AHHa UropeBHa [poxOKMHa, akyllep-rmHekonor, remoctasunosior LIP
ExkarepuHa IOpbeBHa lNeuépuHa, 3aMeCcTUTeNb ANpeKTopa

na6opatopun LUIMP, Bpay KO/




Uto Takoe ADPC

* AHTMdhocchonunuaHbin cuHapom (ADPC) —
CUCTeMHOe ayTOMMMYHHOe
3aboneBaHue, xapakrepu3syouieecs
BEHO3HbIM UM aptTepuanbHbIM
TPOMOO30M, MUKPOCOCYAUCTLIMMU
3abonesaHaAMM n/nnn
HeOnaronpmAaTHbLIMM UCXoaaMMm
6epeMeHHOCTU, YacTo CBA3aHHbIMM C
nNnaueHTapHON HegoCTaTO4YHOCTbLIO NpW
HaNmIM4YMm NepcucTUpyollem aKkcnpeccum
aHTudpocchonunuaHbix aHTuten (A®IJI).

https://www.uptodate.com, topic last updated: May 15, 2024. .



https://www.uptodate.com/

* CocyaucTbium (BackynsapHbin) A®C
(VAPS) u Akyuwepckuu A®C (oAPS)

* MepBUYHbLIA U BTOPUYHDbIM

 KatacTpodcdpmueckum

—



MNepBUUYHLIN U BTOPUYHBIN ADC

Tun A®C lNMpoueHT BCTpeyaemMocTun

MepBuyHbI ADPC 53,1%

CKB (cuctemMHasa kpacHas Bon4aHka) 36,2%
BonyaHo4yHonoaoOHbI cuHapom  5,0%
Cunapowm LerpeHa 2,2%

PeematongHbein aptput  1,8%

CuctemMHasa cknepogepmus 0,7%
CUCTEeMHbIV BaCKynuT 0,7%

Oepmatommnosnt 0,5%

—



UTto Takoe aHTUdpocchonMnMaHbie

dHTUTEerJia

* Antudocdomunuaasie antTuteaa (ADA) IpeacTaBIsSIOT
COOOM I'PYyIIy aHTUTEI (MMMYHOITIOOYJIMHOB),
HapaBJICHHBIX MPOTHUB (POCHOIUINI0B, KOPAKTOPOB HUIIH
KOMILJIEKCOB (pochonmunua-kopakrop. Takue aHTUTENIA
ICVCTBYIOT HA Pa3JIUYHbBIC TUIIBI KJIECTOK, B TOM YHCIIE,
MOHOIIMTBI, SHAOTEINAIbHBIC KICTKU U KICTKHU
TpoobnacTa, TPOMOOLIUTHI.

—



Limpkynauma AOA

OcHoBoun ADC asngeTca LMpKynNsauus
aHTnodonunuaHelix aHtuten (APA), kotopble
BbiaBnATCA Y 1-5% 300pOBbIX XKEHLMH
penpoayKkTMBHOIro Bo3pacra.

[Mpun atom 10—-29% XKEHLLUUH C NSIOXNMHN
aKyLlepCKUMKN ncxogamm ABnsiOTCS
HocuTenammn AGA




ADC - npuumHa axymepcxux
OCFO>XXHeHun Ha pad |I i o

.

* OpHa m3 knuHuk LUMP pacnonaranacb B MHCTUTYTE
peBMaTonormm, rge COBMecTHO C BpayamMm MHCTUTYTa Mbl Benu
OoUYeHb CJI0OXHbIe cflyyaum Ha CTbiKe penpoaykKkuvm m
peBMaTonormm, B Tom umcne, naumeHtTok ¢ A®C.

* B Te rogbl cnokoMHaa 6epeMeHHOCTb Y XEeHIUMH C TAXENbIMMU
CMCTeMHbIMM 3aboneBaHuamMmuM 6bINa YeM-To NOUTH
HeBepoATHbIM. Bpauu B 6ykBanbHOM cMbicne cnosa 6oponucob
3a eé HOpManbHbIM UCXOoA. ITO gaXKe CpaBHUBaTb HEeNb31 C
cerogHsiWHEeM cuTyauMen, Korga segeHme Takom bepemeHHOCTM

Y BpaYa akKyuepa-ruHeKosnora co cCneunoaroToBKOM crana noq.



