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alYC

XpoHu4yeckKkoe cucteMHoe 3aboneBaHue
reHeTU4eCcKou npmpoabl, B OCHOBE ero
NIeXXUT HEKOHTpOoNiupyemasi aKktuBauums
arbTepHaTUBHOIo NyTU KOMMJIMMEHTA,

npuBoasias K TPoMOoTUYEeCKoun
MUKPOAHIrMonaTum U NopaxxeHutro
COCyAo0B MUKPOLUUPKYNATOPHOro pycna



Y10 n3BecTHO Konneram o TMA?

* Taxenoe 3aboneBaHue

* 470-T0 Tam C cocyaamm (Maum ¢ nouKamm?)
* OyeHb pefkoe
* JleyeHne manomoCTynHo

MblI Takux 60NbHbIX Beb HE BCTPETUM?




Onpeaenexue

TpomboTuyeckas mukpoaHruonatua (TMA)—ocoObin TUN NopakeHus
MErKNUX CocyaoB, NMpu KOTOPOM pa3BMBaETCA NX TPoMOO3 1 BOocnarieHme

COCYAMCTOM CTEHKM. S © @ o |

>
D v OO /7“@
* KnuHuyeckas kaptuHa TMA: |, — = =
<+ TpomMBOoLMTONEHNA (Yvcro TPOMGOLMTOB <150,000 / mm? nrn
CHWXeHOo B npegenax 25% oT ncxogHoro, otpaxas notpebneHue)

** HeMMMYHHBLIN MUKpOaHrMonaTM4eCcKuim reMonus

(HemmmyHHaa Kymbc- HeratnBHasg remonutuyeckaa aHemus, CeobogHbin
remorriobmH nnasmel 1, FantornobuH |, bunnupybuH, ocobeHHo Henpsimon 1

CJ 4 1, wnsoumtos B nepndepmnyeckon Kposu)

+ MWlwemunyeckoe nopaxeHue opraHoB ( nouku, LIHC,
CCC, XXKT n gp)

+McTonormyeckas kapTMHa

noBpeXxaeHue cocyaoB, OTEK 3HAOOTEeNIMaNbHbIX KNEeTOK, pacluupeHue
cy63aHaoTenManbHOro NPOCTPaHCTBa, OKKIHO3UA NpocBeTa cocyaa,
UwIeMUus opraHoB U TKaHen



Knaccudpukaumna TMA

BTtopunyHble TMA

- HELLP-cuHgpowm, npe-

/aknamncus

- CucremHasa kpacHas

BONYaHKa

- KA®C
3noKa4yeCTBEHHbIE OMyX0osun
BAY, rpunn HIN1
JlekapcTBEHHO-
obycnosneHHaa TMA
MeTunmarnoHoBas aumgypus
TpaHcnnaHTaums
NoHnsnpytoLlee nanyyeHme

L | [




OCHOBHbIE MPUYMHBI Pa3BUTUA
ccTeMHblX TMA B akyLepcTBe

TTI: Taxensiit gecuuyT akTvBHOCTH
ADAMTS13 (25%). ®akTop dhoH
BunnepaHia He paclyennseTca, Npusoas k
Yp&3MEpHOIt arperauun TPOMBOLTOR

HELLP: sapuant cucremuoi TMA ¢
MPENMYLLECTBEHHBIM MOpaXEHHEM NEYSHH,
BapVaHT TAXENO MpeaKknamMmcui

al'YC.: reHetudeckuit fechekT ecTeCTBEHHbIX
MHrMBUTOPOB NPUBOAUT K XPOHHYECKON,

HEKOHTPONMPYEMON aKTUBALWUK KOMMNEMEHTE,
BbI3bIBaRA HENPEPbIBHOE NOBPEXAEHNE

3HOOTENMOLNTOB W arperaunko TpomGoLuToB

KA®C: antudocdonnnuasbie aHtutena
NPUBOAAT K dyNbMUHaHTHOH TMA ¢
nopakeHuem Gonee 3 opraHoB 1 CUCTEM

Adapted from Karpman Lakarfdningen. 2008; 105:1008-1101.
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Llenb aKkTMBaLMKM Kackaga KOMNNEeMeHTa B HOpMe

3alluTa OT NaToreHoB

9 oCHOBHbIX Benkos 1 3 UHrMbuTopa




BpoxageHHoe pacno3HaBaHWe «CBOW» — «4YXKON»

Ceoll ' BbICTPOE AelCTBIE BPOXAEHHOTO UMMYHUTETA
eou HeobXxoduMo, T.K NPUOOPETEHHOMY UMMYHUTETY NS
‘Iy}f(Oﬁ 0becneveHus 3alluTbl TpebYeTCs HECKOMbKO AHEN

*  «He cBOW» CTPYKTYPbI AOMKHbI ObITb YHUYTOXEHDI 683
NOBPEXIEHNS «CBOMXY

e
Q 0 - CTpaTel'MFI 1: pacno3Hatb YyXepodHble KNETKH, yToObI

paspyLLnTh

— Crtparerug 2. pacnosHatb COOCTBEHHbIE KNETKW, YToObI
3aLUTUTL

+ Cneuvndomyeckasn 3awmta cobCTBEHHbIX CTPYKTYp cneno
paspyLLaeT BCe Yyxue

O 0 + MoXeT Np1BeCTI K ayTOpeakTUBHOCTU Np AechekTe
O 0 pacno3HaBaHus
<DQ

* /cnonb3yeTca TONLKO ankTepHATMBHBIM MyTeEM
komnnemeHTa u NK-knetkamu

§ S.Jokiranta




Oco0eHHOCTN aKTUBaLMK dllbTEPHATUBHOIO NMyTKU KOMMNJIEMEHTa

Bcerna BKNoYeH Ang odbecneyeHns OLICTPOro UMMYHHOTO OTBETa
[puCyTCTBYET BO BCEM OpraHu3me

BbICTPOE YCuneHre Be4eT K MOLLHON W eCTPYKTUBHON UMMYHHOW peaKLmui

ECTECTBEHHbIE MHMMOUTOPBI KOMMIEMEHTA

[lepXaT akTUBaLMK NOA KOHTPOMEM U NPeaoTBPaLLaloT HEKOHTPOMMPYEMYH)
aKTVBaLMO

Koma MHFMGMTOpr HE pEiGOTaI'OT OO0ITXHBIM DGPGSOM, cucTemMa KoMmnremMeHTa
OCTaeTCA XPOHNYECKN HeKOHTpDﬂMpyeMOﬁ

— VIHMLMMpPYIOTCA MOLLHbIE JECTPYKTUBHbIE 8yTOPeaKTUBHbIE MPOLIECCHI

— [ToBpexeHHbIe CTPYKTYPbI MOTYT YCUNNBATD aKTVBALIMIO, 3aMblKas «MOPOYHbIA KpYry

. Tpmrrep HE HYXEH, HO Pa3findHble akTUBaTopbl MOTYT NOBbILLATb aKTUBHOCTD



EcTtecTBeHHblE MHIMOUTOPBLI TPEDYIOTCA ANns

JlekTnHoBBIN NYTb Knaccuyeckumn nyTb AnbTepHaTUBHbBIN MYTb

C3 + H,O: Bceraa aKT. (XpoHUY.)

