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AHmudgoconunudHeil cuHopom (APC) - cumnTomaKoMmnnexc,
XapaKTepPU3YIOWUUCA TRU3A0MN KAMHUYECKUX NPU3IHAKOB:
" peuMaAnBUPYIOLLIUMU BEHO3HLIMU U/UNKU apTepuanbHbiMU TPOMBO3amu
" TpombouuToneHuen
" NPUBbLIYHbIM HEBbIHALLUBaHUEM DepeMeHHOCTU U CBA3AHHbIN C
runepnpoaykumen anturen K gochonmnugam
G.R.V. Hughes et al, 1986

Q AHmudghochonunudHeiid CUHOPOM — CUCTEMHOE ayTOMMMYHHOE
3aboneBaHune, 0bycnoBneHHOE NpUCyTCTBMEM aHTUTEN K docdonunmuaam B
CbIBOPOTKE KPOBMU U XapaKTepusylolleeca reHepasin30BaHHbIM

npoTpomboTuHteckum coctoaHmem (Tpomb03bl) M naTtonoruen GepemeHHOCTU

Miyakis S et al. Thromb Haemost 2006; 4:295-306, Uthman |, Khamashta M. Antiphospholipid
syndrome and the kidneys.// Seminars Arthritis Rheumatism — 2006 — Vol.35 — P.360-367
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AnTudocdonunNmUaHbIN CUHAPOM — ayTOMMMYHHAA Tpombodunus,
obycnoBneHHaa B3aumMoaeMCcTBueM aHTuTesn K Gochonunuaamm ¢
KOMMNOHEHTaMM CBEPTbIBAIOLLEN CUCTEMbBI KPOBU, TpOMbOUUTAMU U
3HAOTENNANbHBIMIM KNETKAaMM, HTO NPUBOANUT K aKTUBALIUKA MEXaHU3MOB
COCYAMUCTOro nospexaeHua n TpomboobpasoBaHuUs




Kputepuu akywepckoro aHtTMpochoonmnmaHoro
CUHAPOMA

JlabopaTtopHble KpUTepum *CTabunbHO BbICOKNIA TUTP aHTUTEN K
KapamonunuHam IgG nam IgM*

*CTabuNbHO BbICOKNIA TUTP aHTUTES K
B2-rnnkonpoteunny-l 1gG nam IgM*
*YCTONYMBO MONOKUTENBHbIA BOTYMAHOYHbIN
aHTMKoarynauT *

KnuHunyeckune kputepum *[Totepsa 6bepemeHHoOCTU: 23 noTepu Ao 10
Heaenb

*[loTepa bepemeHHocTn: 21 notepsa nocne 10
Heaenb

*[IperKaeBpeEMEHHbIE POAb! ($34 Heaesin) us-
3a npesknamncumn, B3PI nan gucrpecc-
CMHAPOMa NN0AA

* gblassiaemMole, Mo KpalHel mepe, 08amH0Obi C UHMepPeaeanom He meHee 12 HeOo

L.R. Sammaritano and R.A. Levy. Antiphospholipid Syndrome. 2018



AKywepckue npoasneHuna APC

Poabl
| | TpumecTp I il Toumectp | il Toumectp i Nocnepogosoi nepuog,
| BeKMabiwd MMbenb naocaa
3aaeprKKa BHYTPUYTPOOHOrO
pasBuTUA 1
( na/HELLP)
. v
B ocHOBe npoAB/ieHU "
ADC 8o II-1Il TpumecTpak Ovcnonka naleHTb
NexXunT NnaueHTapHaA
HEAOCTAaTOUHPYT MpemacepemeHHbie poabl

IR ERTVUECRaARG I = CREANAIPIIO

v YacTtoTa penpoayKtusHbix npobnem npu A®C 50-70%
v HeypauHble nonbiTkn KO (puck Heyaauu BPT ysenuyeH B 3 pasa)



KnuHunueckue sapuaHtel AOC
1. BrtopuuHbiit AQC (BADC) 46 %

e accoummpoBaHHbin ¢ CKB
® ACCOLMMPOBAHHELIN C Apyrumn 3abonesaHuaMM,
B NEpPBYIO o4epenb, C CUCTEMHbLIMU

2. lMepsuyHbin APC (MADPC) 54 %
3. Karactpodpuueckuin A®GC (KAPC) okono 1%
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Katactpodpuueckumn A®C (cuHapom Asherson, 1992)

