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dusnonornyeckme N3MeHeHus nNpum
0epeMeHHOCTU

» dusnonormnyecknin rmapoHedpos, dbonee
BblpaXXE€HHbI C NPaBON CTOPOHDI

* BbI3BaHHOE NporecTtepoHoM paccnabneHue rmaakom
MYCKynaTypbl MOYETOYHMKA

» CoasrneHne MOYETOCHUKA BCreacTBme YBEJTMYEHUA MaTKun

* YBenunyenme CK® go 50%
* YBenuueHue cepae4yHoro Bbibpoca
* IKpoBOTOKa B rnoyke
» HopmanbHasa 6epemeHHocTb: |Cr B cpegHem Ha 0.4 mr/gn

* YpoBeHb Cr 0.9 1 Bblilie MOXET yKa3blBaTb Ha Hanvyune
3aboneBaHuns Novek
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BepemeHHOCTb Yy nauneHTok ¢ 'H

» dusmonorndeckoe yBENNYEHNE IKCKpeumnmn oenka
* YBenunyeHHaga CK®

« tlMpoHnLaemMocTb rmomepynsapHon 6azanbHoOM
mMeMObpaHbl

+ [anbHenwee yxygLleHne y nauneHTokK C
npoTenHypuyekuMu 3abonesaHNsMU NOYeEK 1
yBenuyeHnem npoTenHypum B 3-M TpumecTpe

* bepeMeHHOCTb BINAET HA UMMYHHYIO CUCTEMY
* IameHeHne 6anaHca Th1/Th2 ¢ nonapusaumen Th2

« | KneTouHo-onocpenoBaHHbI UMMYHUTET, KOTOPbIN
MOXeET ObITb BpeAeH AN annoreHHoro nnoja

* 1 MNpoaykuunsa aHTuTen
* ? AyTo-aHTUTENA

a0, « CKB: 60r1e3Hb XeHLWH JeTOpOAHOro Bo3pacTta

vy
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OencreBne 6epeMeHHOCTU Ha
npeacyLecTeyrowne 60ne3Hn nNoyek

* Hanbonee 3HauMmaga geTepMmHaHTa
NnporpeccnpoBaHns NoYe4HOU
HEeQOCTaTOYHOCTU — PYHKLUNA NMOYEK B
MOMEHT 3a4aTus

* BO3aMOXHbIe conyTCTBYOLWME PaKTopbI
 [MnepTeH3nd
« T MpoTenHypnsi BO BpeMst GepeMeHHOCTM
* IHgbeKumss MOYEBbIBbLIX NyTeN
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OencreBne 6epeMeHHOCTU Ha
npeAacyuwecTByrowme 60ne3Hn no4vekx
MNMporpeccupoBaHne NOYE4YHON HEA4OCTAaTOYHOCTHU

» OTcyTCcTBME NOBOYHBLIX 3G EKTOB Npun
Cr<1.4 mr/an (124 uyM) n HopmarnbHom Al
« T nporpeccuposanue npu Cr >1.4 mr/an (124 uM)

» Cr >3.0 mr/gn (265 pM); npekpalleHune
bepeMeHHOCTUN U MaTepUHCKas CMEPTHOCTb

* Ponb ocHoBHOro 3aboneBaHus
« CKB/Bon4aHo4yHoro Hegputa
* B pemunccmn B TeveHnn 6 mec.
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BepeMeHHOCTb U BONMYaHOYHbIN He(hpUT

* 31 roa, CKB B TeueHun 10 ner,
6 Hegenb bepeMeHHOCTH

* B aHaMHe3e 2 HeBbIHaLLMBaAHUA, 2
Tpombo3a rnybokmnx BEH, UHCYIbLT

* AHTUdochonNunMaHbIN CUHAPOM

* [1o 6epeMeHHOCTN NpUHUMana
NpeaHN30MOH, NNaKBEHWN, KyMaanH
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BepeMeHHOCTb U BONMYaHOYHbIN HehpuUT