ADC - npyumHa aKywepcKux

OCJIO)XKHEeHMM Ha pa3HbIX CpoKax

N Torga e cneunanuctsl LLNP
COBMECTHO CO cneyuanmctamm
HCTUTYTa peBMaTosiornMmn nog arnaom
®oHpa bopTHMKa HavyaIn HayyHble
nccnenoBaHma no akywepckomy APC.
[MepBoe, YTO Mbl caenanu, — cosgasim
aJITOPUTM OLLEHKN pUCKa aKyLLEepPCKUX
OC/TOXXHEHUI Ha OCHOBaHWM Pe3y/ibTaToB
aHa/IM30B Ha aHTudpoconnnnaHble
aHTuTena. Mol pa3éuny BO3MOXHbIe
pe3ynbTatbl Ha YPOBHU, MO KOTOPbLIM
KOTOPbIX MOXHO 3anofo3putb
BEPOATHOCTb MNOSABNIEHUA aKyLLepCKOro
A®PC 1 cnporHosnposaTtb pPUCKU. Mbl
Aaxke nateHT Torga nonyymnu. Ho ato
y)xe ganékasa ncropus. Ceinvac Hawum
Bpayn 3HalT U YMEKT ropasgo 60sbLue.

Crocob BLIABMEHWA CTEMNeHN PNCKa aKyLepCKMX OC/IOKHEHWI

HKnacce MMNK:

Astop(m):

Natentoobnapatens(m):

MpuopuTeTs:

GOIMN23/50 XMMMYSCKMI 3HaNWE DMONOTMUYSCKHX METSDHAN0E, HanpHMEp
KDOBM, MOWM; WCMBITEHWA, OCHOBaHHKEE Ha CNocoDax CBASLIBEHWA
BuoCneuMOUUSCKIX MMraHa08; MMMYHONOTMUSCKME MCMbITAHUA

Myzoe WM. (RU), KoBeinancka AT (RU)

ABTOHOMHAA HEKOMMEDYECKEA ODTaHMEaUME "LIEHTD MMMYHONOMHM 1
penpoayxumud” (RU)

NyGNMKALUKMA NETEHTA:
27.10.2004

noAzya 3E8EKN:
2003-06-05

WM200pETEHNE OTHOCHTCA K KYLIEPCTEY M MMMYHOMOTMM M NMPEQHaZHaYEH0 ANA BLIABNEHWA CTEMEHW PUCKA aKyle
anwTuTEna IgM W IgG K KapaMonunMHy B GOChONMNUAHBIX EAWHWULUAX, aHTMTENa K AeHaTypMpoEaHHOW [HK (5sDNA
TUPEOHOHOW nepokcuaase (TTIO-AT) B YCIOBHEIX EAWHWLUAX, OUEHWBAIOT MX NOKAZaTenu B Gannax, CyMMUPYIOT WX, B 3

Cnocob oBEeCMEYMBAET CHKEHWE PUCKE aKYLUEPCKUX OCTOXHEHMIA MYTEM HAZHAYEHWA 3OEKEATHOA NPOMMNAKTUKW 3z

OCNOXHEHWA. 3 Tabn.

Dopmyna uzobpeTeHus
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Abstract

Antiphospholipid syndrome (APS) is the most frequent acquired thrombophilia of
autoimmune basis. Pregnancy complications of APS may include recurrent miscarriage,
and placental dysfunction presenting as fetal death, prematurity, intrauterine growth
restriction and preeclampsia. For the management of obstetric APS, a coordinated
medical-obstetric management is essential, and this should start for a preconceptional
visit in order to estimate the individual risk for complications, adjust therapies and
establish the indications for preconceptional and first-trimester therapy. The basis of APS

therapy during pregnancy is low-dose aspirin, combined in certain clinical scenarios with
low-molecular weight heparin. Induction of delivery should not be routinely indicated in




Komy nokasaHo obcneposaHme Ha

A®C?

