crteneHn B 35-36 Hepernb:

* pe3Koe CHMKeHne TpombouutoB go 13x10%/n,
nosbileHne aktmsHocTtu JIAI oo 1324 E/n Ha dooHe
HOPMaJsibHOro YPOBHSA TpaHCaMUHA3, CHUXKEHME
remornoduHa c 123 go 103 r/n 3a oAnH OeHb,
yBenuyeHne ounnpybuHa, otpuuartenobHas npoba
Kymbca

* [1pn aHanu3e TeyeHnsa 6epeMeHHOCTN OTMEeYanoch
YMEPEHHOE CHMXKEHME TPOMOOLMTOB C 25 Hegenb:
ypoBeHb TpombouuntoB 101-144%10%/n



KnnHuyeckue npumepsbl (npeaknamncus)
B aHamHese y nauueHTKn Obina ogHa bepemeHHOCTb 12 neT Hasag,
OCnoXXHUBLLAACA B 28-29 Heaenb TAXKENON NpeaknamMncuen c
TPOMBOLMTONEHNEN TSXKENOM CTENEHN C reMopparniyeckum CUHOPOMOM
(CHWXeHne TpombounToB Ao 18x10%n) u aHemunen (remornobuH 92 r/n) Ha
doHe HopManbHOro 3Ha4YeHnsa TpaHcaMmnHa3

[TauneHTKa 6binla obcrnegoBaHa Ha HanuymMe mytauum U NONMMopPdOU3MOB B
reHax npeapacrnosioXXEHHOCTU: BbISIBNEHbI roMO3urotHasa mytauma ACE
(aHrnMoTeH3unHnpeBpatllatoLero depmeHTa), reteposmrotHad MTHFR
A1298C

Ha npoTtskeHun nocneaHen 6epeMeHHOCTU XeHLLMHA nonyyana dponuesyto
KUCIOTY U Tepanunio HU3KOMONEKYTSPHbIMU renapuHamm

[locne gocpoyHoro pogopaspelleHns B 35-36 Heaerb Ha ooHe
NHTEHCUBHOM Tepanum npeaknamncum, Koppekumum TpomboumToneHun,
TpaHcdy3um C3I1 npomsoLuna HopMmanusauus nabopaTopHbIX NokasaTenemn
N MauneHTKa BbiNMcaHa Ha 8 CyTKM NoCrnepoaoBoro rnepmogja B
yOOBNETBOPUTENBbHOM COCTOSIHUM

Mo>XHO nNpeanonoXnTb, YTO Y AaHHOW NaUUEHTKU MMeEeTCH reHeTUYeCKum
aedekTt, oTBevaoLwmnm 3a aHgoTeENMaNbHO-TPOMOOLMTAPHYIO ANCYHKUMIO, a
6epeMEHHOCTb, Kak BaXKHEULLNIK TPUITEP BO3HMKHOBEHNSA TMA,
cripoBoLumMpoBarna B 2 cny4vyasx pa3BuTue naTtosiorm4eckoro npouecca



KnuHnyeckue npumepsbi
(HELLP-cuHapom)

3a nepuopg 2015 -2021 rr. B PHIL «MaTtb n
aOnTs» ObINn poaopaspeLleHbl 5 NALNEHTOK C
HELLP-cnHgpomom

BoapacT bepeMeHHbIX cocTaBun 28-36 ner

MMT B 4 cny4asix He npeBbliwan 21,1 kr/m?, B
OAHOM cny4yae MMeNio MeCTO OXUPEHne 2
ctenenn (MMT 37,2 kr/m?)

OXupeHune He aBndaeTcs akTopoM pucka
pa3suTna HELLP-cuHapoma, B TO BpeMSA Kak
n30bITOYHAs Macca Terna n OXUpeHue ABMAKTCS
dbakTopamMmu pucka Anga passuTug npeaknamncum




KnnHunyeckue npumepsbl (HELLP-cuHapom)