* OTME€Ha KyMaaunHa, rnjiiakBeHusia

* HayanbHas Tepanus
» JanstenapuH 13,000 U
* AcnnpuH 81 Mr exxeaHEeBHO

* [TlpogormxkeHune Jlabetanona B CBsA3N C
rmnepToHnen

» 12 Hea. 6epeMeHHOCTU: oabllika, 6onu B
rpyan

L/ T ~

v KT TP. KIETKN: «CTapbln» TpoM6b
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BepeMeHHOCTb U BONM4YaHOYHbLIN He(hpUT
(BH)

» OTpuuartenbHbIn pesyneraT Jonnep-Y3U
HUXXHUX KOHEYHOCTEN

* YcyrybrieHne npoTenHypumn, runepTeH3nu,
Crl.6
ncxogHbiv - ¢ 1.0 mr/an

* HedbpoTnyeckum cnHgpom
» broncus novkn: membpaHo3sHbin 'H

* [MpegHn3ornoH go 60 wmr, NnakeeHun

HauyuHas ¢ 200 Mr-aBaXAabl B -AeHb

rmaaamwimmiarzi [SASAS AR LA A)] HIJUII\HIJI H\JI L] =4
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AM: membpaHo3HaaA HechponaTua npu
CKB
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bepemeHHoCTbL Npu BH

» 3 HEOENM CNYCTS: B MPUEMHOM OTAENEHUN
obBHapyxeHa ofblLlKa

» OcTtaHoBKa KpoBoobpalleHusi, apdekTnBHaS
peaHumauus, nepesegeHa B KNuHUKY Mano

* MHTYBGUpoBaHa, cegauns, passunacbh
ONnunrypusi, He oTBevaroLast Ha ONYpPETUKN,
neperpyska o0 bemMom

* [loTpeboBanack 3amecTuTenbHaga Tepannsg
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BepeMeHHOCTb U BOMMYAHOYHbIN
HedhpUuT

» HauaTa lN3[1T, notpeboBanock BBEAEHNE
Ba30MNpecCcopoB, NynbCbl CTEPOMOOB

« [lokymeHTUpoBaHa rubens nnoaa

* [lonoXxuTenbHbIN anHOS-TECT (TeCT Ha
CMepTb MO3ra), nogaepxmsatoLLas
Tepanusa npekpaileHa

2 OCHOBHbIE NpobnemMbl
* Puck obocTtpeHus Hedputa
* PUCK MaTtepuHCKON CMEPTHOCTU
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BepeMeHHOCTb U ob6ocTpeHue CKB

* VlccnegoBaHus cpaBHEHMS CO CyvasiMu
KOHTPOIS

* He HangeHo pasnuuns mexay 6epeMeHHbIMU U
HebepeMeHHbIMY xeHwnHamm ¢ CKB: y 40% He
6bINo yBenu4eHnsa aktTuBHoCTH; y 20% yxyalleHve
dyHKUMKN noyek

Tandon et al: Arthritis Rheum, 2004

i npOCI'IeKTI/IBHbIe nccecnegoBaHmaA

* KOHTpOJ‘IbZ NnauneHTKn B Ka4eCTBE KOHTPOI14 ONnd TON
Xe rpynnbl n H66€peMeHHble NauneHTKn;
yBEJTIMYEHNE aKTUBHOCTU 3aboneBaHus npu
6epemMeHHOCTH

Petri et al. Arthritis Rheum. 2004
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BH n matepuHckass CMepTHOCTb

* WccnepoBaHne nutepatypsbl 3a 1962-2009 rr.
MaTepuHckasi cMepTHOCTb Y naumeHTok CKB n BH B
TeyeHve 6 Hefernb nocre poaos

» 17 cmepTen B 13 nccnegoBaHnax
* NHdekunn 41.2%, n=7
* AKTMBHOCTb 3aboneBaHus 29.4%, n=5
» JleroyHasa ambonus 11.8%, n=2

» Kapagmomuonatus, accoummpoBaHHas ¢ 6epeMeHHOCTbIO;
HaAno4Ye4YHNKOBas He4OCTAaTOMHOCTb M3-3a BHE3aMNHOM
OTMEHbI CTEPOUA0B; N HEUHEATUPULMPOBAHHBLIE NPUYUNHBI,
n=1 kaxxgas (no 5.9%)

Ritchie et al. Lupus, 2012
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BH n matepuHcKkass CMepTHOCTb