* KA®DC-ocTpas nojinopraHHaA HeAOCTaTOYHOCTb
(He meHee 3x OpraHOB OAHOBPEMEHHO)
BCneAcTBue TPOMOOTUYECKON OKKNO3UM COCYA0B
OPraHHOro MMKPOUMPKYNATOPHOrO pycna,
PA3BUBAIOLLLAACA B CPOKM OT HECKONIbKMX 4acoB
10 HECKO/IbKUX AHEN Y NAUMEHTOB C
aHTUPOCPONNNUAHBIMMN AHTUTENAMN

«TepMuH MMKPOAHIMonaTUyYeCcKknm ADC (MA®DC)
No3BoNsET 0bCYKAATEY 38KOHOMEPHOCTU _B_ Pa3BUTUM

oTAeNbHOro4 GEeHOTUMMIECKOFO- [«ROAMHOXKeCcTBa» "ADE,
BblAENNUTb NPeaUKTOPbl, ONMcaTb UCXoAbl U pa3paboTaTb
TaKTUKY BEAEHMUA »

Asherson RA, Cervera R, de Groot P etal. // Lupus 2003;12:530-534

&Nk ¥

ELSEVIER Autoimmunity Reviews 6 (2006) 76 - 80

————
www.elsevier.com/locale/autrey

New subsets of the antiphospholipid syndrome in 2006:
“PRE-APS” (probable APS) and microangiopathic
antiphospholipid syndromes (“MAPS”)

Ronald A. Asherson*

Division of tmmunology, School of Pathology, University of the Wiwatersrand, Johannesburg, South Africa 2000

Available online 17 July 2006

Abstract

The concept of “probable” antiphospholipid syndrome (APS) is almost identical with several conditions which may presage
the development of lhc APS with its major mmpluaxmns of large vessel thromboses resulting in deep vein occlusions in the
lower limbs (DVT) particularly and strokes. These conditions comprising livedo reticularis, chorea, thrombocytopenia, fetal
loss and valve lesions, These conditions, comprising livedo reticulans, chorea, thrombocytopenia, fetal loss and valve lesions
may be followed, often years later by diagnasable APS. The issue whether these patients should be more aggressively treated on
preseatation in order 10 prevent the thrombotic complications.

A new subset of the APS is propose J\u microangio pnlh ¢ nnuphmﬂmhpnl vmdrurmt "MAPS”) comprising those patients

ing with thrombotic mic giopathy and d pid antibodies who may share common although
not ldmncal provoking factors (e.g. infections, drugs), chinical m.ml[\unons and hacmatological manifestations (severe
thrombocytopenia, hemolytic anaemia) and treatments viz. plasma exchange. Patients without large vessel occlusions may be
included in the MAPS subsct. These conditions inchude thrombotic thrombocytopenic purpura (TTP), hemolytic-uremic
syndrome lHLS) md Ih¢ HELLP synd ln e, Paticals with catastrophic antiphospholipid syndrome (CAPS) who do not

Disseminated intravascular coagul (Dl( ) has also been reported with d bl hospholipid antibodies and
also manifests severe thrombocytopenia and small vessel occlusions. It may cause problems in dlm.l\.‘ﬂll.‘ll diagnosis.

© 2006 Elsevier B.V. All nights reserved.

Asherson R. New subsets of the antiphospholipid syndrome in 2006: "PRE-APS" (probable APS) and microangiopathic

antiphospholipid syndromes ("MAPS"). Autoimmun Rev. 2006;6(2):76-80.



NunarHoctuyeckue Kputepum KADPC ( X MexayHapoaHbi KoHrpecc no A®C,
TaopmuHna (Cuumnna, Mranmsa, ceHTabpb-okTaGpb 2002 T.)

1. KAnHU4Yeckme NposBneHma OKKAK3UM COCYA0B TPEX UK 6osee OpraHoB U CUCTEM OpraHoB!?

2. Pa3BUTUE KNAMHUYECKUX NPOABNEHNIN OAHOBPEMEHHO WK, NO KPaHeiln Mepe, C NpoMeXKyTKom He bosiee Heaenw.

3. [UcToN0rMYecKoe NoATBEPKAEHNE OKKAO3MM COCYA0B MEIKOro Kaainbpa, No MeHblle mepe, B 0AHOM opraHe?.
4. Ceponoruyeckoe noarsep:kaeHne Hanmuua APA: BONYaHOUHbI aHTUKOArYAsIHT, U/UAN aHTUTeNa K

aHTUKapPAMONUNNHY, U/UAN aHTU-b2-rInKonpoTeunHy I3
Ounarno3y KADC (definite CAPS = goctoBepHbln KADC) cooTBETCTBYET Ha/indue BCEX YETblpex YKa3aHHbIX KpUTepumes.