YcuneHune ( EcTecTB. MHIMBUTOPBI:
N ®daktop H, I, MCP

anpeHc MMMYHHbIX KOMIMJIEKCOB

Mukpo6GHasa oncoHusauums

Cnabsbit

L c
aHagurnomokcuH C3a [ : '\’ .C3b TpomGomogynuH l
I

l C3-KOHBeETa3a '
\' C5-KOHBeETa3a l
G5

NMpokcumanbHbIN

‘4 C5b g c7
c8 _.
c9 b -
Cha C5b-9 (Mem6paHo-
. aTaKyloLWMi KOMMeKc)
MolwHbIM aHadUNaToKCUH T T AT T
XemoTakcuc

NMpoBocnanuTenbHbIN
AKTMBaUus TPOMGOLMTOB
AKTMBaLUs NeMKoOLUTOB

MpoBocnanuTenbHbIN
AKTUBaUunSA NEeNKoLUTOB

dHpoTenunanbHas dHpooTenuanbHas
aKTMBauua aKTuBauus
MpoTpom6oTHyeckmit MpoTpomGoTnueckun

Nutepatypa: 1. Zipfel PF et al. Vaccine 2008;26(Suppl 8):167-174. 2.Figueroa JE, Densen P. Clin Microbiol Rev. 1991;4:359-395. 3. Walport MJ. N Engl J Med. 2001;344:1058-1066. 4.
Rother RP et al. Nat Biotechnol. 2007;25:1256-1264. 5. Meyers G et al. Blood. 2007;110:abs 3683. 6. Hill A et al. Br J Haematol. 2010;149:414-425. 7. Hillmen P et al. Am J Hematol.

2010;85:553-559. 8. Parker C et al. Blood. 2005;106:3699-3709. 9. Hillmen P et al. N Engl J Med. 1995;333:1253-1258. 10. Nishimura J et al. Medicine. (Baltimore) 2004;83:193-207. 11.
Caprioli J et al. Blood. 2006;108:1267-1279. 12. Noris M et al. Clin J Am Soc Nephrol. 2010;5:1844-1859. 13. George JN. Blood. 2010;116:4060-4069. 14. Loirat C et al. Pediatr Nephrol.
2008;23:1957-1972. 15. Stahl AL et al. Blood. 2008;111:5307-5315. 16. Hosler GA et al. Arch Pathol Lab Med. 2003;127;834-839. 17. Ariceta G et al. Pediatr Nephrol. 2009;24:687-696..



OcobeHHOCTV MMMYHONOMMM BEpEMEHHOCTH

* YenelwHas 6epemeHHOCTb TpebyeT COCTOAHMA MaTepMHCKOM MMMYHHOM
TONEPaHTHOCTU N4 Pa3BUTUA IMOPUOHA

* [110A 3KCNPECCUpPYET MHOKECTBO MONEKY/ OTLOBCKOTO MPOUCXOKAEHMS,
YYHKIbIX UIMMYHHOW CUCTEME MaTEpM.

* BbIKMBaEMOCTb [M104a BO BPEMA GEDEMEHHOCTM BO MHOTOM 3dBUCHT OT
CNOCOOHOCTM TKAHK nno,u,a n3beratb PAaCMNO3HaBaHUA U O'ITODH‘{EHI/IFI
MaTepMHCKOM VIMMVHHOVI CUCTEMOM. '

* IMOPUOHANbHbIE TKaHK ABAIOTCA MOAY-a/I/IOT@HHbIMAS N
'y MaTepu 00bIYHO Pa3BMUBAIOTCA aNI0AHTUTENA,
NAaLeHTa NOTEeHLMaAbHO NOABEpKEHa
KOoMNeMeHT-0nocpeA0BaHHON UMMYHHOM aTakKe.




bepeMeHHOCTb -
DETabHbIN
aNN0TPAHCNNAHTAT

KoMNaemeHT:

3allluMTa MaTepu,

Perynauuna pa3sutna nnoaa
(Kolev et.al., 2014)

Pe2ynauyug KoMMAEMEHMA ¢ PAHHUX CPOKOS8 BepemeHHocmU

¥ < A
C HEKOMOopPOoU CMeENeHLI akmusayuu KoMnaeMeHma 8 HoOPMeg P
P30 0cnoxHeHul bepeMeHHOCMU C8A3aHbI '
¢ YpeamepHoU unu HeadeksamHoli

GHmUBGL{UEﬁ KOMMNAemeHma.



BepeMeHHOCTb KaK KOMMJSIeMEeHT akTUBMpyoLlee
coctosiHue (KAC), cnocobctByeT passuturo alyC

» /loponoBaA. o [loc/1epoaoBaA.
[TnaueHTa - 0bbeKT Ana BocnanutenbHaa peakuma B
KOMMOAEMEHT-0NOCPEeA0BaAHHOM CBA3M C pOJamMm, nonagaHme
aTakn GeTo-naaLeHTapHOro KNEeTOK N104a B MaTEPUHCKNI
bapbepa, 0O6bIYHO KOHTPOAM- KPOBOTOK, MHPEKLMN,
pyeTca membpaHO-CBA3aHHbIMM KpOBOTEYEeHNE = aKTUBALLUA

benkamu-perynsTopamm a/IbTEPHATUBHOTIO MNyTH
KOMMNAEeMEHTa, HaxoAALWLMMMCS aKTMBALMM KOMMNAEMEHTA
Ha NoBepPXHOCTM TPOoPobNaCTOB;

1. Fakhouri F, et al. 3 Am Soc Nephrol. 2010;21(5):859-867. 2. Denny KJ, et al.
Am J Reprod Immunol. 2013;69(1):3-11.



KomniemeHT-0noCpeAoBaHHaA
TpomboTMYECKaa MuKpoaHrmonatua (TMA)
= aTUNUYHbBIN FEMONUTUKO-YPEMUYECKHUIA C-M