 Bce cnyyan maTepuyHCKON CMEPTHOCTM
Habnganu y naunMeHToK C akTUBHOW cTaaunen
CKB 1 BH

* AKTMBHOCTb 3a60n1eBaHNSA/OCNIOKHEHNSA U
OonopTyHNCTN4ECKMNEe VIH(*)eKLI,I/Il/I, TaKne Kak
unTomerasioBmpyc n KPpUNTOKOKK, ABJTAKOTCA
ABYyMA OCHOBHbIMU MNMPpnNYnNHamMmm CMEPTHOCTH

* [1lpeacraBrneHHble CBNOETENLCTBA
nogaepKmeatoT HeobXxoaMMOCTL Bblbopa
BpeMeHn 6epeMeHHOCTM B 3aBUCUMOCTHU OT
akTnsHoctn CKB6 n ocmotputensHoe
NCroNb3oBaHNE NMMYHOCYNPECCOPOB Y

o 6epeMeHHbIX NnauneHToK
v

BH n matepuHckas cCMepTHOCTb

» Bce 910 nogaepxmBaeT COBPEMEHHbIE
pekoMeHaaumm, 4To 3abonesBaHne OOSTHKHO
ObITb B HEaKTUBHOM hbase 3a >6 Mec. A0
3ayartus

* OTO MOXET CHU3UTb 4acToTy OCNOXXHEHUN,
BKI1lo4ada MaTepmUHCKYO CMEPTHOCTb, 13-3a
aKTUBHOCTU 3aboneBaHus

* OTO MOXET TaKXe CHU3UTb UCMOSIb30BaHNE
arpeccuBHOW MMMYHOCYMPECCUBHYIO Tepanuu,
N TeM CaMbIM CHU3UTb YaCTOTYy
OnNMNOPTYHNUCTUYECKUX UHPEKLMN N CBA3AHHOMN

C HUMU CMEPTHOCTU
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Cucrematnyeckum o63op n meta-aHanus
ucxopa AnAa nnoaa

37 nccnepgoBaHu 1,842 naumeHTokK

Meg, aGoprss 5o n 2,751 6epeMeHHoOCTEN

CnoHTaHHble abopTbl 16.0
MepTBOpOXaAEHHBbIE 3.6

HeoHatanbHasi CMEpTHOCTb 25

3agepxka BHYTPUYTPOGHOro 12.7
passuTusi :
Heynaunasi 6epemeHHOCTb 23.4
MpexaeBpeMeHHble pombl 394
0 10 20 30 40 50

OcnoxHeHnns anga nnoga (%)

Smyth et al. cJASN, 2010

Cucrematnyecknm o63op u meta-aHanums
pe3yrnbratoB 6epemeHHocm Aansa matepu
37 nccnepoBaHuin 1,842 naunmeHTokK
%0 - n 2,751 6epemeHHoCTEN
25.6
25 A
2R 16.3 16.1
% 15 -
10 A 7.6
5 -
0.8
O6ocTpeHve lunep- Hedbput Mpe- Aknamncus
CKB TeH3us Oknamncusa
OcnoxHeHnsa ans matepu
Smyth et al. cJASN, 2010




BH n npe-aknamncus

* ccnepoBaHne PROMISSE - Predictors of
pRegnancy Outcome: bioMarkers In APLA
Syndrome and Systemic lupus Erythematosus

e 250 6epemeHHbIX naumeHTok ¢ CKB n/unu
aHTuTENnamu K dpoconunuaam

» 3 Benka perynupytowmnx komnnemeHt — MCP, CFl n
CFH — y 40 naumeHTOK C npe-aknamrncuen

* [eTeposnrotHole mytauum y 7 (18%) n3 Hux

* bepemeHHocTb nposounpyetr TMA y XeHLMH
rpynnbl pycka ns-3a HapyLeHUin CUCTEMBI

KoOMMJieMeHTa
Salmon et al. PLos Med, 2011
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Pa3nunyHble gnarHosbi

O6ocTtpeHmne CKB/BH vs. npe-aknamncusa/HELLP cuHgpom
KnunHnyeckue YyepTbl

Mpe-3knamncus HELLP OGocTpeHue

KomnnemeHT Het Het [a
TpombouuToneHus Het [a [a
HewTtponeHus Her Het Oa
AKTUBHbIN OCTaTOK
(3puTpoumMTapHbIe LUNNHAPLI) Her Het Oa
[pyrvie opraHHble NopaxeHus Her Her fa