brain fog

e TpomMO03b1 m|Scarr|ageS

blood clot b OOd ClO

e HepbiHamMBaHuEe OEPEMEHHOCTU f a ‘t I 9 u e St rO ke
e AmHTeHaraJIbHAsI TMOeNb IUI0AA m I g ra | n e S

joint pam

e [lpesknammncus
e [IpexneBpeMeHHas OTCIOMKA HOPMAIbHO PACHIOJIIOKEHHON TUIALCHTBI
e BuyrpuytpobHas 3anepxka pocta mioaa (FGR)

e AyTOMMMYHHbIEC 3a00JI€BaHMs], B YaCTHOCTH, CUCTEMHAasl kKpacHasi BomyaHnka. Okosno 40% manueHToB
¢ CKB umeror ADC. bonee toro, Obuto mojcuutano, 4yto ADC moxer pazButhea y 50-70%
nanueHToB ¢ CKB u nomoxureapbHeiMu ADA nociie 20 et HaOIroneHu.

—



EUROAPS

European Registry on Obstetrical Anti-
Phospholipid Antibody Syndrome
(EUROAPS)

CornacHo €BpONerCcKOMY PEerucTpy aKylepckoro aHTuhoC@oIUIUIHOI0 CHHAPOMA
(EUROAPS), nipu ananu3ze KIMHUYECKUX OCOOCHHOCTEMN, TA0OPATOPHBIX JAHHBIX U
HCXO0JIOB OEpeMEHHOCTH (MaTEpHHCKOM M IIOAHOM/HeOHaTanbHOM) B KoropTe u3 1000
*keHiuH ¢ OAIIC Hanbonee pacpoCTpaHEHHBIMU aKyIIEPCKUMU OCI0KHEHUSIMU ObLIH:
MPUBBIYHBIC BHIKUABIIIH (38,6%), 32 KOTOPBIMHU CiemoBanu noteps miona (25,3%),
HEJIOHOIIEHHOCTH (28,5%) u MmepTBOpOXKIeHUE (23%), NPEIKIAMIICHS C pAHHUM Ha4yajaoM
HaOmonanack B 18,1% Bcex ciydaes; ¢ O3AHUM IpUcyTcTBOBaia y 4,6%.




EUROAPS

OAPS — Hauboee 4acTo NoJIarolieecs JICUCHUIO
ayTOMMMYHHOE 3a00JIEeBaHUE BO BpeMsl OEPEMEHHOCTH.

European Registry on Obstetrical Anti-

Knaccuueckuii antudoconunuanbiii cuaapom (APS) L
) (EUROAPS)
u akymepckuit cuagapom (OAPS) umeroT pasHbie
[IOKa3aTe/ 1 TPOMOO30B, OTBETA Ha JICICHHE MK The European Registry on Obstetric Antiphospholipid

ITOCIICAYIOIIECTO Ha6JHOI[€HI/I}I. Syndrome (EUROAPS): A survey of 1000 consecutive
cases

> Autoimmun Rev. 2019 Apr;18(4):406-414. doi: 10.1016/j.autrev.2018.12.006. Epub 2019 Feb 15.

Jaume Alijotas-Reig 1, Enrique Esteve-Valverde 2, Raquel Ferrer-Oliveras 3, Luis Saez-Comet 4,

ComracHo HaKUM pe3yJibTaraM, CUCTEMHOE U IIJIALEHTAPHOE BOCTIAJICHUE, T10-
BUJUMOMY, UTPAET BAXKHYI0 posib B OAPS.

B Hamiem peectpe npeacTaBieHbl BCE JIAOOPATOPHBIE KATETOPUU U KIIMHUYECKUE
ITPOSIBJICHMUS.

BrICOKHM YPOBEHB XOPOUIUX PE3YJIBTATOB JJIS IJI0A U MATEPU U MEHBIIIEE KOJTUYECTBO
aKyIIePCKUX OCIO0KHEHMH, HaOII0IaeMbIX B IPYIIE, MOJIYyYaBIlIeH JedeHre, TpeoyeT OT
Bpayel 3aJlyMaThCs O CTaHJIAPTU3UPOBAHHOM Tpaduke JJig Bcex manueHTok ¢ OAPS.




