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Yro o6bwero mexkay HELLP-cuHapom n alyC

e HELLP-cuHapom npuHagnexut K rpynne TMA. B HeOCNOXHEHHbIX C/y4yaax ero
MOHO  paccmaTpuBaTb  KaK  cneumpuyeckyro  «nedyeHouHyo»  TMA,
acCoUMMPOBAHHYIO C bepemMeHHOCTbIO

e Mopdonornyeckne mameHeHms B nedyeHn npu HELLP-cuHapome nO/AHOCTbIO
COOTBETCTBYIOT FMCTONIOrMYECKOU KapTnuHe TMA; B NoYKax npu 3TOM NPU3HAKU
MOMepPYNAPHOro 3HA0TeNIno3a, CBOWCTBEHHOTO npesK/saMmncun n
paccmaTpmBaemoro Kak ocobaa gopma TMA

* (CpoOKu pasBuUTuHA:

HELLP-cuHapom alyC
B /0% cny4yaeB pa3BMBaeTCA B B /9% cny4aeB pa3BuBaeTCca nocne
nopoaosom rnepuoae, Ho B 30% POAOB (B CPOKM OT HECKO/IbKUX CYTOK
BO3MOXHO pa3BuUTUe yepes 24-48yac. A0 4x Mec), HO MOXKeT
nocse poaos MaHudectnpoBatb 1 Bo lI-Ill TpumecTtpe

Fang CJ. BJH 2008, Lynch AM et al. Am J Obst Gynecol 2008, Girardi G et al. ] ExpMed 2006, Fakhuri F et al. CJASN 2012,
Owens MY et al. Transfus Afer Sci 2013;48:51-57




YacTota nopa)XeHnAa neyeHU npu akywepckom alYC (cobcTBeHHble

AaHHbIEe)
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HELLP- cuHgpom

Kopomuaesa 10.B., Kosnosckaa H./1. 2016
Sagava N., Kariya M., Kanzaki H et al. Obst. Gynecol., 1985




CpaBHUTENbHaA KIUHUKO-NabopaTopHana XapaKTepUCTUKaA
HELLP-cuHapoma un akywepckoro al'yC

HELLP-cuHapom AKyLIepcKnm
alyC

MUWKpOaHrMonaTnyeckmnm +++ +++
remonaus
TpombouuntToneHms +++ 4+
TMA neyeHun +++ ++
OMr 3-15%, 100%,
yMepeHHoe TAXKenoe
JdHAOO0TEe/IN03 ++ +++
[NOH ++ +++

YacTtoTa Al 80% 80-100%



[eHeTU4yeCcKMe BapunaHTtbl, accounnposaHHble ¢ HELLP-cuHagpomom u alyC

HELLP-cuHapom alyc

[eHeTUYeCcKne BapuaHThI [eHeTUYecKne BapuaHThl

dakTop H (CFH) dakTop H (CFH)
[eH rnoKoKopTuKomaHoro peuentopa (GCCR)

dakTop I(CFI) dakTop | (CFl)
Monumopousm Bell SNP

leH Tonn-nogobHoro peuentopa-4 (TLR-4) dakTop B (CFB)

MyTaumm B reHax perynatopHbiX 6e/KoB cMCTEMbI KOMMNIEMEHTa NPeApPacnonaratoT K PpasBuTUIo
npeaknamncun. U3 40 naumMeHToK C Npesknamncmein, KoTopbiM 6b110 BbINOJIHEHO reHEeTUYecKoe
nccneposaHue, y 7(18%) obHapyKeHbl reTepo3nroTHbIe MyTaLMM reHOB KOMMNAEMEHTa, Npuyem B 5
cnaydaax — mytaumm reHa MCP

"\__ Salmon JE et al. PLoS Medicine 2011 >
A-670G

leH ¢akTopa cBepTbiBaHMA V (FV Leiden) C3

A304V nonmmopdumam membpaHHoro kodpaktopHoro npotemHa(MCP) MembpaHHbI KodaKTOpHbIN npoTenH (MCP)
Memb6paHHbINM KodaKTopHbIU npoTenH (MCP) Memb6paHHbI KodaKTopHbIN npoTenH (MCP)