MonoxuTenbHas ceponorus

Ha CKB Het Het [a
MnepteH3ns>140/90 mm Hg fa Her 10-15% W ga, v HeT
Cr>1.2 mr/an Het o 10% [a

[NoBblILLEHHbIE NEYEHOUHbIE

Na
wavo PEPMEHTLI le
cuN]quD P

vy




OunddepeHumanbHbIN anarHo3 o6ocTpeHus
CKB/BH v npeaknamncun/HELLP
Guoncusa NoYku

* MokasaHa ecnn nabopaTopHble JaHHbIE
ANArHoCTUYECKN HE 3HAYUMBbI

* lMpoBeaeHne ee 6e3onacHO y NAUMEHTOK C aeKBaTHbIM
KoHTponem Al n HopManbHbIMU NapaMmeTpamu
Koarynauuu

» HacTtoTa oCrnoXHeHU ognHakoBa o CpaBHEHUIO C He-
6epemMeHHbIMK
Day et al. NDT, 2007

* He pekomeHayeTca Ha cpoke >32 Heferlb
GepemMeHHOCTH

* OndppepeHumanbHbI AnarHo3 Mexay rnpeaknamncuen
PE/HELLP (neyeHue - pogopaspelueHnem) n M'H

d8r  (MMMmyHoOcynpeccus)

JleueHue BH npu 6epemeHHOCTH

» CTepoungpbl
* A3aTMONPUH, TMOPOKCUXIOPOXUH (NNIakBEHNIT)
* LinknocnopwuH, Takponmmyc

 LluknodpocdaH, mnkpodeHonars! -
NPOTMBOMOKa3aHbI

* KoHTpons Al

* NAlN®, GPA npoTrBONOKa3aHbl, BbI3biBAOT
aHoOManun NnoYek u ckeneta

 ATeHonon, 3agep)xka BHyTPUyTPOOHOro pasBuTus
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MukodeHonatbl (CenncenT) npu
OepemMeHHOCTHU

Le Ray et al. Obstet Gynecol, 2004

MAYO
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BepeMeHHOCTb Y NauUeHTOK C
npeacywecteyrowmmmn CKB,BH
« bepeMeHHOCTb NpoTMBONOKas3aHa nauueHTkam co
BTOPUYHbIM ADC 1 MHCYNbTaMu B aHaMHe3se
* CypporatHasa matb?

* AKTBHbIM BH — OTHOCUTENBHOE NPOTMBOMNOKa3aHne
Ans 6epeMeHHOCTH

* Pemuccusa He meHee 6 mecsaueB;
>12 mecaues

« OCTOPOXHOE WCMOb30BaHNe MMMYHOCYNPECCOPOB

» KoHcynbTHpoBaHne 0o bepeMeHHOCTU U
10pOa0BbI MOHUTOPUHT
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Mpenaraemble naGopaTopHbie aHanNU3bI

KoHcynbsTupoBaHue 4o 6epeMeHHOCTH u/unu nepBbii BUSUT BO
BpeMsi 6epeMeHHOCTH

AHanums moun

Onpegenexve 6enka B Move

e OTHoweHve Genok/kpeaTuHWH, onTMmManbHoO 6enok B Moye 3a 24 yaca

MonHbIN aHanus KpoBwu

OnpepneneHue KpeaTMHWHA NnNas3mbl

AHTUTENa K hocchonunuaam

AnTuTena k SSA/Ro n SSB/La

e Ecnu HangeHbl, exeHegenbHoe onpeaeneHne cepauebuennin nnoda c
16-24 Hepenu 6epemMeHHOCTU 1 fanee o 32 Hegenu