* [lepBbiMy ObINU poabl Y 2 XEHLMH N3 5, BTOPbIMU — Y 3
XXEHLLMH

Y 3 135 nauneHToK nmern MecTo OTAMOLLEHHbIN
aKyLlepCKUn aHaMHea3:

e y ogHoOu — npeablaywas 6epeMeHHOCTb OCMNOXXHUMACh
HELLP-cuHgpomom B 29 Heaenb rectaymm v
aHTeHaTanbHOW rmbenbto nNnoaa

e Yy BTOPOM — NpepbIiBaHnE rnepson bepemMeHHOCTU No
MeaAULMNHCKUM NMokKa3aHuam B cBA3U ¢ Al Tsxkernoun
CTeneHu, a Takke BTopast bepeMeHHOCTb Y AaHHOW
NaLMeHTKN OCIOXHMNACh Npeaknamncuen Taxenon
CTeneHun B 26-27 Heaenb Ha dooHe Al 3 cTeneHu,
Habnoganacb paHHASA HeoHaTanbHass CMEPTHOCTb Ha 1
CYTKM

°y TpeTbeﬁ NnauneHTKn — npmBblHHOE HEBbIHALLUBaAHUE



KnnHunyeckue npumepbl (HELLP-cuHapom)

* Cpok bepemeHHOCTN Yy naumeHTok ¢ HELLP-cnHgpomom
Ha MOMEHT poAdopa3speLleHnst / npepbiBaHUA
bepemeHHOCTM cocTaBun 21-29 Heaenb (Mo
nutepaTtypHbIM AaHHbIM B cpegHem 33-36 Heaernb), 4To
MOXeT ObITb CBsI3aHO ¢ rocnutanu3auvnen s PHIIL
«MaTb 1 OnTA» BCEX XKEHLUMH C BbICOKMM PUCKOM
OOCPOYHOro poaopaspelueHmns oo 28 Heaernb, a Takke
HanpaBrneHnem Ha IV TexXHOnorm4eckum ypoBeHb
nepuHaTanbHOM NOMOLLM XXEHLLUH ¢ Hanbonee
TSXKENbIMU OCITOXHEHNSIMN DEPEMEHHOCTU

* [OwnarHo3 HELLP-cuHapom B 4 criyyasx Obifi BbICTaBIEH
BO BpeMsi bepemeHHOCTH, B 1 criyvyae Ha 1 cyTku nocne
Maroro KecapeBa cevyeHusa B 21-22 Hegenm B CBA3N C
ToTanbHOW NpeXxaeBpeMeHHOU OTCNOUKOU HU3KO
PACMONOXEHHOU NNnaueHThI



Knaccunyeckaa Tpuapa npeaknamcuu B
KnnHu4eckoun KkaptuHe HELLP-cuHpgpoma

Cayyau AJl, MM PT.CT. Otexkn IIporennypus,
/o
1 170/110 OTCYTCTBYIOT 0,34
2 150/110 OTCYyTCTBYIOT 2,846
3 154/96 [onenent u 9,48
CTOTI
4 200/120 BripakeHHBIC 5,85

OTEKH HUXHUX
KOHECYHOCTEH U

1A
5 200/137 OTCyTCTBYIOT 1

Tpuaoa cumnmomos npeIKaamncuu HadaoANaAch MOabKO 8 2 CAYUaAAX U3 O

HELLP-cunopom moowcem pazeueamvca y owcenuwyun 0e€3 KAUHUUECKUX NPOABTEHUA
maxcenou I19



KnuHnyeckaga kaptnHa HELLP-cuHpgpoma

HaCTOpa>Kl/IBa}OLLI,VIMVI CMMNTOMaMu CTaln.

B 3 cny4asx u3 5 6onu B anuractpuun, npaBom nogpebepbe
pacnuparoLLero xapakrepa, 6onu B rpygHOM oTaere no3BoHOYHUKA

B 2 Cnydadax — ToWHoTa, B 1 cnyyae npucoeguHunach
MHOrokpaTHasa pBoTa

B 1 Criyvae — Habrogannucb neTexmanbHble BbICbINaHUS

Y ogHon 6epeMeHHON KINUHUYECKUMMN NPOSIBIIEHNAMU CTanu
BblpaXXEHHbIE OTEKN HMKHUX KOHEYHOCTEN U nuua Ha oHe
Hekynupyemomn apTepuanbHoun runeptensnn (AL 200/120 mm pT.CT.)

y BTOpOon bepemeHHon HELLP-cuHgpom maHndecTupoBar
TOTanbHOW NpexaeBpeMeHHON OTCTOMKOU HU3KO PacrosioXeHHOoM
nnaueHTbl B 21-22 Hegenu npu nnaHoBOW rocnutanusaumm B
oTaeneHne natonorum 6epemMeHHbIX