Otnuume akywepckoro A®C

Pasnunumne mexay akyLepckumM U COCyauCTbIM
A®C 4eTKO YCTaHOBSIEHO B TEYEHUE MOCNEeOHNX
10 neT Ha OCHOBaHUW criegyoWmx

HaBIoAeHMNA: - L
* B NNaueHTax XeHLLUWH C
aHTUocPONUNUAHLIMA aHTUTENaMKN peaKo Pubmed” R d

Advanced Create alert Create RSS User Guide

HabnogalTCcs NPU3HaAKN TPOMOOB;
* aHTuUTena oT NnauueHToB ¢ akywepckum APC
BnMﬂI‘OT Ha KneTKM rlnaLl'eHTbI L‘lenOBeKa; R 67 results Page 1 nf7> >>

* MnauMeHTbl C TpoMb0o3amMu B aHaMHe3€e UMEoT 2l II

ropasno 6onee BbICOKMM PUCK MOBTOPHbIX
TPOMBOTUYECKNX CODbITUI, YEM MALUMEHTDI, Y _ ._-._.ll
0

Save || Emal | Sendto Sorthy:| Publication date 4 1= | | Display options ¢

KOTOPbIX ObINN TONLKO OCIMOXXHEHUS
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OTtnuume akyuwepckoro A®C

IIpu OepeMEeHHOCTH B OpPraHM3Me KeHIIMHbI MOABJIAETCHA HOBbIU
oprad — miaaunenra. Iloaromy passurue akyumepckoro tuna AOC
MPOMCXOAUT COBCEM HMHAa4ye, a 3BEHbA M MEXaHM3MbI IATOreHe3a
BeCcbMa pa3sHoOpa3Hbl. XO0TdA Yy OOJBIIHHCTBA 00bHbIX ADC
HAOJI0IAI0TCH KAK COCYIUCThIC, TAK M aAKYIIEePCKUe NMPOsiBJICHUS,
CYLIECTBYKOT HM30JJUPOBAHHBIC COCYIMCTbIe HWJIH AaKylIepcKHe
BAPMAHTHI.

—



Otnuume akywepckoro A®C

[edekTHasa nnaueHTauns aBAsieTca BaXXHOW NPUYMHON
3abonesaemMocTn 6epemeHHbIX npy A®C; HeTpoMboTNYeckne
MeXaHU3Mbl MOTYT ObITb 60/1e€ BaXXHbIMU, YeM UHGDAPKT
naaueHTbl, B natoreHese akywepckoro APC.

3aBucumble oT B2-rnnkonpotenHa | (B2GPI)
aHTupochonunmuaHbie aHTUTENNa B HacTosLee BpeMs
CUMTAKOTCA OCHOBHbLIMW NATOreHHbIMU ayToaHTUTeNnamMmm npu
ADC.

[0 cnx nop HEACHO, MOTYT /1N OOHU U Te Xe aHTuTena

BbI3blBaTb TPOM603 COCY0B 1 3a60/1eBaeMOCTb OBeEpeEMEHHbIX.

nature reviews rneumatology

Explore content ¥  About the journal ¥ Publish with us v Subscribe

nature » nature reviews rheumatology > review articles » article

Review Article | Published: 11 June 2018

Obstetric and vascular antiphospholipid syndrome:
same antibodies but different diseases?

Pier Luigi Meroni 53, Maria Orietta Borghi, Claudia Grossi, Cecilia Beatrice Chighizola, Paolo Durigutto &

Francesco Tedesco

Nature Reviews Rheumatology 14, 433-440 (2018) | Cite this article

3522 Accesses | 34 Altmetric | Metrics

Abstract




HopmanbHoOe pa3BuTue NnaueHTbl

Bckope nocne nmnnaHTaunm KneTku
TpodobnacTta NPoOHMKaIOT B
© peunayanbHyto 060M0o4YKy MaTKu U

Bue GepemeHHOCTH

@ o andpdpepeHUmnpyroTca BO
HEVN ol L BHEBOpPCUHYaTbIe TpodobnacThbl.
- @ o wes [1EKOTOPbIE U3 HUX MPOHWUKAIOT B
BHOoMeTpui '/ oBonuka
o— — N\ (-j cnvpanbHble apTepum MaTkn, 3amellas
o L MbILLEYHYIO CTEHKY M 3HOOTENNarnbHble
= KNEeTKW, BbICTMNAOLME Ccocyabl, 3TO