AHTUTEna k gBorHon cnmpanu AHK

MpoBeauTe uccnegoBaHWs KOMNeMeHTa

AHanma epmMeHTOB nNeyYeHn

ExemecsiyHo

AHanus moun

Onpegenexuve 6enka B Move

OnpegeneHve KpeaTuHVHA nnasmbl

o Ecnu nepeyncneHHble aHanusbl He HopMarnbHbIe, NOMNyYnTe Cepornorunio
1 NPOBEAWTE U3YyYEHNE KOMMIIEMEHTa; pacCMOTpUTE BOMPOC O Guoncum

noykn Ha 32 Hepene 6epemeHoCTH * llononHuTeneHele
aHanusbl MoryTt
Kaxabin TpumeTcp* notpe6oBaTbCs B
MonHbIn aHanus KpoBwu 3aBMCUMOCTM OT
AHnTuTEna k gsycnupansHon JHK aKTMBHOCTY 3aboneBaHusi u
n npotekaHua 6epeMeHHoCTn
Hposeaite neereaoBatits KOMAREMEHTa

M Mcenenosanue dyHKUMM NeYeHu (Ans NauneHToK Ha asaTtnonpuHe)

TpomboTunyeckas MUKpoaHruonaTua u
0epeMeHHOCTb

» 43-roga, nepeasi 6epeMeHHOCTb, ABOWHS,
noctynuna Ha 33 Hegene 6epeMeHHOCTU 13-3a
HapacTalLWKMX OTEKOB U CHUKEHNSA KONM4YecTBa
MOYN

* J1ab. paHHble: AST 636 en, ALT 398 ea, LDH 1288
en, Cr 2.7 mr/gn, TpoMboumTOoneHns

* DX: HELLP cuHgpom. CpoyHoe KecapeBo ceyeHue

» [emMopparnyecknin LLOK, MHOrOYUCIIEHHbIE TpaHChy3uu,
TpOMBOUNTBI, CBEXE3AaMOPOXEHHAA Nna3ma,
nnasmadepes

* Buoncuga noykn: TMA
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TpomboTnyeckas MUKpoaHruonaTusa u
6epeMeHHOCTb
CBeTOBasi MMKpockonusa

CLINIC

TpomboTnyeckass MUKpoaHrmonaTusa u
0epeMeHHOCTb

* YpoBeHb ADAMTS 13 45-68%, HopmMarsibHble
C3, C4, CH50, dakTtopbl H 1 |, oTcyTCTBYIOT
aHTuTena K gpaktopy H

« OTpuuaTernbHbl aHann3 Ha MyTauum
* [loNOXWUTENbHbLIA BONMYAHOYHbIN aHTUKoarynaHT

* Ha noctosiHHOM [[]; oLleHMBaeTCcs BO3MOXKHOCTb
TpaHcnnaHTaumMm noYvkm

CLINIC
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TpomboTnyeckas mukpoaHruonatus (TMA)

n 6epeMeHHOCTb

TMA

- TTP

Atypical HUS

Severe

preeclampsia

HELLP

|

CLINIC

ATnnyHebin NYyc

* N36bITOuHas akTuBauus C3 KoHBepTasbl

anbTepHaTUBHOIO NyTU akTuBauuun
KOMMNieMeHTa BeAeT K NopaXXeHnam,
BbI3BaHHbLIM KOMMJ1EMEHTOM, MMaBHbIM
obpasom, sHAoTeENMarbHbIX KINETOK

* [lpnobpeTeHHble aHTUTENa K dpakTopy H

* KOHCTUTYKUMOHanNbHbIE, HEeaKTUBUpYyoLme
MyTauuun B paktopax H v | unu B
MeMbBpaHHOM KOodhakTopHOM bGernke

* AKTMBMpPYIOLLIME MyTaLMKN B reHax,

koampyowmx daktopbl B n C3 (KOMNOHEHTLI

MAYO
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Wwﬁ C3 koHBepTasbl)

SPOTNENER [
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ATnnyHein NYcC

o ATnnyHbIn 'YC-He cBA3aHHbIV C LWura-
TokcuHOM ['YC obycnosneH mytaumamun B
reHax, kogupyrowmnx 6enku, BoBne4YeHHble B
anbTepHaTUBHbLIN MYTN aKkTUBaLUN
KOMMIIeMeHTa