B 1 cnyyae nHtpaonepaunoHHO Nocre u3BreyeHna nnoga
Pas3BUSICA NPUCTYN TOHNYECKNX CyaOopOor B TeYeHue 3-4 MUHYT



JlabopaTopHble AaHHbIe

B 4 cny4yasx BbiaBnganacb TPOMOOLNTONEHNSA TSXKENOW CTENEHN: ypoBEHb TpoMbouuToB 14-
50 x 10%n. TpombouunToneHnsa npu HELLP-cuHapome Bbi3aBaHa UCTOLLEHMEM TPOMOOLIMTOB
BCneacTemMe obpasoBaHUs MUKPOTPOMOOB Npu NOBPEXOEHUN IHAOTENNA N NOTPeONeHnn B
npouecce OBC

YpoBeHb remornobuHa 0o pogopaspeLleHus Haxoaunca Ha yposHe 102-129 r/n

XapakTepHo yBenuieHue cogepxanus JI[I B cbiIBOpoTKe, YTO 0OYCOBMIEHO aKkTUBaLNEN
remMosin3a, a Takxe siBfigeTcs npus3HakoM TKaHEBOW rMnokcun. Bo Bcex 5 cny4vasx
Habntoaanock 3Ha4YnTenbHoe nosbiweHue J1AI: 1215-4032 Ea/n

PaspyLueHne apnuTpoumnToB NPMBOANUT TaKKe K YBENTMYEHMIO HEMPAMOro dunnpybuHa, B 3
crnydasix oTMeYaeTcsd noBbleHne obLero ounnpybmHa oo ypoBHsa 52-114 mkmonb/n

HapyLueHne KpoBOTOKa BO BHYTPUNEYEHOYHbIX COCYyAax M3-3a OTIIOKEHNSA B HUX hmbpurHa U
pasBUTUE TMNOKCUM MPUBOAAT K AereHepaummn renatounToB U NOSIBIIEHUIO MapKepoB
LMTONMUTUYECKOrO CMHAPOMA: B aHanunanpyemblix crnydasx AJlT 24-438 Ea/n, ACT 59-772
Ea/n — v cuHgpoma nevYeHoOYHO-KINEeTOYHOM HEAOCTATOYHOCTU: CHUXKEHMIO
BbenokcuHTesnpyroLen PyHKUUN, YMEHbLLUEHMIO CUHTE3a PaKTOPOB CBEPTbIBAHUS KPOBU

B 1 cnyyae Habnoganocb 3Ha4NTENLHOE CHUXEHME cuHTe3a benka — ypoBeHb 0bLLero
©enka coctasun 36 r/n

CHwmXeHne bakTopoB CBEPTLIBAHNSA KPOBU MPUBOANT K MOBbLILLEHMIO KPOBOTOYMBOCTMW.
CHWXeHHbIN ypoBeHb onbpuHoreHa (2,5-3,9 r/n) Habnogancs y 3 KXeHLuH



Ucxoabl 6epeMeHHOCTU U poaoB

ObbeMm KpoBOMoOTEPU NpU onepauun oueHmnBarncs B 4 cnyyasx B
obbeme 500-700 mn, B 1 cny4yae — 1500 mn npu ToTanbHOM
OTCJTOMKE HN3KO PacMnOfOXXEHHOM NiaueHTbl, HO crieayeT OTMETUTD,
YTO NnocrieonepaunoHHbIN Nepmnoa OCNOXHUMCA Y 4 XKEHLLUH
aHeMueun cpegHen cteneHn ny 1— obpasoBaHnem
cybanoHeBPOTUYECKOM reMaTOMbI

[MapannenbHo ¢ pa3sutnem HELLP-cnHgpoma aktmBusnpyetcs
BHYTPUCOCYAUCTOE CBEPTLIBAHME KPOBU U pa3smBaeTcs [BC-
CUHOPOM

[-onmepbl Obinin NOBbIWEHLI B 4 criydasax: B 2 criydasx Ha YpoBHE
1707-2232 Hr/mn, B cniydasx 22620-26000 Hr/ms. 3Ha4uuTernbHoe
NoBbILLEeHNe KOHLUeHTpauun [-ommepoB MOXHO pacLeHUTb Kak
passutmne OBC-cnHgpoma

B 2 cnyyaax Habnoganocb HapyweHne oyHKLMN NoYek:
yBenuyeHme moyeBuHbl o 15,1 mmonbe/n, kpeatnHuHa go 119
MKMOIb/I