AunarHos «BeposatHbin KADC» (probable CAPS) moXKHO npegnonaraTe Npu caegyowmx KOMOMHAUMAX KPUTEPUEB:

— BCe YeTblpe KpuTepua, HO B 1 — NOpa*KeHne TO/IbKO ABYX OPraHOB UM CUCTEM ;

— BCEX YETbIpex KpUTEPUEB NPU HEBO3MOXKHOCTM flabopaTopHoro noarsep:kaeHna AGA yepes 12 Heq. nocsie NoayYeHun
NepBbIX NONOXKUTENbHbIX 1a00PATOPHbIX PE3YNbTATOB (B C/1ly4ae paHHEN CMepPTU NALMEHTA C HEYCTAHOB/IEHHbIM paHee

anarHosom APC);
— Kputepues 1, 2, 4 (ecAn OKKIO3MIO MENKUX COCYA0B HEBO3MOMHO NOATBEPAUTL TMCTONOTUYECKN);
— Kputepues 1, 3, 4 (ecnm noparkeHne TPeTbero 1 NocaeayoLLnNX OPraHoB Pa3BUBAETCA He B TeYEHMEe HeleNu, a B CPOK

0 1 Mec, HECMOTPA Ha aHTUKOATY/ISIHTHYO Tepanuio)

1luaeHo3z mpom603a noveyHbix COCY008 YCMAHABAUBAOM MPU Y8eAUYEHUU YPOBHA KPeamuHUHA 8 CbiIBOPOMKe Kposu 8 2 pasa, apmepuansHol eunepmeH3uu — 6osee 180/110
MM pm. cm., npomeuHypuu — 6oaee 500 me/cym.

?[Mpu 2UCMOo102UYECKOM UCCAEO008AHUU 8bIABAACMCA MPOMBO3, XOMA MOXem 0OHAPYHUBAMbLCA U 8ACKYAUM.

3Ecnu paHee duazHo3 A®C He cmasuscs, 04 ceposoauyecKo2o nodmaepicoeHus Heobxodumo evifsreHue ADA, no meHbweli mepe, 8 08X C/1y4asAX C UHMEPBAAOM He MeHee 6
Heo. (He 06s3amenbHO 80 BpeMSA KAUHUYECKUX nposesaeHuli) (npu nocnedHem nepecmompe Kaaccugpukayuu ADC pekomeHOyemca yeenuvyume UHMepaasn Mexcoy
ceposio2udecKkuMuU aHanusamu 0o 12 Heo.



OcobeHHocTU KaTacTpoduyeckoro APC

eobblYHbIE OPraHHbIe NPOABAEHUA : NOParKEHME OPraHoB
(neyeHb, KNLWEYHUK, NOAKEeNYA04YHaA Kenesa) n NONOBbIX
0B (ANYKM)

» KnuHuyeckas KaptmHa KADC onpepensetcs codeTaHuem
TPOMOOTUYECKMX NPOABAEHNIN C NPU3HAKAMMN CUHOPOMA
cuctemHoro BocnanutenbHoro oteeta (CCBO), B ocHOoBe KOTOpOro
NIEXUT OOLIMPHOE NLLEMNYECKOE MOBPEKAEHNE TKAHEN C
PA3BUTUEM MHOXECTBEHHbIX MHPAPKTOB OPraHoB

» Passutune octporo [IBC-cuHapoma y 20-25% 601bHbIX

TUE TAXKENOW TPOMOOLMUTONEHUU U MUKPOAHTMONATUYETROM
reMonnTUYecKon aHemum D

» KpalHAas peaKocTb NOBTOPHbBIX 3NM30408 (MW peumanBoB)




TpurrepHble dpakTopbl KAPC:

NeKapcTBa TpaBma
5,5% 14%
O6ocTpeHue BEepemeHHOCTb
CKB 3% TpuUErepb! 6%
RADC
U
25(%) Onyxonw Hd;:;"‘""

MU3meHeHMe pexxmma
AHTUKOAryNAAHTHOM
Tepanun 7,2%

I/JI( = [i \\\ﬂ:-i-:;._ =

Asherson RA Immunobiology 2005;210:727-733

7
KA®C, acCoummnpoBaHHbIN C
bepemeHHOCTbIo - BADC, jpa3ByBatoLmiica

BOBpPEMA 6epeMEHHOCTM WV B TedeHune 6
HeAe/1b NMocJsie poaoB naun a6opTa

@ HenssecTeH i NHbekuns

4 MlameHeHne pexnma aHTUKoarynsaHTHoOW Tepanum M Jlekapcrsa

u [lnapes i BepeMeHHOCTb 1 pofbl

= OnepaLys Hanouna G et al Rheumatology. 2013 Sep;52(9):1635-41



Kak yacTto pa3BuBaetca KADPC, accounmmpoBaHHbIN C

bepemMEHHOCTLIO?