-TpOMﬁOLI,MTOI'IE'HMFI, MMHpOE]HI'I/IOI'IaTMLIECHMH [eMOJIn3 K

CUMNTOMb! AUCOYHKLLMM OPraHOB
- ADAMTS13 > 10%
- OtcyTcTBMe nonoxutenbHoro tecta STEC

33% - 40% HonbHbIX
YMUPAIOT UK
MPOrpeccupyrT 40
TEPMMHANbHOM CTaAUM
MOYEYHOM HEAOCTATOYHOCTH
HECMOTpA Ha NpoBeAeHME
nnasmadepesa uu
MHOY3MM NNasMbl




KoMnnemMeHT — akTUBUPYHOLWME COCTOSIHUA ABMSAOTCS
Tpurrepamu al'YC

Y 69% naumeHToB nepBas maHudecrtauma al'YC BO3HMKNa npn o4HOM U3

cneAyromnxX KOMMNeMeHT aktuBupyrowmnx coctosHmm (KAC)

KAC (N = 191)

a CKB, cknepogepmus

Noris M. Clin 3 Am Soc Nephrol. 2010;5(10):1844-1859.



MOPTPET NALUMEHTKK C AIr'YC

HELLP-cuHapom, npeaknamncus
AHTeHaTanbHas r1oenb

[TpexaeBpeMeHHas oTcnolika HopmMansHo
PacnonoXeHHO! NNaLeHTl

PyuHoe 00cnefoBaxie nocnepoaosor MaTku

®akTopkl pucka no passuTiio al'YC
(KoMnneMeHT-aKTUBMpYIOLLWE COCTOSHNA)




XpoHunyeckasi, HeKOHTpoNnIMpyemMmasa akTUBHOCTb
KOMMsieMeHTa, BO3HuKarwwaa npu al'YC, saBnaeTcsa n3aBeCTHOMU

npuunHon TMA, cBsi3aHHON C 6epeMeHHOCTbI0?

» KnnHnyeckue nposierneHuns npu al YC Moryt umeTb CXOACTBO C APYrMMuU
OCMNOXHEHUAMN NPN BEPEMEHHOCTHN, YTO HEPEAKO 3aTpyaHAET
OWarHoCTUKY

— MyTauun reHoB anbTePHATUBHOIO NYTU KOMMJSIEMEHTA, XapaKTepPHbIe
ona al'YC, 6binm BeisiBIieHbl B 5-15% crnyyaeB npeaknamncun 1 B
B6onee BbiICOKOM npoueHTe cnyyaes npu HELLP cnnapome!

» OTMeueHo, 4yTo nposeneHuns al YC yvalle nponcxogsaT B NocriepoaoBom
nepuoae?

* HopmanbHas nepsas 6epemMeHHOCTb B aHaMHe3e He UCKITioYaeT AMarHo3
alYC?2

— Y 57% (12/21) nauneHToB C Bnepsble BO3HUKIWNM al YC 3aboneBaHue
NPOSBUIIOCL NPX BTOPOW UNn nocrneaytoulen 6epemeHHoCTn?

1. Liszewski MK, Atkinson JP. Hematology Am Soc Hematol Educ Program 2011;2011:9-14.
2. Fakhouri F, et al. J Am Soc Nephrol. 2010;21(5):859-867.



poaopa3pelueHue

perpecc nporpeccuposaHue

*AHEeMuUM
*TpombouuToneHuM
*Lutonuaa

‘MouyeyHon
HEQOCTATOUHOCTH

MonuopranHas
HeA0CTaTOMHOCTb

Mare PUHCKaA CMEpPTHOCTb




bepeMeHHOCTb Kak KOMMIIEMEHT akTUBMPYIOLLEE
coctosaHme (KAC), cnocobeTtByeT passututo al YC

HeKOHTponMpyema;l aKTuBauusa KoOMrnriemMeHTa

HedpekT
| I'Ioapexcp,ehne HAaoTenuAa
|

% perynauuu AKTMBaLMA TPOMOOLIMTOB

KOMMNIemMeHTa @ BocnanexHue

AKTBauus
BepemMeHHOCTb KOMMJieMeHTa

YcuneHune obpaTHOM CBA3U

NMoBpexaeHune
OpraHoB-
MULLIEeHeN

TMA npoaosmxarowascsa nocrne poaos!

1. Fakhouri F, et al. J Am Soc Nephrol. 2010;21(5):859-867. 2. Denny KJ, et al. Am J Reprod Immunol. 2013;69(1):3-11.



JlabopaTopHble 13meHeHua npu TMAREE #*

yTo Kak meHaeTca Mouemy?

] NI BbIXOAUT B KPOBb NpPH
remonuse

l [eMONN3 — aHEMMA

[ WcTouieHue no mepe 06pasosaHms
KOMNAIEKCa ranTornoBuH - remorno6uH
MonbITKX KOCTHOrO MO3ra BOCCTa-
PeTuKynouutb HOBUTb CHUMEHUE 3PUTPOLIUTOB
MOABNAIOTCA MPU FeMONH3e B
Usoyms ————
MpAman npoba - leMOoK3 He CBA3aH C
Kvmbca aHTUTeNaMu

——

—




. Mpwu mobon TMA B TeueHMe nepBbiX ABYX AHEM B KPOBM MOXKET

He bbITb LWW30OLMTOB.

Sphéro
Schizocyte

Schizocyte

Hématie

JPUTPOLIUTBLI KBUCAT» HA

HUTAX chubpuua

*+  George J.N. How | treat patients with thrombotic thrombocytopenic purpura-hemolytic uremic syndrome. Blood 2000; 96(4): 1223-9

*  Rock G.A,, Shumak K.H., Buskard N.A. et al. Comparison of plasma exchange with plasma infusion in the treatment of thrombotic thrombocytopenic
purpura. Canadian Apheresis Study Group. N. Engl. |. Med. 1991;325(6): 393-7.

*  ICSH recommendations for identification, diagnostic value, and quantitation of schistocytes.Zini G, d'Onofrio G, Briggs C, Erber W, Jou JM, Lee SH,
McFadden S,Vives-Corrons |L Yutaka N, Lesesve JF, et al.Int | Lab Hematol. 2012 Apr; 34(2):107-16.Epub 2011 Nov 5.