Ucxopobl 6epeMeHHOCTU U poaoB

OcHosononaratowum B riedeHnn HELLP-cuHgpoma siBnsoTca 4ocpoyHoe
poaopaspeLleHme nyTemM onepauum KkecapeBa Ce4YeHuUs, a Takke
BOCMOJSIHEHNE 0OBbEMA LUMPKYITNPYIOLLIEN KPOBU N BOCCTAHOBIIEHNE
MUKpOLMPKYyNaumn, npodunaktuka n 6opsba ¢ ABC-cnHaopomowm,
«rOPMOHasibHada peaHMMmauua» rMIOKOKOPTUKOCTEpOMAAMMU, NUKBUOALNA
aHeMnu N TPOMBOLMTONEHNN

HELLP-cnHgpom xapaktepusyeTcs BbICOKOW NepuHaTanbHOW CMEPTHOCTLIO.
HebnaronpuaTtHbIn nepuHaTanbHbIn UCX04 0ObIYHO CBSI3aH C
HeJOHOLLUEHHOCTbIO, OTCITOMKOW MiaueHTbl, BHYTPUYTPOOHOW MMNoKCcuen un
acdukcmen. B Habntogaembix criydasix — 1 6epeMeHHON BbINOSIHEHO Manoe
KecapeBoO ceyeHue B 21 Hegento, B 2 cny4vyaax u3 4 y HOBOPOXAEHHbIX
perncTtpupoBanacb HeoHaTanbHaa CMepPTHOCTL Ha 9 1 16 cyTku

brnarogaps cBoeBpeMeHHOMY poaopaspeLLEHNO N KOMMIIEKCHOMY FNTeYEHUI0
HELLP-cuHgpoma, BCceM XeHLuHaM Oblfia coxpaHeHa penpoaykTnBHagd
YHKUNSA 1 XKEHLWMHBI BbINKN BbiNMCaHbl JOMOW Ha 7-21 CyTKK
NoCrnepoaoBoro nocrneonepawmoHHoOro nepmoaa



KnnHnyeckum cnyvyam (HELLP-cuHapom)

[TaymeHTka M., 31 roa, HOPMOCTEHUYECKOrO TESTOCIOXEHUS,
MMEET OTArOLLEHHbIN aKyLlepCKn aHaMHe3: nepeas
bepemMeHHOCTb ocrnoxHunacbe HELLP-cnHaopomom B 29
Hegernb DepeMeHHOCTM U aHTeHaTarlbHOM rmbenbto Nroaa,
MUKPOAHrMonaTn4eckom reMmosinTu4eckon aHemMmen c
BblpaxXeHHOW TpombouuTtoneHnen, IBC-cuHgpomom

N3 akcTpareHuTanbHbiX 3aboneBaHnUin MMEKTCA XPOHUYECKNIA
nnenoHempuT, Nponanc MUTpPanbHOro KrnanaHa c
MUTpParibHOW peryprutauymen 1 cteneHun, cCUHOPOM
pasgpaXeHHOoro KMLeYyHuKka, XpPoOHNYEeCKUN racTpoayO4eHUT,
XPOHUYECKUN TOHIUIUT

Bo Bpemsa 6epeMeHHOCTU KeHLMHa obcregoBaHa Ha ADC-
CUHOPOM — OTpULATESNIbHO, HAa NoAUMOPdU3MbI N MyTaL UK
reHOB npeapacnosioXXeHHOCTU — MyTaund reHoB B
romo3urotHomMm BapuaHte — ACE, PAI-1, B reTepo3nroTHOm
BapumaHte — F1, MTHFR, eNOS, VEGE, Ha3Ha4yeHa Tepanus
HU3KOMOJSEKYNAPHbLIMU renapuHamm



KnnHnyeckum cnyvyam (HELLP-cuHapom)

* Y naunmeHTKn otMmeyanacb TPoOMOOLNTONEHUS C
8 Hepenb 6epemeHHOCTU — 130%10%/1, ypOBEHb
TpoMOOLMTOB BClO OEPEMEHHOCTbL BapbupoBar
oT 145 go 76x10°/n, naymeHTKa HeEOQHOKPATHO
KOHCYNbTUpOBaHa Bpa4voM-rematosiorom, B 16-
17 Hepgenb bepeMeHHOCTM NPon3BeaEeHa OTMEHA
HagponapuHa Kanbuusa Npu CHUKEHUN
TpombounToB Ao 85%x10°/n, nocne 4ero
Habnganocb BPEMEHHOE YBENUYEHNE
TpombouunToB Ao 140x10%/n