Gomez-Puerta JA, Cervera R, Espinosa G et al. Catastrophic APS during
pregnancy and puerperium: maternal and fetal characteristics of 15 cases
Ann Rheum Dis. 2007, 66: 740-746 (Ananus 255 6-x Perucrpa KA®C. 2005r)

Hanouna G, Morel N, Thi Huong et al. Catastrophic APS and pregnancy
Rheumatology 2013; 52: 1635-1641. (2002-2012rr)

Makatsariya AD, Khizroeva J, Bitsadze VO. Catastrophic antiphospholipid
syndrome (Ronald Asherson syndrome) and obstetric pathology. J Perinat
Med. 2018 May 24;46(4):387-400. (2001-2016rr)

KopoTtyaesa HO.B., lembAHoBa K.A., Ko3noscKaa H.Jl. (neonybnukosaHHble
AaHHble, anpenb 2018-ceHTAbpb 20197T)

BonbWMHCTBO ofly6ikaBaHHbIX PAOOT, MCK/IQUEA YAOMSHYTbIE — ONMCaHUE eANHNYHbIX

KNAVMHNYECKNX HabaoaeHn M



OcHoBHble dopmMmbl TMA B aKyLIepCcKOU NpaKTUKe

AccouumnpoBaHHble C
GepemMeHHOCTbIO

{
IRIRRAA FAD
‘ HELLP-cuHapom:

«Heakyuiepckue»

PogopaspelueHue He @%@Bﬁ@}eT}J
nporpeccupoBaHue
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perpecc CMMNTOMOB




OcobeHHOCTU «aKywepcKkoro» KA®C B

cooTBeTCten C ANATHOCTUHECKUMU KPUTEPUAMMU

B 60nblUMHCTBE CAydyaeB - BepoATHbIM KADC, T.K. oTcyTCTBYET
rmcronornyeckoe noareepxaeHmne TMA, cumntomsbl Pa3BMUBAKOTCA B CPOK
6onbwmnii, yem 1 Hea., He Bceraa BO3MOMKHO COBNOCTM PEKOMEHA0BAHHbIN
MHTEPBAN MeXAY MNepBbIM U NOBTOPHbIM onpeaeneHuem APA

He onpeneneHo OKOHYaTe/IbHO, MOXXHO /1IN PaCCMATPUBATb NAALEHTY KakK
TPeTU NOPArKEHHbIN OPraH, eCAN UMEKOTCA CUMMTOMbI MOPAXKEHUA TONbKO
2x opraHoB ( Hanpumep, Nno4yku n KKT nnm neyeHb 1 Koxa 1 T.M.), a
MCTO/IONMYecKoe uccsiefjoBaHme naaleHTbl He BbiNoJIHANOCH

Y naumeHToK c paHee yctaHoBAeHHbIM anarHozom APC KADC vaute
PA3BMBAETCA Yepe3 HECKO/IbKO AHEeN nocne poaos. [lonaratoT, YTO B 3TOM
cAy4vyae TpUrrepom iBNgeTcs oTMeHa acnupuHa n nepepbiB B 1eYEH U
aHTUKOArynAHTamm



KnnHuveckme npoasnenma Katactpoouueckoro APC,

acCoUMMPOBaAHHOrO € bepeMeHHOCTbLIO
(Hanouna G et al Rheumatology. 2013 Sep;52(9):1635-41)

AKpOLI,I/IaHO3, nmeeno, nuemmyeckKume
A3Bbl, AUTNTA/IbHAA raHrpeHa (84,6%)

HaanoyeuyHuKn (23%) Taxukapauna, OCH,

[TeyeHb (84,6%) I/IHd)apKTbl ] Ce o J ALl, AnnaTauMoOHHaA

KT (46,2%) T PAL, KapAMomMMonaTus,
OpfaHoB Lo d=alid

[na3a (23%) OUM (61,5%)
KatacTtpodunuecknm
ADC
e ]
O, TMA (76,9%) - O.pecnupaTopHbIit
AL ( Taxenasa/ HE AUCTPECC-CUHAPOM,
310KayecTBeHHan Al) 1 reMopparmyeckmii