*+ 2013 JohnWiley & Sons Ltd, Int. Jnl. Lab. Hem. 2013, 35, 601-607




Climca Chimica Acta 451 (315} 117150

Contants lsts availadle at Sciancelinct

CBoboAHbIN Clinica Chimica Acta

FEMOUI06HH 4 3 e journal homepage: www. slsevier. comilacate/elinchim

Revisiting HELLP syndrome @uﬂ,w,*
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ARTICLE INFO ABSTRACT

Artice flstory: HELLP synelroeme wixs first describied in 1982 by Weinstein et al. and the term HELLP tefers 1o.an acronym used 1o
HKeceived 4 May 2015 describe the clinical comdition (at lesds to hemalysis, elevated liver enzymes and low platelets. The syndrome
Received in eevised korm 14 Gaober 2013 frequency variss from 0.5 to 0.5 pregnancizs and manifests preferentially between the 27th and 7th week of
Accemed 22 Ocicbes 2015

gestarion, Approximately 30% of cases ecour after delivery. Although the enoparhagenesis of this synd rone

Al a2 fedotee 1A remaims undear, histopathologic ndings in the liver include intravascular [fbrin deposics that presumably
[oa— may bead to hepatic simesnidal shetruction, intrahopatic vascular congestion, and increased intrahepatic pressane
HELLP sy e with ensuing hepatic necrosts, intraparenchymal and subcapsular hemorrhage, and eventually capsilar ruptige.
Preeclamasia Typical clinical symptarms of HELLP syndrome: are pain in the right upper quadrart abdomen or epigastric pain,
Laboratarial tests nausea and vomiting. However, this syndrome can present nonspecific symptoms and the diagnosis may be
Clyremia difficult to be established. Labaratory tests and Imughing exiiig are edsental tor differential disgnoshs with
Differential dizgosis other dinical conditions, Treatment of HELLP synelrome with corticaste roids, targeting both lung maturation of

drEsmee the fetus 15 still an uncertain chinical value. In conclusion. three decades after the tireless efforts of Dr Weinstein

tocharactertse HELLP symdrome, i femaing a challenge to the scentific comminicy and several questions need to
b aiswered for the benefit of pregoant wormen.
© 2015 Elsevier BY. All rights meserved,

f A @ %"Bilirubin
,\ Mpw HELLP cunapome
Degraded Hp-Hb AHaem Biliverdin ranTornobuHa npakTHYecky Her,

i’ﬁ’ Interleukin-6 MOXeT NOABNATLCA CBOGOAHbIN
remornobux

The Hp-Hb complex is engulfed by the macrophage and digested fo release haem.
Dennis . Nafure 2001 A0IFR1T) 141143




[eMonMTUYECKNIA MapKep

Iaktatgerngporenasa (J14I)

(hepMeHT, HaxoALLMIACA B LMTONMA3Me KMETOK pasniyHbIX OpraHoB (cepaue, MblllLbl,
MeyeHb 1 ronoBHON Mo3r).

B remonutiyeckux yenoeuax JIAI nosbllwaeTcs.

[nchchepeHumransHeii auarHos. Cnerka yBenuyeH npu BHecocyancTom remonuse (AUMA u
BpOXOEHHbIE chopMbl) U B 4-5 pas nosbIWeH Npu BHyTpUcocyauctom (MHN).

NA Heobxomuma NPy OLEHKE PeaKLM Ha NeyeHme, Tak Kak ero YpoBEeHb YMeHbLaeTcs
BMECTE C YMeHbLUEHNEM CKOPOCTH FreMonuaa.




CuctemMHaga komnnemeHT-onocpenosaHHaa TMA (al'YC) npusoant
K NOpaXeHn MHOIMNX XXN3HEHHO BaXXHbIX OpraHoB

Moukn: bonee 4emy 50% nauneHTOB OOMne3Hb

nporpeccupyet go TMH!

e [oBblWeHMe KpeaTUHMHa, cHmkeHne pCKds2.3
* MpoTenHypusa’

* OTeku,3

 3nokayecTBeHHas rMNepTeH3ns®

LHC: Y 20 - 48% nauneHTOB pa3BuBaeTCA

HeBpoJiormn4yeckme nposiBrieHunA

» OcTpoe HapyLleHMe MO3roBoro KpoBoobpatleHus’
» JHUedanonaTus®

» Cynoporu*

KpoBb:
*TpombGoumToneHns?!
*CHmKeHue rantornodbuHal
[NoBbiweHune NAM
*CHmKeHne remornobuHal
ellInsoyuntbi!

Ma3a:
*Tpomb603 cocyaos rnasaé

Cepae4yHo-cocyaucrtasa cuctema: y 20 -
43% nauueHTOB pa3BUBaAKOTCA CepaeYHO-

cocyamucTble nposiBneHna*
*HdapkT mnokapga® 16
*ApTepuanbHas runepteH3nsalo
«[AndpysHas Backynonatuns®
[lepndepunyeckas raHrpeHall 16

XKT: Y 37% nauneHTOB pa3BuBaloTcs

CUMMNTOMbBI CO CTOPOHbI JKKT12
«[napests

*Konut’

*TowHoTa/peoTal4

[NaHkpeaTnT!4

*bonu B xunBoTe’

s[acTpoaHTEpPUT?

*Hekpo3s neyeHn*

Ilerkwue:

*Opblwka®

JleroyHoe kpoBoTEe4eHMEe®
*OTek nerkux?®

* [lonHoe KnnHmnyeckoe o6cne,u,0|3aH|/|e AOJDKHO BKIMKOYaTb OUEHKY pa3JyindHblIX CUCTEM OpPraHoOB

pCK® - pacueTHasa CKopoCTb Krybo4KoBOM punbTpaLmm

TMH —TepMunHanbHasa novyeyHast HE4OCTaTOYHOCTb

1. Caprioli J, Noris M, Brioschi S,et al; for the International Registry of Recurrent and Familial HUS/TTP. Blood. 2006;108:1267-1279. 2. Ariceta G, Besbas N, Johnson S, et al; for the European
Paediatric Study Group for HUS. Pediatr Nephrol. 2009;24.687-696. 3. Stahl A-L, Vaziri-Sani F, Heinen S, et al.. Blood. 2008;111:5307-5315. 4. Neuhaus TJ et al. Arch Dis Child. 1997;76:518-
521. 5. Noris M et al. Clin J Am Soc Nephrol. 2010; 5:1844-1859. 6. Loirat C et al. Pediatr Nephrol. 2008;23:1957-1972. 7. Ohanian M et al. Clin Pharmacol. 2011;3:5-12. 8. Larakeb A et al.
Pediatr Nephrol. 2007;22:1967-1970. 9. Sallée M et al. Nephrol Dial Transplant. 2010;25:2028-2032. 10. Kavanagh D et al. Med Bull. 2006;77-78:5-22. 11. Malina M et al. Pediatr Nephrol.
2011;26:1678. 12. Langman C. Haematologica. 2012;97(s1):195-196. 13. Zuber J et al. Nat Rev Nephrol. 2011;7:23-35. 14. Dragon-Durey M-A et al. J Am Soc Nephrol. 2010;21:2180-2187. 15.
Sellier-Leclerc A-L al; French Society of Pediatric Nephrology. J Am Soc Nephrol. 2007;18:2392-2400. 16. Noris M and Remuzzi G Nat Rev Nephrol. 2014;10(3):174-80.