KnnHnyeckum cnyvyam (HELLP-cuHapom)

B 16 Hegenb oTMeyvarnoch npexogsuiee
yBenunyeHmne rneyeHo4Holx dpepmeHToB — ACT 67
Ea/n, AIIT 97,8 En/n

* B 26 Hepgenb bepemeHHasa noctynuna 8 PHILU
«MaTtb 1 anTa» ¢ xanobamm Ha bonesHeHHoe
MOYeuncrnyckaHme n noaBrieHne neTexmm

* [Npun noctynnenun ALl 120/80 mm pT.CT., OTEKOB
HeT, 6enok B moye 0,31 r/n, Ha KOXXe MMeroTCcS
MernKoTo4YeYHble eONHUYHbIE NMeTexuu,
remMaToMbl NOCNE UHBEKLUN, TPOMOOLUTDI
35x10°/n, remornoodwuH 117 r/n, 1A 844 En/n,
ACT 26 Eao/n



KnnHnyeckum cnyvyam (HELLP-cuHapom)

Uepes 2 gHA y bepeMeHHOM NosiIBUNNCL pacnuparoLime donu B
npaBoM nogpedepbe, obuas cnaboctb, nosblilweHne AL ao 150/100
MM PT.CT., 6enok B Mo4ye 2,86 r/n, OTEKOB HET, UMEIOTCHA NeTEXNN Ha
KOXEe KOHEYHOCTEN, rpyau, XXNMBoTa, YpoBEHb TPOMBOLMTOB
cHmauncsa go 19 — 14 x 10%/n, 6GunmpyobuH ysenuuuncs ao 24
mkmonw/n, J1IAI 1899 Ea/n, ACT 121 Ea/n. AJNT 98 Ea/n,
remornoduH 119 r/n, oaHHbIE remocTasmorpamMmmbl B npegenax
HOPMbI

[Mpu yNbTpasByKoOBOM UCCHeaoBaHMM Nroga 1 AonniepoMeTpumn
BbISIBIIEHO HapyLLUEeHMEe MaTO4YHO-NNaLeHTapHoro Kposotoka 1 A
CTerneHun, No cpeaHEeMO3roBo apTepumn — CTaaus LeHTpanuaaumm

BoicTaBneH anarHo3: bepemeHHoCTb 26-27 Hepgenb. [1peaknamncus
Tskenou creneHn. HELLP-cuHapom. XpoHuyeckad
doeTonnaueHTapHas He4oCTaTOYHOCTb. XPOHUYEeCKas rmrnoKcus
nrnoga. OAA (HELLP-cuHgpom B aHamHese B 2012 roay,
aHTeHaTarnbHas rmbenb nroga, onepnpoBaHHad MaTka).
XpOoHun4ecknn nnernoHedpuT, pemmccud, HedoponTo3 crnpasa.
XPOHMNYECKNWN racTpoayodeHUT, peMuccud. XpoHNYeCKUn
TOH3UNUT, PEMUCCUS



KnnHnyeckum cnyvyam (HELLP-cuHapom)

bepemeHHass LOCPOYHO poaopaspeLleHa NyTeM onepauunm
KecapeBa ceveHus, poaunca pebeHok 790 r, ¢ OLEeHKOM Mo LwKane
Anrap 5 6annos / NBJI

[o onepauun npoBogunach rmnoTeH3nBHas U cegaTBHasa Tepanus,
NyribC-Tepanusa rmKoOKOpTUKOCTEPOnaamMmn, TpaHcysusa
TPOMOOLMTHBIX KOMMOHEHTOB KPOBU 6 103

[Nocne onepauumn ¢ Lenbo UMMYHOMOAYMNSALNK BBEAEH
MMMYHOINoOYyNH YenoBeka HopMarnbHbIA ANt BHYTPUCOCYANUCTOrO
BBeAeHUS