AnbBeonuT (7,7%)
Crynop, cygopormn, OHMK,

HapyweHnAa noBegeHusa, Koma (38,5%)



MPT ronoBHoOro mo3sra. [1ByCTOPOHHUM MHDAPKT TaaaMycoB B pe3ynbtate Tpombo3a aptepuu lNepliepoHa
y naumeHTkn 19 neteo cpokom bepemeHHocTn 16 Hea. [ocnuTauM3npoBaHa C YPE3IMEPHOUW PBOTOM U
Yrpo3ou BbikmAablwa Hocae ipepsbiBanna bepemerHoCcTH B-TedeHe-3X CyTOK pasBuBaeTca KapThHa MNMOH:
Koma, OMNM, OPAC, apTepunanbHaa runotoHna, TpomboumntoneHus. MNpu obcnegosaHmnm BbisiBeH BA.
AnarHoctmposaH KAPC, KofopbiM MaHUPecTUpoBaadiepsniHbin AOC/Bo BpeNS bepemeHHOCTH.
3abonesaHune ocnoxkHmnocb ABC-cuHgpomom. Jledyenume: NMBBIAP, B/, TpaHcdy3nm C3I1, npeaHU30/0H,
HOI — 6e3 addekta. JleTaibHblNMCXOA.




MauuneHTKa 28 net. inarHos: CKB c ADC, pemuccua B TedeHme 2x neT. B aHamHese nepudepnyeckme BEHO3HblE
TPOMb6O03bl, NaKyHaPHbIN MHCYNbT B baccenHe TepMnHanbHbIx BeTBen neBont CMA. MNepBaa 6epemeHHOCTb, CPoK 15 Hea,. C

PaHHEro CpoKa rectauum n Ko T a J& Tﬁr u—ﬁ-nﬂpaToprle CMMNTOMDbI
OTCYTCTBOBA/IN. ﬂonyqanmvgﬂlafnn Mﬁg t be pa3BuTMEeM B TeyeHue
nocnepywowmx 2x aHen MATA, TOM6OLI,MTOI'I€HVIVI 3HAYUTE/IbHOTO NOBbILIEHWS AT n ACT, noasneHua Y. bepemeHHOCTb
npepBaHa. Mopdonorus

MCKT: KapTuHa ABYX KPYMHbIX Y4aCTKOB ULIEMMK B NPaBoM gone nedeHu (5,8 cermeHTbl n 7
CErMEeHT), BEepOsiTHblE dopmmpytolimeca MHOAPKTLI NeyeHn. MHOKECTBEHHbIE KOHKPEMEHTb

YKEeNYHOro ny3bipA.

Nativ i Afterial A Ven ~ Delay




MPT TOM Xe nallueHTKN: KapTuHa KpynHbIX 04aros nieMnmn/B. npaBom
aone nevyeHu (5,8.cermeHTbl U 7 CErMEHT).

MHOMXeCTBEHHBIE ' KOHKPEMEHTbI MEAYHOTO FY3bIPA
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OcobeHHOCTU KNMHUYECKOro HabnwaeHuUn

MepcuctnpytoLlasa «TPoMHaA NO3UTUBHOCTbY
PaHHu pebiot HELLP-cuHapoma (15 Hep,.)

Tarkenoe NoBpeXxKAEHUE NeYeHn ¢ POPMUPOBaAHMEM
MaccuBHbIX (00 1/3 nonn) HGapPKTOB NapeHXUMbl NEYEHM

MWHMMaNbHO BbipaXXeHHOe NopaXKeHne noyek
(n3onmnposBaHHas npotenHypus 6e3 HapyLlweHna PyHKLUUN U
apTepuanbHOM rMNeEPTOHUK € HOpManm3auumen aHaan3a
MOYM Nocse KynnpoBaHusa octpot TMA)



HELLP-curpgpom Kak Tpurrep KA®C

AHann3 29 nybanKaunm
¢ onucaHkAMY CNyYdes
HELLP-cnHgpoma npwu
51 6epemeHHocTM Y 50

HELLP Syndrome and lts
Relationship with Antiphospholipid
Syndrome and Antiphospholipid Antibodies

Simone Appenzeller, MD, PhD),* Fernando H.C. Souza, MD,
Alexandre Wagner Sifva de Souza, MD, PhD,
Yehuda Shoeafeld, MD, PhD,’ and
Joatlio Freire de Carvalho, MD, PhD'

DALUWEHTOR c ADC

Hanbonee.yacibii
AeboT—~60nn B
*usote. B 33% cny4yaes
obHapyrKeHbl MHPAPKTbI
neYyeHun