Ha3blBaeTCs MHBa3nen Tpodobnacrta n
pemMogenmpoBaHUEM cnnpanbHbIX

apTepun.
PesynbraT 3TOro npouecca — ageksaTHO I'Ipl/IerI'IJ'I%HI-PaH nrayeHTa u
MoandnLMpOBaHHbIE apTeEPUN, KOTOpble 0becneunBaloT ageKkBaTHbIN
HenpepbIBHbIN KPOBOTOK, HEOOXOAMMBbI BO BTOPOW MNOSIOBUHE BEPEMEHHOCTH,
Korga noTpebHocTb nnoga HanborsbLuas.

QTOT npouecc 3aBUCUT OT MHOTUX CcoObITUIN N ageKkBaTHast MHBA3US
TpOCbO6J'IaCTOB B MaTE€PUMHCKYKO AeuunayalribHyto TKaHb OME€Hb BaXXHa [OJ14
ycrnexa 6epeMeHHOCTl/I. Ecnu aTtoro He I'IpOl/|3Ol7ID,eT, nJaueHTa He 6yp,eT




I'Inau,eHTapHa;l HEe4OCTATO4YHOCTDL

[MnaueHTapHas HegoCTaTOMHOCTb — 3TO HECNOCOBOHOCTL NNaUeHTbl AOCTaBNATb
OOCTaTOYHOE KOSIMYECTBO NuUTaTeNbHbIX BEWECTB pacTywemy nnogy. lNnaueHtapHasd
HeJOCTaTOMHOCTb MOXET NposiBNATbCA B Buae 3BYP (3agepkka BHYTpUyTpobHOro
pa3BnUTUS), NPe3aKNnamrncum, OTCIIONKM NnaueHTbl, aHTeHaTanbHoM rnbenn nnoga unu
KOMOMHaLMN 3TUX COCTOSAHUN.

[MnaueHTapHasa AUCAYHKUNA SBNSAETCA OCHOBHOM NPUYNHOM NaTtonornm 6epemMeHHbIX,
cBs3aHHoM ¢ ADPC, n aHTUTENa UrpatoT BaXkKHYIO POSb B 3TON ANCHYHKLUUN.
OcnoxHeHus bepemMeHHOoCTU, cBAdaHHble ¢ ADC, MoryT ObITb ONocpeaoBaHbl
HECKOJSTbKUMU Pasfin4yHbIMU NYTAMU, HE 0DA3aTenbHO CBA3aHHbIMU C TPOMOOreHHbIM
aencrtesnem ADA.




MexaHn3mMbl BO3OAEeUCTBUA

Annexin V anticoagulant
shield disruption

AHTUTENAa BO3AENCTBYIOT Ha pa3Hble TUMbl .%//}/ n At

T4 gt RPL
KMEeTOK, BbI3blBas crieqytoLLme N3MeHeHUs: 'o?’///;.g"f. % “ >
HenocpeacTBEHHOE BNUSIHUE Ha KIETKM = é;: B T HoAiion
TpodobracTa: nx pocT, passutume, e ..jg Lot | -
nepemMeLLeHune, KNeTouHyo rnbernb; 0-::3 i
aKTMBaLMSl CUCTEMbI KOMMIEMEHTA; R

BOCNanuTesribHasi peakums 3a CHET akTMBaLUK NIEMKOLUUTOB, BbipaboTKu
npoBOCNannTeNbHbIX BELWECTB, B TOM 4ucrne, cekpeumn TNF-anb@a, BHEKNETOYHbIX
nosyuwiek Hentpodunos (HETo3);

NOBbILLEHNE CBEPTbIBAHNSA KPOBU, B TOM YuCne, paspyLleHne aHHEKCUHOBOIO LMUTA;
BNUsAHME Ha akTuBHOCTb [JHK (Tak HasbiBaeMble anNMreHeETUYECKNE MEXaHN3MbI
perynaunn);

HapyLleHne popMnpoBaHNsS COCyaNUCTON CETU (aHIMOreHesa) 3a CHET HapyLLUEeHUS
COOTHOLLIEHMSA MPOAHIrMoreHHbIX (nnaueHTapHblin paktop pocta (PIGF) u
aHTUaHrMoreHHbIx (pacTesopumas fms-cesizaHHass TUPO3NHKMHA3a N PaACTBOPUMbIN
9HAOOIMWH) daKTOPOB;