B nepBble 2 cyTOK nocne onepauun Habnganacb TeHOEHUNS K
HopManm3aumm ypoBHS TpoMbounToB (74*10°/n), ne4eHOYHbIX
doepmenToB (AJIT 55, ACT 86 Ea/n), npotenHypum (0,509 r/n), B TO
XXe BpeMsi 0TMe4arocb YCUITIEHME MUKPOAHTMonaTUyeCKon
reMonMMTUYECKON aHEMUN: TeMOrnNobuH cHU3KuNca go 75 r/n,
nosisurcs cBoboaHbIn remornoduH B kposwu (0,09 r/n), J14I 1400
En/n, nponsBegeHa TpaHCcy3ns 3pUTPOLUNTHBIX KOMMOHEHTOB
KpOBU



KnnHnyeckum cnyvyam (HELLP-cuHapom)

* B oTnnyme oT npeaknamncum n akrnamricum,
CUMMNTOMbI KOTOPbIX OObIYHO DOLICTPO NCYE3atoT
nocne pogopaspewieHnda, npyn HELLP-cuHgpome
MUK remoninsa Habntogaetcs Yyepes 24-48 4
nocne pogoBs, YToO TPeDyeT npucTaribHOro
MeOULMHCKOro HabrogeHus 3a XXeHLWUHOW
nocne pogopaspeLleHmnsi, UHTEHCUBHOW Tepanuu
N HepeaKko NOBTOPHOW TpaHCy3un
SPUTPOLINTHBLIX KOMIMOHEHTOB KPOBWU

 HeobxoanmMo OTMETUTb, YTO JAaHHOW NaumneHTKe
c Asymsa annsogamu HELLP-cnHapoma
PEKOMEHJ0BAHO NiaHnpoBaTb OBEPEMEHHOCTb C
NOMOLLIbIO BCNOMOraTesnbHbIX PENPOAYKTUBHbLIX
TexHonormm (cypporaTtHoro MaTepuHcTBa)



Knnuunyeckumn cnyyvanm (allYC)

[MauneTka b., 24 roga, HOPMOCTEHNYECKOIO
TENOCNOXeHNs 3abepeMeHeria caMoCTOATESIbHO
MOHOXOpUarnbHOU TPUaMHUOTUYECKOU TPONHEN,
bepeMeHHOCTb nepBas

3 akcTpareHnTanbHbiX 3aboneBaHnin y nauneHTKu
NUMEET MECTO MUOMUSA BbICOKOU CTEMEHUN, NEPBUYHbLIN
rMNoTMPEeO3 Ha PoHe XPOHNYECKOro TUpeouanTa

3a bepemMeHHOCTb npubasuna 15 kr, oanH pas
Haxogmnacb Ha cTauuMoHapHOM feyYyeHnmn B 31-32
Heaento No NoBoAY YrpoXarLnx npexaeBpeMeHHbIX
poaoB, beccumMnTOMHOW BakTepmnypum

B 32 Hegenn 1 geHb gocTaBrieHa MaLlMHOM CKOPOW
NOMOLLN C HA4YaBLUMMUCS NpeXaeBpeMeHHbIMU poaamu,
N3NNTUEM OKOMOMNSOAHbIX BOM, OKPaALLUEHHbIX KPOBbIO.
JTaBopaTopHble nokasaTenu Npu NOCTYNNeHUn B
npenenax HopMbl



Knnuunyeckumn cnyyvanm (allYC)

 bepemeHHas poagopaspelleHa B 3KCTPEHHOM
nopsake B CBA3M C YaCTUYHOWU
npexaeBpeMeHHON OTCIIOMKOU HOpMarbHO
PACMONOXEHHOW MIaueHTbl U KPOBOTEYEHUEM,
POANNUCH XUBbl€ HEQOHOLLUEHHbIE OETU (Maccou
1470,0, 1420,0 n 1810,0, BCe ¢ oueHKon no
lwkarne Anrap 6/BJT)

« Obwasa kposonoTteps 1100 mn, ¢ uenbto
BOCMOJTHEHUA DAKTOPOB CBEPTLIBAHUS KPOBU
BbirnonHeHa TpaHcdy3ua C3I1 B oobeme 600 mn



Knnuunyeckumn cnyyvanm (allYC)

B TeueHne nepBbIX CYTOK Mocrne pogopaspeLleHns pa3Buncs
cumntokomnnekc TMA: pe3koe CHMxXeHne remornobmnHa go
ypoBHSA 88 r/n ¢ npusHakamMm MMUKPOaHrMonaTn4eckoro
remosninda (nosbiweHue yposHa JIAI o 1929 Ea/n, cHuxkeHne
rantorfiobnHa, nogBneHne Wn3ounToB), TPOMOOLUTONEHUS
(81x10%/n), ocTpoe noBpexaeHne NoYek ¢ aHypuen,
apTepuanbHasa rmnepTeH3nd, NPU3HaKy NopakKeHUs neyeHu,
nerkux, cepgua