|
OpraHHaa guccyHKLUA Y nalueHToB ¢ alyYC

— n=36

W3onupoeanHaa OlNH (0K NBN
n=4 n=18
| n=32 J
Y [TopaeHWe roNoBHOTO
Mo3ra
Mopamenue KT MopaseHue cepaua MopamKeH1e NETKUX n=18
n=23 n=9 n=18
' M301MpoBaHHOE CHMMEHWe OB . : _
v Tlopaenvie nesen n=22 esiee 5% el HapyweHwe co3HaHuA (conop-koma) n=19
*  TMA nogmenyqoyHoi xenesbl n=11 « OMM =1 remg:ph:fuz;ixhﬁ ne1

+  [lapes KWlWeyHuka n=16
* Mwemuueckuid konut n=7
*  MeseHTepHanbHblid Tpombos n=1 CEPO3NTHI

n=23

-MEMMYECKHIA N=2
*  CymopomHbld cuHOpom n=4

[opakeHue MoYeBoro ny3bipa
n=4

[NopaKeHWe opraHa 3peHna
n=7

10 et 1|




OcHoBHbIe gnarHocTudeckue Kkputepum al'yYC,
CBfI3aHHOIro ¢ 6epeMeHHOCTbIO

Npopomxatowasca TMA *Mpe — sknamncusa n HELLP cuHapom B GonbluMHCTBE
BHE 3aBUCUMOCTU OT » clly4yaeB pa3peLuaroTcA nocre pogos !
¢akTa poaopaspeLueHuUs

Nnoxown NporHo3 HecMoTpA *62% naumneHToK ¢ al'YC, accounmpoBaHHbIM C
Ha «noAanepX1BaloLLYO» 6epemeHHocTblo, TINH pa3BuBaeTcs B Te4eHue
Tepanuio TMA MecsiLia BHe 3aBucumocTtu ot MO/IMN 2

dusnonornyeckm *Hanuune B aHamHe3e GepeMeHHOCTU, NpoTeKaBLuen 6e3
npoTteKaBLUas 69peMe|.||.|oc-|-b »I‘IaTOHOFVIVI, He OOJTXKHO CITyXXUTb OCHOBaHUeM AnA

B aHaMHe3e ucknr4veHna al'YC,; puck passutus al'YC, cBszaHHOro ¢

6epeMeHHOCTbI0, YBeNMuYMBaeTcs co 2 6epeMeHHOCTU!?

Y naumeHTOoK ¢ TMA, pa3BuBLUEUCA KaK BO BpemMsi 0epeMeHHOCTH
TaK 1 B NOCNepoaoBOM nepuoae, crneayert Aymatb O KIIMHUYECKOM
anarHose - alYC 2

Nephrol. 2010;21(5):859-867.



CueHapum BbiaBneHus 601bHOM TMA
B aKYLIEPCKOMU NPAKTUKE

- KnuHuka Tsxenon npeaknamneuy

- [porpeccupytoLLee yXyaLweHre CoCTOSHUS (KaK MaTepu, Tak v nnoaa)

- PopopaspelueHue (yny4weHue?)

- OTCyTCTBME MOMOXMTENBHON ANHAMUKY - JamnbHeNWee YXyaWEeHNe COCTOSHNS

AI" 34 - MATA (aHemus, noebiletue JAT, wusowwTos)
- TpomBouuToneHus

‘ - OMNH (1nm nopaxenue LUHC, XKT)
|

/ { - MY OTCYTCTBUY aeKBaTHOM Tepanim -
\L (\ netanbHocTb Gonee 40%
\




ObLwwe npobnembl peaknx bonesnen npu TMA

3a/lepKKa C YCTaHOBNEHMEM AMarH03a
OWwnbOoY4HbIE AMATHO3bI
[pobnembl MeXANUCLMNANHAPHON NPEEMCTBEHHOCTH

BblCOKas neTanbHOCTh




YTO Mbl 3HAEM O HELLP CUH[APOME?

e E—)‘;‘ —

70% po popos

30% nocne
popoB

10-20% 6e3
npu3sHakos M3




HELLP:
AebloT Mnu nporpeccusa nocne popos

-

Puck passurtus OMNH (23%)
Puck passutus oreka nerkux,0PLCB (ao 20%)

-

-

Puck passutus NOH

-

BbicoKMMi NpoueHT maTepuHcKon cmepTHocTH (3,7%)
Passusaercs nocne MOHPI, xpoeoTeueHus m ap.

Sitai BM, Rarmdm ME , Usta L atal Mutoreal merhidty and mortafiry i 447 progmancies with hemahyis, sinated Soer anrmes, and b platekets (HFLLP rysdroms). Am J. Ohatat. Congcal 1993: 169 1000-1004
Sitai BM, Rarmdm ME , Chori B 5. atal. Pregancis: complicated ty HFLLP endrome (hamnbysds, aknatod Bver anrymes, and b pivtulots): wohsouent progmomey oetooms and Jong-torme prognosis. Am. . Cleiet. Gymacol 1995, 172: 123-129
Sibai BM, Ramadhn ME. Aruto ruzal friurs 1 pregnancios conplicated by henclvsis, alevated Fvor enrymss, and low platots. Ams T Obstot Grmacal 1963;18806 Pr 1):1682-1667.




Akywepckuu al'YC oTnn4yaeTcst KpamHe

3J10Ka4YeCTBeéHHbIM Teé4eHnemMm C pasBuTtmem
HOHMOpFaHHOVI HeAOCTaTO4YHOCTU

80 = TS K= =3

o

a0
S50
435 A1

<y

30

1N

nedeHks Ccepaue nerkme Mmoo

30
20

10

Halr»C Oakywepckiia al» e (n=17)

ApanTtupoBaHo 13 Kosnosckas 1 coaBT. AKyLLEPCKUA aTUMWNYHBIN rEMOMUTUKO-YPEMUYECKNA CUHAPOM: NEPBbIN POCCUNCKUI ONbIT ANArHOCTUKN
1 nevenmns. Hedponorus. 2016/T.20., Ne2.



al'YC, accoumnpoBaHHbIN C OepeMeHHOCTbH0, OObLIYHO
MaHudecTnpyeTt nocne poaos, B To Bpems kKak TTI 6onee yacto
pa3BUBaEeTCA B KOHLEe BTOPOro U TpeTbeM TpUMecTpax
GepeMeHHOCTHU

NOCNEPOAOBbLIA NEPUOL,

CpoKu rectaum

A alYC, paseuBlmiica Bo Bpema GepemeHHOCTH

¢ TIN, accoummposaHHan ¢ 6epeMeHHOCTbI0

Y 79% naumeHToB al'YC, cBA3aHHbIN C 6epeMeHHOCTbI0, AMAarHOCTUPOBaH B
nocnepooBbiv nepunoa!