(tyeeve: To perfoem 2 sysemaec seviow: of the asockmnn benween ancphapholipd anckodes, an-
tiphosghiipel syndmme (APS), and HELLP symdbeme (Hemolses Elvared Liver cnmymes; Low P
count) descrbing dinical feamaes cuscome, pathoptnsobgial hndines, and treament.
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Catastrophic antiphospholipid syndrome and
pregnancy: an experience of 13 cases

Guillaume Hanouna™*, Nathalie Morel™*, Du Le Thi Huong', Laurence Josselin?,
Danigle Vauthier-Brouzes®, David Saadoun', Adrien Kettaneh?,

Kateri Levesque', Véronique Le Guem®, Francois Goffinet’, Bruno Carbonne®,
Zahir Amoura', Jean-Charles Piette’, Jacky Nizard® and

Nathalie Costedoat-Chalumeau’

Abstract

Objective. Catastrophic antiphospholipid syndrome (CAPS) is a life-threatening disease caused by the
onset of rapidly progressive and widespread small-vessel thromboses in the presence of aPLs. The aim of
this study was to examine pregnancy-related CAPS.

Methods. Retrospective series of 13 patients with pregnancy-refated CAPS with special focus on the
foliow-up.

Results. Eleven patients had known APS and had been treated with low-molecular-weight heparin (n=10),
aspirin (n=8), oral anticoagulants (n=1), HCQ (1=3) and/or steroids (n=1) during pregnancy. The most

Hanouna G et al Rheumatology. 2013
Sep;52(9):1635-41



Hoayek JG, Moussa HN, Rehman HA et al, Catastrophic antiphospholipid syndrome in
pregnancy, a diagnosis that should not be missed. J Matern Fetal Neonatal Med. 2016
Dec;29(24):3950-5. doi: 10.3109/14767058.2016.1160047. Epub 2016 Mar 289.

—_ - —

HYacTtoTa pasBuUTUA
HELLP-cnHapoma npu AOC
3-21%
Hanouna G, Morel N, Le Thi Huong D et al. Catastrophic antiphospholipid syndrome

and pregnancy: an experience of 13 cases. Rheumatology (Oxford). 2013
Sep;52(9):1635-41. doi: 10.1093/rheumatology/ket167. Epub 2013 May 15.

PA3BMU/ICA OAHOBPEMEHHO C HEW

HUX anarHoctmpoBan MNAD®C, y 2 — CKB ¢ BADC. Y 2 naumeHTok KADC
OoKa3anca nepsbim nposasneHnem APC

\_

( Y 12 n3 13 naumenTok (92,3%) KADC gebiotuposan HELLP-cnHapomom, \
KOTOPbIN Y 6 U3 HUX OC/IOXKHWUA NPEeALlecTBYIOLLYIO NPEe3KAaMNCcuto, ay 3

* VY 11 »keHwmH anarHo3 APC 6bin ycTaHOBAEH A0 bepemeHHOCTU, Yy 9 13

J
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Bo3HnkHoBeHne HELLP-cunapoma ao 20-v Heaenu
bepemMeHHOCTH, Yalle BCero CBA3aHO C
aHTndocdonnnuaHsim cnHapomom (APC) nnu

TPUNJIONAHBIMN XPOMOCOMHbIMU aHOMATUSIMMW.

N — i —— ] — - — — N - — ] T ] ] ] —— - — T ] - — - — f—— o — "

Berry EL, Igbal SN. HELLP Syndrome at 17 Weeks Gestation: A Rare and
Catastrophic Phenomenon. J Clin Gynecol Obstet.2014 Dec;3(4):147-150

Bornstein E, Barnhard Y, Atkin R, Divon MY. HELLP syndrome: a rare, early
presentation at 17 weeks of gestation.
Obstet Gynecol. 2007;110(2 Pt 2):525-527.

Tsirigotis P, Mantzios G, Pappa V et al. Antiphospholipid syndrome: a
predisposing factor for early onset HELLP syndrome. Rheumatol Int.
2007;28(2):171-174.