Jane E. Salmon et al., PLoS Medicine, 2011; M.M.bamwowuH. KnuH.Hegpponozausa 2-3, 2015



Ponb akTMBauuu/aucperynaumm KomniemeHTa npum akywepckom alryc,
HELLP -cuHgpome n npeaknamncuun/aknamncum (M3/3).

na/3 alrycC
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AKkTusauua/pucperynauma KomniemeHTa

F. Fakhouri.Transfusion and Apheresis Science,2016



B3aumopgeincTtBMe myTaumii B reHax CMCTemMbl KOMnJieMeHTa ¢ paKTopamu BHeLWHeW cpeabl

dakTop H (CFH)

¢dakTop B (CFB)
KombuHup. daktop | (CFl)
C3

nsonup. CFl
KombuHup. MCP
NONOXUT. aHTN-CFH —
aHTUTena

oTp. aHTU-CFH —aHTUTENa
nsonunp. MCP (CD46)
noAMMoOpPOU3MbI
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MNauneHTtKa K., 23 roga, r. Manrobek, NHryweTtus.
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KOMMnieMeHTa HOCTb 39-40 Heg,
T 3. Py4yHoe oTtaeneHune
HELLP- nocnega
CUMHAPOM?

4. KpoBoTeyeHue

[1narHo3: ATUNUYHbINA FEMONUTUKO-

. 5. AMnyTauma maTkum
ypemuyeckun cuHapom. Cencuc.




Ucxoabl HELLP-cuHpapoma m al'yYC

_ HELLP-cuHpapom AKywepckuu alyYC

OunHamunka nocne pogos [lMonoxutenbHas Het
OTpuuaTenbHan
[loYyeyHbIN NPOrHos3 GYHKUMA NoYeK 75%
BOCCTaHaB/MBaeTCA TEPMUHA/NIbHAA NOYeYHasn
MNONHOCTbIO HEeA0CTAaTOYHOCTb
MaTepuHcKas 0-1,1% 27%  (n=26)
CMEPTHOCTb

Sibai BM, Ramadan MK, Am J Obstet Gynecol. 1993 Oct;169(4):1000-6
Fakhouri F, Vercel C. Clin J Am Soc Nephrol. 2012 Dec;7(12):2100-6.



NcTopua 3aboneBaHus

2015r.
NMauueHTtKa 30 ner, r. Kanyra

B 2009 r. 1-aa 6epemeHHOCTb (N).

AHaMHe3 n maHudecTaumsa 3aboneBaHuUg:;

HacToswasa bepeMeHHOCTb BTOpas.

HakaHyHe po,u,o
05.02.2015 Ha cpoke 37-38 Henenb
CaMOCTOSATENbHbIE CPOYHbIE POAbI

(pebeHok 2300 r., 48 cm)

* Yyepes 2 yaca nocne poaos xanobbl Ha
ronoBHYy0 6orb, 0osb B anuractpun; Al
150/100 mm.pT.cT., 1Y 2,5 r/n

06.02.2015: ronoBHasa 60nb, XXENTYLWHOCTb,

ymeHblieHne gnypesa, AL 140/90 mm.pT.CT.

2016 .

MauueHTKa 35 ner, r. CbiIKTbIBKap

B 2014 r. 1-aa 6epemeHHOCTb (N).

AHamHe3 n maHndectaumna 3aboneBaHmA:

HacToauwan 6epemeHHOCTb BTOPas.

15.02.2016 Ha cpoKe 36-37 Hegenb Kanobbl Ha

r0JIOBHYIO 60/1b, TAXKECTb B 3NMUracTpum,
334EP*KKY MOYM.

Mpu ob6cneposaHnn: npotennHypusa 4,9 r/n,
Al 150/90 mm.pT.cT.

19.02.2016 : pogopaspelwieHne nytem

KecapeBa ceueHuAa, kposonotepa 600mn.

AnarHos: HELLP-cuHapom?



JlTabopaTtopHaa AUHAMMKA

JleueHune JleyeHune

* exkegHeBHble MHPY3umM C3IM no 270mn * exxeaHeBHble MHPY3um C3IN no 750 - 1200mn
e 3 ceaHca membpaHHoro naasmadepesa c e TpaHCcPy3ma 290 mn ap.macchl.
obmeHom no 800mn nnasmol * Tpomb6omacca 300 +500 ma.