* AnbTepHaTUBHLIN NYTb UHULUUPYETCSA
CMOHTaHHO

» GaKkTOpbI, CBA3AHHbLIE C NSIa3Mon 1 MemMbpaHoW,
KOTOpble JayH-perynmpyoT NX akTUBHOCTb:
dakTop H, daktop I, MeMBpaHHbIN
KObakTOpHbIN Benok, 1 pacnag-yckopsitoLmm

weo  PAKTOP

CLINIC

AtnnnyHbin N'YC, accoumMmpoBaHHbIN C
0epeMeHHOCTLIO

* ATunuyHbin NYC y 100 B3pOCKbIX NauneHToK
» AccounnpoBaHHbIN ¢ bepeMeHHOCTLIo, N=21

79% pa3sBuricd nocne poaos

YmepeHHasa Tpombouuntonenms (>100K in 40%)

bes HEeBPOJIOr’M4ECKNX CUMNTOMOB

Buoncusa noyvkm (8/21): TpoMObI B apTepuonax u
Kanunnsapax, «4BOVHbIE KOHTYPbI», Me3aHIMonNmnaunc

MyTauum reHoB ansTepHaTUBHOIO MyTN aKkTUBaLUum
komnnemeHTa y18 n3 21
» 76% - TXIH npw nocnegytowem HabnogeHnn

Fakhouri et al. JASN, 2010
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AtnnnyHbin 'YC, accoummpoBaHas ¢
0epeMeHHOCTLIO

* [1o kpanHen mepe 1 6bepemeHHocTb o YC,
n=35

* MyTauun anstepHatnBHOro nytun: y 26/35 (74%)

* AHOManuu komnnemeHTta, n=44 (18+26):
notepu nnoga (4.8%) v npe-aknamncna (7.7%)

* [NocnepogoBon 'YC MOXET ObITb CBSA3aH C
noTepen nnaueHTapHbIX perynsatopHbiX 6enkos,
KOTOpPblE€ KOMMNEHCUPYIOT NOBLILLEHHYHO
aKTMBaLUMIO KOMMIIEMEHTA M3-3a
HacneACcTBEHHbIX MyTaLumn

Fakhouri et al. JASN, 2010
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OuddepeHunanbHbIN AgUarHos:
PE/HELLPvs. TYC/TTN
Mpe-Oknamncus | IYC TThN
Bpewmsi Hauana KoHel, 3ro nocrneponoBoW 2-oi and 3-un
TpUmMecTpa
MoueuHas HeobblyHOe 00bI4YHO MUHUManbHas unm
HeQoCTaTo4HOCTh oTcyTcTBYyET
Mo4eyHbIVi NporHo3 BOcCTaHoBneHve | 75% 1XIMH YOOBMNETOBPUTENBH
bl
Hesponoruyeckue NpUCYTCTBYIOT MUHUMarnbHbIe UNKU | JOMUHUPYIOT
npu3Haku OTCYTCTBYIOT
Hwuskoe conepxaHve npucyTcTByeT npucyTcTByeT npucyTcTByeT
TpomboumToB (HELLP)
OBC npucyTCTBYyET OTCYTCTBYET OTCYTCTBYET
HapyweHnne npucyTcTByeT oTcyTcTBYET oTcyTcTBYET
PYHKUMOHAmNbHbIX
Ne4eHOYHbIX TECTOB (HELLP)
AnbTepHaTUBHBIA MyTb | NPUCYTCTBYET npucyTcTByeT oTcyTCTBYET
KOMMnemMeHTa (HELLP)
Mavo | | ADAMTS13 Cnaboe no oTcyTCTBYET TSXKENbI
cpeaHero
e
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BepemeHHOCTbL U naumeHToKk ¢ M'H
Pe3rome

* XOpOLUWNK MPOrHO3: PEMUCCUA, HET
NPOTENHYPUN NN apTepuanbHOn
rmnepTeH3nn (UNn KOHTPOJSIMpPYyeTCS
rnekapcTsamm)

» TwaTtenbHbI MOHUTOPWH,
MYnbTUANCUMNIIMHApPHAA KoMaH4a

* CDaKTOpr pucka OCNOXXHEHUN 6epeMeHHOCTI/I
« { CKo
* [MnepTeH3uns
* HedppoTnueckasa npotemHypus
» AktnBHaa CKB/BH

%+ AHTUOCHONUMUAHBIN CUHOPOM
v
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