MonbiTka aAnddepenymnanoHon agnarHoctukm KAPC n HELLP-
CUHOpPOMa

CMMNTOMbI | ADC/KADC HELLP- cnHapom
Tpomb03bl YacTto He xapakTtepHbi (?)

laoa HTPARTVAHMELHAA Rptrl QEPEH LUV AU |
Taxkenoe nopakeHue rneyvyeHu Peako (?) PaspsbiB B 1% cny4yaes
MosbiweHue AJIT n AC'I: - _Pg,u,;c; | ;(apaKTepHo
Jlnsepo XapaKTepHo Peako
ApTepunanbHaa runepToHmA + ++
Tp0M60u,MTor|eH;ﬂ_ ——————— y Y ia—p;K_T;agl-;a ek d LIS Xap_aKTepHa
MATA Na, 30% Na, 62-90%
Oteer Ha pogopaspewewne | Her | [Jla
dddekTnuHocTb NKC ; - (?77?) L2 )

Appenzeller S, Souza F, Shoenfeld Y et al. 2011



daKTOpPbl PUCKA OCNOXKHEHUN bepemeHHOCTU U pa3BuTua KAPCy
NaLMUEHTOK C aHTudgocponunuarHbimm antutenamm (APA)

daKTopbl PUCKa [NapameTpbl

Mapkepbl ABC e BONYAHOYHbIN AaHTUKOArYAAHT (+++)
¢ «TpOWHAA NO3UTMBHOCTLY ADA
(BA+AKN+B,IM-1)

Apyrue npotpomboTHUHEecKne GpaKkTopbl e Tpombo3bl B aHaMmHe3e
PUCKa * CKB
JJononHuTenbHble GaKTOPbI PUCKA * OcnokHeHns bepemMeHHOCTM B aHaMmHese

*  HusKnii ypoBeHb KOMMN/IEMEHTA
*  OXupeHue, KypeHue, runepamnmaemms

[MpMBEPIKEHHOCTb K IEYEHUO * HusKkaa npuBepHKeHHOCTb

HELLP-cunapom * KpaunHe Bbicoknin puck KACl!!!

L.R. Sammaritano and R.A. Levy. Antiphospholipid Syndrome. 2018
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Y BonbHuua
wm, A K. Epammwanysea

XKEeHLWMHaM ¢ natonornein novek sepuoduuuposarno 5 chyvaes KA®C

C anpena 2018 r (1,5 ropa) B ueHTpe NoMoL M bepeMeHHbIM

Ounarno3s | Cpok
no recra- NebtoT NOH | APA AunarHos Ucxon ana matepu n nnoaa
6epemeH | Lun,
HOCTU Hes,
1 |- 23 /OI‘II‘I, oma + + NADC Ymepna, pebeHoKk ymep
2 | Bropnu- | 17 HELLP + + BTropuuHbIin | BoccTaHOBNEHME
HbIh ADC ADPC /ynydylieHne nokasaTeneu,
pebeHOoK ymep
3 |- 16 @opameHMe WKT fHEeKpo3 | + + MADC Ymepna, pebeHok ymep
YKeN4HOro ny3blpAa), Koma
4 |- 23 NopaxeHune LUHC F + CKB, BoccraHoBNEHUe
(ncuxo3) BTopuyuHbIN | /ynydlleHne nokasaTeneun,
ADC pebeHOoK 1B
5 |- n/p "\qua_m_e_Hle TRKT__ > + + MADC BoccTtaHoBneHUe
03 KMLLEYHUKA), /ynydywieHmne nokasaTenen,
onn pebeHOoK 1B




Cpeanu pa3nu4nbix popm akywepckux TMA (n=134), npoaHann3MpoBaHHbIX 33
nepuoa ¢ 2012 no 2019 rr, pnarHos KAQC sepuduumposaH y 11 naymeHTOK

TeueHune akywepckoro KA®C (n=11)

[NeyeHb 63%
O 6e3 HapyweHuA KULIEeHUK 36%

byHKUMM noyeK CepaLe 54,5%

LIHC 82%
‘ [Mo4Kku 54,5%
m Onni ° MnaueHta 73%

82%

r441%

Kopomuaesa FO.B., Ko3nosckasa H./1., llugmaH E.M., 2019, HeonybsuKo8aHHble OaHHbIE



CoBpemeHHbIv anroputm tepanun KA®C

AHTUKOArYNAHTHI
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Ponb KOMNNEMEHTa B Pa3BUTUMU CUHAPOMA «NOTEPU

nnoga» y nauueHtTok ¢ AQC WA A4
- EDay 4 -
, Q\\\‘&
X ==
| TpombouunThl

[MponepauH

ADJ] Ca C 5aR
THF-a TO
PMN
e ANBTEPHATUBHBIN
\ ‘ “ nyTb akTuBaymm  SVEGFR-1
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Salmon JE, et al. Natur Clin Pract Rheumatol. 2007;3(3):140-147



KnioueBble cCbINIKN, AeMOHCTpUpylowme aktusauuio KomnaemeHta npu A®C u HELLP-
cMHApome (NoTeHuManbHOE pacluMpeHUe NOKa3aHUM K NpUMeHeHU1o a3Kynn3ymaba)