Fakhouri F, et al. J Am Soc Nephrol. 2010;21(5):859-867.



Mocnepoodoesil I'yC

B otanume ot HELLP-cnHapoma yaule (B 79% cny4yaes)
BO3HMKAET He B nepmoa bepemeHHOCTU, a cpasy nocne
POAOB MW B CPOKKN A0 6 Heaenb Nnocne poaoB Npwu
6narononyyHOM Te4EHMM CaMon BepeMeHHOCTH

bepeMeHHOCTb paccmaTpmBaeTCcA KaK paKTop pUCKa
pa3BuTmna alYC T.K. ABnAeTcA TpUrrepom asibTepHaTUBHOro
NYTU aKTUBALUMN KOMM/IEMEHTA

Mo aaHHbIM nccnegosanua Fakhouri et al, JASN 2010, u3
100 »keHWwMH c alYC B 27 cny4yaeB umeno mecto
nocnepoaosoe passutne alyC

MpoasnsaeTcs B BUAE 6biCTponporpeccupytoLLed
NOJIMOPraHHOM HeAoCTaTOYHOCTU



TecTtbl ana andpdepeHumnansHon gnarHoctukn al'YC ¢ apyrmmu
TMA

TecT Pesynktat npu alyYC AnbTepHaTUBHbLIN AMarHos

YpoBeHb peTUKynouuToB MoBbiweH
CBo60AHbLIN reMorfio6uH CbIBOPOTKU MoBbILLEH
nar M “

A MoBbliLLeH
FanTorno6uH CHwxeH YacTo cHmxeH npu gpyrux TMA, B

Hopme npu ABC-cnHgpome n cencuce

LLinsouuntsl ok MpucyTcTByOT MoryT npucyTcTBOBaThb

J

YpoBeHb TpoMboOLUTOB CHwxeH (B 6oMnbLUMHCTBE CrnyyaeB) MoxeT 6bITb CHUXEH
Fremorno6uH J CHwuxeH MoxeT BbITb CHUXEH
KpeaTuHUH cbIBOPOTKHM 1 MoBbiweH (B 6ONbLUMHCTBE Cry4aeB) MoxeT 6bITb NOBLILLEH
FemaTtypusa n npotenHypums n MpucyTcTBYHOT (B BONbLUMHCTBE MoryT npucyTcTBOBaTh
cny4yaes)
Buoncusa no4ku YacTto apTepuonsipHblie n/unu rmomepynspHble MHTpakanunnsipHble TPoM603bl B

nopaxeHHbIX No4ykax
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[lononHuTenbHble TECTLI ANA AndpdepeHumnansHON ANarHoCTUKK

al'YC c gpyrumn TMA

TecT

Mpo6a Kymbca (npsimas)

PnbpuHoreH

AYTB, npoTrpoMGuHOBOE BpeMs

TecTbl Ha cBepTbiBaHUe KPOBMU

A-Avmep

BupycHble nHdekumm, Bknoyaa BUY,

renatut B, renaturt C, HIN1

TecTbl Ha aHTUTENa, BKNOYas
aHTUHyKneapHble AT, BON4YaHOYHbIN
KoarynsiHT, aHtucgocchonunuaHsie AT

STEC-uHdekumusa: Tect Ha E.coli n wwura-

TOKCUH

ADAMTS 13

PeaynbtaTt npu al'YC

HeratusHas

B Hopme

B Hopme

B Hopme

B Hopme (MoxeT 6bITb NOBLILLEH)
MoryT 6bITb Tpurrepamu al'yC

OTpuuatenbHbie

OTpuuartenbHbIn

AKTUBHOCTb > 10%

AﬂbTepHaTMBHbIVI AnarHo3s

lNosnTtueHas npn ayTOMMMYHHbIX
reMoJiInTN4eCKMX aHEMUAX,
cnuHgpome OBaHca, NHEBMOKOKKOBOM
ryc

CHWKeHHbIN (MOPUHOreH 1
NOBbILEHHbIE NPOAYKThI Aerpagaumm
GunbpuHoreHa npu [1BC

YonnHenHoe npu OBC
CHwxeHbl npu BC

MosbiweH npu OABC nnn gpyrnx TMA

M3BecTHble BHELUHWNE TpUrrepbl Npu
apyrux TMA

MonoxuTenbHblE NPU CUCTEMHbIX
3abonesaHusx (CKB, KABC), 30%
TTIM nmeroT Nno3nuTuBHLI HA AT

MonoxutenbHbin Nnpn STEC-INYC

AkTMBHOCTb < 10% npwn TTT1
36
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OuddepeHumansHbiv anarHo3 TMA: al'YC, TTI n STEC-I'YC

TpomGoumnToneHuns 2 y MukpoaHrmonaTmyeckun remonus?>

LWnzountbi?3  u/vnu nogbem JIAM2  wn/unu
KonuuyecTteo TpombouuTos <150 000 nnw CHWXXEHWe ranTtornobuHa u/vnu cHmKeHue

>25% CHWXEHMEe OT UCXOAHOrO YPOoBHSA! remornobuHa?