* MHPY3MOHHaA Tepanua * MHDY3MOHHAA Tepanua

e TpaHcPy3una 290 mn ap.macchl.  meTunpes 500mr 8\8 4 AHs

e meTunpe 500mr 8\B 4 AHA * K/IeKCaH

°c12.02.15-T4 ec25.02.16-T1

06.02.-12.02.2015 19.02.-25.02.2016

femornobun (1174105 r/n remorno6un (11081 t/n
TpombouuTbl 198 -|18-68 Tbic. B MK/ TpombouuTbi| 172- (44-80 Thic. B MKA
nar 654 EO/n nar 5549 EO/n

AT 31701-60  EA/n AT 1600496  Ef/n
Buanpybun |179+15  mkmonb/n Buanpybun | 22— (11 mkmons/n
KpeatuHuH | 171 + 653 -1020 mkmonb/n KpeatHnH | 84— ) 560 mkmon/n

—/

[1narHo3: aTUNUYHbIN FTEMOJUTUKO-YPEMUYECKNM CUHAPOM?




ADAMTS 13 >10% T
KpeaTnHuH >200 mkmonb/n —
/ N
./
/7 \
AN /
ANA, aHTn-AHK-aT; — C ADC
aK/, BA, anTtu-BrMl-ar;
AN /
OTcyTCcTBME NONOXUTENBHOM HELRRACHHOpOM
OVHaMUKKU Nocrie pogopaspelleHusd

ATUNWNYHbLIN reMOJSIUTUKO-YPEMUNYECKUN CUOPOM




[MauneHTKa 30 ner, r. Kanyra, 2015 .

12.02.15 pe3koe yxyaLleHue COCTOAHUA: MPUCTYN TOHUKO-KINOHUYECKUX Cyaopor, noTeps
CO3HaHUA, akpouuaHOo3, pe3kasi ogbllluKa
» KT ron. mo3ra: 6e3 o4aroBbIX U3MEHEHUN.
» P-rpacpus nérkux: nHTepcTuumnanbHbln OTEK, 2-CTOPOHHMIA TMAOPOTOPAaKC, NOAO30PEHMNE HA MHEBMOHUIO.
o OXO-KI: 3HaunTenbHaa NeroyHas rmnepTeHsns, gunarauns Nnpeacepan,

* Y3 cocynoB BepXHEN NEBON KOHEYHOCTU: TPOMBOGNIebUT MegmanbHOM N/KOXKHOW BEHbI FTIOKTEBOW
SIMKM Ha NpOTsSKeHun 10cm.

Hb 101 r/n dnbpnHoreH 4,2 r/n

Tr 100 TbIC. B MKN [-oumep 3,3 MKr/mn
ANT 51 EO/n MpoTtenHypua 0,9 r/n

ACT 60 EO/n QpuTtpountypusa 100 B n/3p
Bunnpybun 27 mkmonb/n nar 755 EQ/n
KpeatunHnH 885 — 1020 mkmon/n ADAMTS-13 116%

« Havato nevenne '
13.02.15: koma, OTek nerkmx, HOCoBoe KpoBoTeveHue, bonbHas nepeseaeHa Ha VBJI

 [10 XXM3HEHHbIM MOKa3aHUAM Ha4YaTo JIEYEHME IKYNIM3YMaBOM

[narHos: atTunn4HbIN reMoNUTUKO-YPEMMNYECKNN CUHOPOM



AnHamuKa B xoae UHAYKLUUOHHOU Tepannm 3KyIMsymabom
( K 6.03 npoBeaeHbl 4 NHDY3UM nNo 900mr)

15.02. [lpekpauweHa MBJl, oTme4yeHO HapacTaHue gnypesa

16.02. [wuypes 2,5n/cyT; cO3HaHWE NOAHOCTbIO BOCCTaHOBUIOCH

17.02. bBbonbHaA aKTUBHA, obcay*KmBaeT ceba camoCcToATE/IbHO

C 20.02. lNpekKpaweHo neyeHune [

6.03 BbinncaHa Jomon B yA0BAETBOPUTE/IbHOM COCTOAHUM:

[emaTo/iIorMyecKkme nokasaTtenu B Hopme. KpeaTUHUH CbiIBOPOTKU 116 — 87 mMKMOANb/N



CoctosiHue nocne 1,5 net neyeHnsa skynnsymabom.
CeHTabpb 2016T.