3abone- | MNayneHTsbl neyeHue OCHOBHbie MOMEHTbI CCbl/IKa
BaHue
Nepsobepem | Ikyausymab | TporHaa No3nUTUBHOCTL APA, MHOKECTBEHHbIE Gustavsen
eHHaA 22 neT apTepuanbHble TPoMb03bl B aHaMHese, uwemua H/k Bo | A. et al.
Bpemsi bepeMeHHOCTU. 3HaUMTEeAbHbIA puck KADC. Medicine
3kynusymab seoaunn asaxxabl nepea KC (32 Hep) 2017, 96,
YpoeeHb CO HOPM2aNnN30Ba/ICA B Te4eHne Hegenum nocne | e6338

ADC

-

obeux 003 3Kyn3ymaba.
_BepeMEHHOCTb MOKET BAUATb Ha GapMaKOANHAMPIRY—4—_|
bapMaKOKMHETUKY 3Kynn3ymaba. Mpeanaraercs
~4HANBMAYANbHbIA NOAXOA.

/

B

MNepBobe-
pemeHHasn
30 ner.
AvarHos:
ADC + my-
TauuA
NenpeH B
aHamHese
T3/1A

9Kynn3ymab

TpoiHaa no3mntusHoctb ADA. Octpas TMA (MATA,
Tpombouutonerunsa, OMNM) Ha 30 Hep, +64H., HECMOTPA
Ha sieveHune ASA, HMI, nnakBeHusiom. BeeaeH
3KYyNIM3ymab, bepemeHHOCTb NPO/IOHIMPOBAHa Ha 9 AH.
Ha 33 Hep.-kecapeso. Pe6eHok 1640r, APGAR 4/7
BTopaa nHdy3unsa akynmsymaba yepes Hegento ¢
BLICTPOM HOPMaNnsaLumnen ypoBHa remoriobunHa,

Konn4yectBa TpoMOOUMTOB, PYHKLUU NOYEK.

Rovere-
Querini P.
et al.
Medicine
2018, 97,
el12584.

Vedran Stefanovic. , March 2019



O6Wwmnit n NoYeUHbIN MaTepuHCcKUA ucxoa npu KA®C

R
/ T

C30 |.7C3I'I+ Kynw3yma6 (n=2)
(h=9) \;A i
| PYHKUMA NoYeK n=1 :
n=6 BOCCTAaHOBWMACh
XBM 4-5 ct n=1
Ymepaun

Kopomuyaesa 10.B., Koznoeckaa H./1., LUuppmaH E.M., 2019, Heonybs1uKo8aHHble OQHHbIE



3aKkn4yeHue

BepemeHHOCTb moxKeT bbiTb Tpurrepom KADC y naumeHToK ¢ APC nnm
HocuTenbcTBoMm a®PA

KA®C, accoummnpoBaHHbIN ¢ bepemMeHHOCTbIo, NpeacTaBaseT coboi peakoe, HO
KpalHe Taxenoe 3aboneBaHue ¢ HebNAronPUATHbIM UCXOA0M ANS MATEPU U
naoaa /HOBOPOMKAEHHOIO

Y nauneHToK ¢ AQC HELLP-cuHApOoMm accoummnpoBaH C BbICOKMM PUCKOM
pa3nTmnAa KADC

MauMeHTKM € KTPOMHOM NO3UTUBHOCTLIO» aPA BXOAAT B rpynmny BbICOKOro pUCKa
PA3BUTMA aKYLLUEPCKUX OCNOXKHEHUN AAXKe NPU aAeKBAaTHON NPOPUNAKTUKE
nocneaHnX B Te4EeHMe BCEro CPOKa recraumm

Y naumMeHToK ¢ AnarHo3om ADC Pa3BUTUE aRKYLUEPCKNX OCNOX¥HEHUN BO3MOXKHO
B bonee PaHHWNE, HETUNMKWYHbIE ONA 3TUX OC]'IO)-KHEHI/II7I, CPOKU reCtaumnun

J10Ka3aHHaA poab aKTUBAUMM KOMNAEMEHTA B NatoreHesze A®C B LLenom u
KA®C B yacTHOCTM N0O3BOASsET 0OOCHOBATb MPUMEHEHNE KOMMIEMEHT-
bhoKupyoLen Tepanum IKYyAn3ymabom He TONbLKO ANsi Ne4eHUsa, HO U AnA
npodunaktnkn KAPC y naymeHTok, ctpaaatrowmx APC