Mnioc 1 unu HecKonNbKO cneayrLWmMX CUMMTOMOB:

HapyweHue cdyHkumMmn noyek?10 XenynovHo-kuweyHble

HeBponoruyeckune cuMnTombIi*’ 26,12
CUMNTOMbIZ6:

10
CI'IyTaHHOCTb C03HaH|/|F|4’5 V|/V|J'|V| Moabem KpeaTuHnHa N/UNn CHWKeHne

CYOOpOrMSS  uiunm apyrue pCK®d210  p/unmn nogbem apTepranbHoro Hnapes +/— KpOBb12 n/nnv
Y. g Py 5 nasrneHuat u/vnu oTknoHeHue B 06LLEeM TolHOTa/pBOTa® W/mnu Gonm B
LuepebpanbHble HapyLLUEeHMUS CVERTER e E

XnBoTe® n/mnu ractposHTepuT?12

OueHuTb akTuBHoctb ADAMTS13 1 caenaTtb TecT Ha wura-TokcuH/EHEC*8.13-15

Bo Bpems oxugaHua pesynstatoB ADAMTS13 ypoBeHb Tpom6oumutoB >30 000 MM unu KpeaTUHUH CbIBOPOTKMU
>150-200 Mmkmonb/n (>1,7-2,3 Mr/gn) no4yTn cHUMaeT guarHos Tsikenoro aeduuuta ADAMTS13 (TTM)L6

AxktTuBHocTb ADAMTS13 £5%:813.14 AktTuBHocTb ADAMTS13 >5%12 MonoxuTenbHbI Ha Wwura-TokcuH/EHEC4

TTn aryc STEC-TYC

CHocku: *Tect Ha wura-TokenH/EHEC oBycnaenusaetcs aHamHesom/Hanudem cumntomoB co ctopoHbl XKKT. Ilutepatypa: 1. Data on file. Alexion Pharmaceuticals, Inc. 2. Caprioli J et al.
Blood. 2006;108(4):1267-1279. 3. Noris M et al. NEJM. 2009;361:1676-1687. 4. Neuhaus et al. Arch Dis Chilid. 1997;76:518-521. 5. Noris M et al. JASN. 2005;16:1177-1183. 6. Dragon-Durey et
al. J Am Soc Nephrol. 2010;21:2180-2187. 7. Davin et al. Am J Kid Dis. 2010;55:708-777; 8. Bianchi et al. Blood. 2002;110:710-713. 9. Al-Akash et al. Pediatr Nephrol. 2011;26:613-619. 10.
Sellier-Leclerc AL. JASN. 2007;18:2392-2400. 11. Benz et al. Curr Opin Nephrol Hypertens. 2010;19:242-247. 12. Noris M et al. Clin J Am Soc Nephrol. 2010;5:1844-1859. 13. Tsai H-M. Int J
Hematol. 2010;91:1-19; 14. Barbot et al. Br J Haematol. 2001;113:649. 15. Bitzan M. Semin Thromb Hemost. 2010;36:594-610. 16. Zuber J et al. Nat Rev Nephrol. 2012;8:643-657.



[narHocTn4ecKknn NoOUCK MNpu BbISABIIEHNN MUKPOAHIrMonaTmm u
TpoOMOOLNTONEHNN BO BpeMA DepeMeHHOCTH

AunddepeHunanbHaa anarHoctuka TMA y 6epeMeHHbIX:

[MnepteHsuns +++ +++ + ++ +

[MpoTenHypus +++ +++ +/- +++ +/-

bonb B BEpXHEW YacTu XXmBota  +/- +++ +/- +/- ++

HeBponornyeckne HapyLueHUs + + ++ +/- +

TpombouuToneHnd + +++ +++ +++ +

[emonus +/- 4+ 4+ +++ +

[MoyeyHas ncdyHKLmS +/- + + -+ +

[ToBbILLIEHNE NEYEHOUYHbIX + +++ +/- +/- 4+

TpaHcaMnHa3

OBC +/- + +/- +/- e+

[Tk 3aboneBaemocTu 3- TpuUM-  3- TpUM.,  2-3- TPUM. [-poga. 3-1 TpUM.
P n-pod.

Y naumeHTok ¢ TMA, pa3BuBLUEMCA KaK BO BpeMsi 6epeMeHHOCTU TaK U B NOCNEepoaoBOM

nepuoge, crieayet AymaTb O KNIMHUYeCKOM AuarHose - al'YC

Bergmann, F; Rath, W Dtsch Arztebl Int 2015; 112(47): 795-802; DOI: 10.3238/arztebl.2015.0795



OCHOBHblIE pekoMeHaaumn Ang
andodepeHunansHon gnarHoctukm al' YC B OPUT

Couetanne MATA*, TpoMbOLMTONEHUN N NOPAXKEHUSI OPraHOB AOIMKHO ObITb
pacueHeHo kak nposienexHne TMA

CobpaTb NOMHbIN MEAULIMHCKUIA @HAMHE3 AN UCKMIOYEHUS Unu
noareepxaeHusa gpyrmx npuinH TMA (6epemeHHocTb, onyxonu, NpeallecTsytoLme
anusoabl TMA, nekapcTBeHHble NpenapaTthbl U ,u,p.)

Nckntountb [1BC-cMHOPOM U CENCUC HA OCHOBE KIMMHNYECKOU KapTUHBI,
pesynbTaToB MUKPOBMOTOrMYECKOro noceBa U AaHHbIX KoarynorpamMmmel

Nckntounte TTIN n STEC-I'YC Ha ocHoBe aktmBHoCcTM ADAMTS13 (go
Hadana nnasmoTepannun) 1 TecTa Ha Lnra-TOKCUH

NMpu nporpeccuposaHnm TMA Ha ¢poHe nevyeHUs1 OCHOBHOIO

3aboneBaHUA AOMKEH NPMHUMATLCA BO BHMMaHue gmarHos alfyC

39
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JleyeHune

e 1. lnasmomepanus — no 30-40 mn/kr B

1-n geHb 1 10-20 mn/Kr B nocnegytoLime
OHW

o 2. [lnasmoobmeH — 5 pa3 B Hegento B

TeyeHue 3-x Hegenb ¢ yaanexHumem no 40
-75 mn/kr . 3aTem 3 ceaHca B Hegento
ONNTENBbHO N0 3PMEKTY .

e 3 BoamoxHo couemanHue 1T u T10.



KPUTEPUX SOGEKTUBHOCTM TEPANUN
TMA CBEXXE3AMOPO)XEHHOM I11'IA3MOI7I"__"' |

+ YacToTa npoBeaeHUa : eXenHEBHO
+ Obvem samewenns: 1-1,5

+ 3amelenue: C3l1

MpekpalieHre nnasmoobMeHa: HOpManuU3aLUmMa reMaTonornyeckux nokasatenei

(HopmanbHbIY ypoBeHs JIAM, TpomGoumnTel Gonee 150 Thic B TeueHne 3 nocneayroLwmMx aHeH )

Tepanua C3[1 gonxHa KOHTPONMPOBATLCA eXeAHEBHbIM OnpedeneHnem
konuyecTsa TpombounTos 1 ypoeHA JIAI. Wx cToikas Hopmanusauus B

TEYEHNE He MeHee 3-X OHEWN ABNAETCA NoKasaHWeM K npekpalleHnto neveHns C3r



3amMecTtutenbHad noyeyHas
Tepanus

Heobxooduma ornumersibHo.
Ucxoabl 3M1T.