= [layneHTKa 340p0Ba

femornobuH, r/n | ToomGouutsl, |Kpeatnnuw, |46 EA/n | AcT, EO/A | ANT, EQ/N
x10° MKMOb/N

132 285 68 105 12 10

" MyTaumu, accoummpoBaHHble ¢ pa3sButnem al'YC, He BbIABNEHDI.
" [IpUHATO pelleHne 0 NPeKpaLLeHUn Tepanmm aKyIn3ymabom



MauneHTKa 35 nert, r. CbikTbIBKap, 2016 T.

flata He, r/n Tp, x10° | Cr, MKMmoOnb/N nar, ea/n AcT, EQ/n AnT, EQ/n Bunnpy6ux mr/an
20.02 81 44 146 5549 1576 1600

21.02 73 55 242 2074 810 442 22

22.02 93 73 415 1482 288 399 19

24.02 118 100 520 1079 102 185 15

25.02 110 80 560 67 96 11

KT : 1ByXCTOPOHHUI rnapoTopaKkc. lmaponepukapa. Atenekras S5, cnpasa,
rmnoBeHTUNAUMSA, 6a3anbHbIX OTAEN0B 0O0UX NETKUX. ACLMUT.

Yepes 6 YacoB Noc/sie NePBOro ceaHca reMoAnanmsa - KIMHUKa BHYTPUOPIOLWHOTO
KpoBoTeyeHus (6oan B kunsoTe, wok, Al 80/60), nporpeccnposaHue NOH

e [IpoBoAMMAA UHTEHCUBHAA Tepanua He 3bdeKTUBHA
e Yepes 3 yaca: cmepTb NAUUEHTKHU

[Mo AaHHbIM BCKPbITUA UCTOYHUK KPOBOTEYEHUS He HanaeH. aHHbix 3a T3JIA, OHMK Her.

[narHos: atTunn4yHbIn reMoSIMTUKO-YPEMUNYECKUN CUHOPOM
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3aKkn4YeHue

Arywepcknmn al'YC moxeT maHudectnposaTtb npusHakamm HELLP-
CMHAPOMA

Ecnn y naunMeHTKM ¢ ycTaHoBAEeHHbIM gnarHo3om « HELLP-cnHapom»
CBOEeBpeMeHHO HavaTaA aAeKBaTHaA Tepanua He NPUBOAUT K perpeccy
CMMNTOMOB B TedeHue 48-72 yacos, cneayetr TPaHCPOPMUPOBATb
anarHos B al'YC

[lobasneHue K TpagnumoHHomn Tepanumn HELLP-cnHapoma C3T1
no3sosseT 4obutbca 6onee HGbICTPOro perpecca CMMNTOMOB B Cy4ae
N30/IMPOBAHHOIO NOPAXKEHMA MEYEHMN U CNACTU XKU3Hb XKEHLMHbI NPU
TpaHchopmaumm 3abonesaHma B al'YC



Cnacubo 3a BHUMaHue |



	Может ли аГУС манифестировать HELLP-синдромом
	Количество ежегодно верифицированных диагнозов акушерского аГУС (n=26)
	Что общего между HELLP-синдром и аГУС 
	Частота поражения печени при акушерском аГУС (собственные данные)
	Сравнительная клинико-лабораторная характеристика HELLP-синдрома и акушерского аГУС
	Слайд номер 6
	Роль активации/дисрегуляции комплемента при акушерском аГУС, HELLP -синдроме и преэклампсии/эклампсии (ПЭ/Э).
	Слайд номер 8
	Слайд номер 9
	Исходы HELLP-синдрома и аГУС
	История заболевания
	Лабораторная динамика
	Слайд номер 13
	Слайд номер 14
	      Динамика в ходе индукционной терапии экулизумабом �( к 6.03 проведены 4 инфузии по 900мг)
	Состояние после 1,5 лет лечения экулизумабом.�Сентябрь 2016г.
	Слайд номер 17
	Заключение
	Слайд номер 19