B 1 cyTkn nepeBeneHa B otaeneHue peaHnmaumm MHIIL,
XUPYpPrun, TpaHCnnaHTonorum n remaTtosiormm ¢ guarHo3om
alyC

[TlpoBoannack guddepeHuymanoHaa gmarHocTtuka c TTI1,
HELLP-cnigpomom, ADPC, CKB

TTI1 ncknroyeHa (yposeHo ADAMTS13 - 40 %)
HELLP-cuHOpOM UCKIMKOYEH KIMTUHUYECKN
ayToaHTUTeNna oTpuuaTtesribHble



KnuHunyeckum cny4yam (al'yYC)

[lpoBOAUNUCH BLICOKOOOBLEMHLIE CeaHChI Nradmadpepesa ¢
yepenosaHnem nHpyasnn C3l1, cumnTomaTnyeckasa tepanugd
apTepuanbHOU rmnepTeH3nn, aHTudbakTepuanbHasa Tepanus
No NoBOA4Y cerncuca HeyCTaHOBMIEHHOIO reHesa

Ha gooHe nevyeHunsa cocTtosgHne naunueHTKn
cTabunusnpoBarnoch: reMmonuns KynmpoBaH, BOCCTaHOBUMNACh
BOOOBblAeNUTENbHasaA PYHKUUA MOYeK, HO nokasaTesnu
a30TeEMUU OCTaKTCH BbICOKMMU, TPEDYETCH NPOLAOIHKEHNE
remogvanusa B UHTEPMETTUPYIOLLEM pPeXnme

KoHCcunnymom pekoMeHOoBaHO NMpUMeEHEHNE
MOHOKIOHanNbLHOro aHTutena Kk C5 KOMNoHEHTY KOMMMeMeHTa
— 9Kynu3nmaba



3akKknro4yeHue

* BaXXHenwum Tpurrepom K pasBuUTuio
TPOMDOTUYECKON MUKPOAHTMOMNaTUN ABNSIETCSA
bepeMeHHOCTb

 Bcem 6epeMeHHbIM C BbIABNEHHOW
TpoOMOOLIMTONEHUEN B COMETAHUN C
reMoriMTM4eckon aHemmen Heobxogmmo
ycTaHaBnMBaTb UM Uckn4yaTtb gnarHos TMA

« CBoeBpeMeHHada anarHoctuka gaHHou
naTtosiorMm UMeeT KonoccalnbHOoe 3Ha4YeHne B
BblOOpE TakTUKN BeAEeHUS OAaHHbIX NaUuUeEHTOB U
No3BONdeT NpeaoTBpaTUTb MaTEPUHCKYHO
CMEPTHOCTb N CHU3NTb BEPOATHOCTb
HacTynfeHns TepMnHanbHOU NoYe4yHOU
He4OCTaTO4YHOCTU



3aknro4vyeHue

OCHOBHOW 3aga4ven KNUHULMCTOB, KOTOPbIE CTONKHYIUCH C
ocTpon kaptuHon TMA BO Bpems DepeMeHHOCTHN, ABNSAETCS
ondpdepeHumanbHasa guarHoctmka mexay al'YC, TTl1, KA®C,
npeaknamncuen nu HELLP-cuHgpomom, onpeaenstoLlas
TaKTUKY JIeYEeHUs N NPOrHo3

B TeueHune nepBbIX AHEW O0MKHa BbITb NpoBedeHa
andppepeHumanbHasa guarHocTuka

B cny4ae npeaknamncuun/aknamncmm n HELLP-cnHgpoma
npusHakm TMA ObICTPO perpeccupyoT nocrne goCpoYHoro
poaopaspeLleHns n NpoBeaeHNUA MHTEHCUBHON Tepanuu

[Tpn noareepxaeHun TTI1 nnasamoodbMeH npogormkaeTcs B
BuAe nnasmadoepesa

[1pn noctaHoBKe amnarHo3sa al YC MmoXxeT ObITb Ha3Ha4vyeHa
Tepanmsa aHTU-C5-MOHOKITOHaNbHbIM aHTUTENOM
(3kynunsymao)



BNATOOAPHO 3A BHUMAHUE!

Ivan.kurlovich@gmail.com