e 1. Hopmanuasauua —npekpaiwieHue 31T
o 2. [lepeoa 31T B NOCTOSAHHLIN PEXUM
e 3. TpaHcnnaHTauus noykn /4




e [lepennBaHmne TPOMOOKOHLIEHTpAaTa Npu
TpombounToneHmnn doree 20000/mkn v
OTCYTCTBUM KPOBOTEYEHUS NPOTUBONMO-
Ka3aHo

e TpaHcdy3nm sapuTpoLnTapHOU Macchl npu
Hb meHee 751 /n

« CumnTomaTtmnyeckoe fieyeHmne




IKynn3ymab (conmpuc)

* PekoMbMHaHTHOe ryMaHU3npoBaHHOe
MOHOKINoOHanbHoe aHtuteno IgG Kk C5
KOMMNOHEHTY KOMNMMMEHTa

 bnoknpyer pacwenneHume C5, Cha wu
C5b npenaTcTBYyeT OOpasoBaHUIO
MemMbpaH aTtaKkymwuwiero komnnekcaCsb-9

M NpMBOoOAUT K OOpaTHOMY pasBUTUIO
TMA



Oo3npoBKa

900 mr 1 pas B TeyeHue 4 Hepernsb.
« NManee no 1200 mr Kaxxgble 2 Heaenu
o [INMNTEnNbHOCTb NeYeHnsa He onpeaenexHa

OcnoxHeHus

HapyweHne MMyHHOro otBeta Ha MeHWUHIOKOKK
Neisseria-Heobxoauma aHTUOMOTUKO npodom-
NnakTunka ONNTENBLHO (uMnNpodnokcaumH,
aMOKCULIUISINH.)

e BakuuHauusa tetpaBakunHon MeHueBakc



Ucxoabl bepemeHHOCTU B 3aBUCUMOCTH OT
TepaneBTUYECKOro NoaxoAa.
O6wepoccunckue aanHbie ¢ 2004r, Ha Tepanum = ¢ 2013r.

11/23 = HUATMN nm.Kynakosa

X 25
I
220 -
8
0 15 4
6 9
o 10 -
z b
HilG
|/ |
3KyM3ymab CUMNTOMATUYECKaA Tepanus

B HebnaronpuATHbIt ucxon M 6naronpUATHBIA MCX0A

Vinogradova M.A, Kulagin A.D, Shmakov R.G et al, Hoematologica, 2017



KnnHnyeckun cnydaum (AI'YC)

KnuHnyeckmuun anarHos: [TocnepoaoBbIN
nocrneonepauymoHHbl nepunon. KecapeBo cedyeHue
29.01.17r. MaTo4HOEe KpoBOTEeYeHUE

( KpoBonoTepa 1330mn)

MHcTpymeHTanbHoe obcregosaHue ot 29.01.17r.
[ematomeTpa. AHOManuUa  pasBUTUA  MOJIOBbIX

opraHoB. [lonuvopraHHas HegoCTaTOYHOCTb.

TeyeHne bepeMeHHOCTU rMmagkoe, 6e3 oTekoB
N MOBbILLEHUA apTepuaribHOro JaBfeHus.
ADAMTS 13 - 90%




31.01.17r. mMaToO4YyHOE KPOBOTEYEHME —3 KCTUPMALUS
MaTKM

[Tna3smoTpaHcdy3ua -3000,0

01.02.17 r - a3oTemMud, onurypmus - remoguanmas,

MBJ1 -KnnHMKa oTeka rnerkux, yrHeteHne Co3HaHus, Koma
naor-2374 ep\n

TenekoHdepeHunsa —anarHo3 ArycC



JleyeHne

02.02. akynnaymad 900 Mmr v ganee kaxayw Hegento 1
pa3 no 900 mr, 3aTtem no 1200 mMr kaxgble 2 Hegenu

04.02 BoccTaHoBeHne cosHaHus
07.02 OkctybmpoBaHa

[[emogmnanus exenHesHbin 10 oHeW, 3aTeMm Tpu pasa B
Hegenwo (3 Hepgenw)

OyHKUMS  noyek BOCCTaAHOBUIAcb, remoguanms
npekpaLleH




KnnHuko-nabopaTopHblie NokasaTenu
00 U Ha poHEe TapreTHou Tepanui

TpombouuTbl
1079/n

'emornoouH%

KpeaTuHuH
MKMOMb/N

nar

MouyeBuHa
MMOnb/n

pCK®
MI1/MUH

58
91
501
2568
14.9

11

Okynuaymab
77 80
102 106
584 484
2542 1021
24,1 20,4
10 10

82
96
478
742
18
10

96
102
354
634
18
15

100
108
399
412
21
15

133
115
360
315
23
15

Bbi3INOPOBNE HUE

07.03
405
100
240
135

5
53



TakTuka noctaHoBkun gnarHo3sa al YC B
aKyLlepcTBe U noaxoabl K Tepanmmnt

4 )

Bo3moxHa maHucectauma akywepckoro al'YC pa3BepHyTbIMU NMpPU3HaKamMum
HELLP-cuHapoma.
MNMpu nosBneHnn KNMHN4Yeckux cumntomoB TMA Bo Bpemsa 6epeMeHHOCTH Ans
onpepeneHns TakTUKU Jfle4eHUs N NpPorHo3a nepBoo4vyepeaHOU 3agavyen ABnseTcA
anddepeHumanbHaa anarHocTUKa

. J

Ecnu y nauuMeHTKn ¢ ycTtaHOBNEHHbIM anarHo3om HELLP-cuHapom cBoeBpeMEHHO
HayaTasl ageKBaTHaA Tepanusa He NPUBOAOMUT K ero perpeccy B TeyeHue 48-72
yacos, cneayeT TpaHccgopmupoBaTb AnarHo3 B alYC v Ha4yaTb NeYnTb
3Kynusymabom

al'YC —cnoxHbIn gnarHo3s. [1ns ero nocTaHOBKW U TaKTUKN Ne4YeHUs1 Heobxoaum
MeXAUCUMNMUHAPHbIA NoaXo4 U coapyXecTBeHHaAa paboTa akylepoB-
r’MHEKONOoroB, aHeCTe3MoNoroB-peaHMMaTonoros, Hechponoros, remaTosioros

1.MHpopmaumoHHo-mMeTogn4veckoe nucbmo M3 PO « TpomboTuyeckast MMKpoaHrnonatus B akyllepctee» oT 5 masa 2017r. [locTynHo Ha
http:/iwww.arfpoint.ru/news/tromboticheskaya-mikroangiopatiya-v-akusherstve/
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