ADA okasbiBaeT NpsiMont SMOPUOTOKCUYECKNIN IPAEKT, YTO NPUBOAUT K CHUXKEHUIO
NMMNaHTaUuumM Unn HapyLweHno pocta 3MOpPUOHa;

aeuyauanbHble U gpyrne KreTkn Toxe MoryT nogsepratbcst Bo3aenctenio AGA




KPUTEPUU ADC

ITocTanoBka AUarHo3a aHTI/Iq)OC(l)OJII/IHI/IJIHI)Iﬁ CUHAPOM OCHOBaHA HA COYCTAHHUHU ONPECACJTCHHBIX KIUMHHYCCKUX U H&ﬁOpﬂTOthlX NMPpU3HAKOB,

BlHiepBbIe chopmynupoBaHHbIX B 1998 rony B Canmnopo u nepecmorpeHHsix B 2006 rony B Cuanee

Laboratory criteria

Lupus
anticoagulant

{dosing according to ISTH
guidelines)

Antl cardiolipin
antibody
(= 40 GPL or MPL. or =0¢%

percentile i a standardized
ELISA)

Anti-p2 glycoprotein-
I antibody

(=90 percentile i1 a
standardized ELISA)

Thrombosis

Arterial
thrombosis

(confimed by inaging)

Or

| Venous thrombaosis

(confirmed by imaging)

Small vessel
thrombosis

(confirmed by imaging)

Pregnancy-related
morbidity

miscarriage =10 weeks
of gestation
(normal fetal morphology

| decumented by itrasound ar by |
direct examination_ofthe fetus)

‘ Unexplained

Premature birth before
34™ week of gestation

(dne to eclampsia. pre-sclampsia
or placental msufficiency)

=3 unexplained
consecutive miscarriages
< 10 weeks of gestation

{without anatomical, hormonal or
clromosomal alterations of the

parents)
ISTH: Turernarional Saciery on Thrombesis aind Hasmesiasis

JlJIf MOCTAaHOBKHU AMATrHO3a KJaccn4eckoro AP®C nojioxuTe bHbINA Pe3ybTaT X0Ts Obl 110 OTHOMY M3 YIIOMSIHYThIX
apaMeTpPoB J0JIKeH ObITh 00HAPYKEH He MeHee JABYX pa3 ¢ HHTepBaJIoM B 12 HexeJIb.




HekputepumanbHbin AOC

e CepoHeratuBHblii ADC: manuMeHTbl, COOTBETCTBYHIIHE KIMHUYECKUM KPUTEPUSIM
IVIIOC «HEKPHUTEPHAJIbHbLIE» MNPOABJIEHHUHA, CO CTOHKO OTPUUATEIbHBIMHA
AaHTU(POCHOIUNNIHBIMI AHTUTEJIAMM;

o Kiumnmnuyeckmnii HexkpurepuajJbHbii AM®C: NaUEHTbHl ¢ «HEKPUTEPHAIbHBIMM
NPOABJCHUAMM ILIIOC TMOJOKHUTEJAbHBIN Pe3yJabTar Mmoo aHTU(HOCPHOIUNUTHBIM
AHTUTEJIAM, OTBCYAKO NI KPUTEPUAM KJIACCUPUKAIMMN;

e Hemounbiii jgadoparopubii APC: nmanMeHTbl, COOTBETCTBYKINHE KJIUMHUYECKHUM
KPUTEPUAM IUIIOC MOJOXKUTEJIbHbICe AHTH(OCHOIMIUIHbIC AHTHUTEJIA, HO He
COOTBETCTBYIOIIME KpUuTepusaM Kiaaccupurkanuu (HU3Kud Tutp ADC);

e JlaOoparopHbiii HekpuTepuaJabHbii AMC: nNaMEHTbI, COOTBETCTBYHOLIHE
KJIAMHUYECKUM KPUTEPUAM, C OTPUUATEJbHBIM WM HU3KUM TUTPOM KPUTEPUS
ADA, IUIIOC MOJIOKUTEIbHBIA «HEKPUTEPUAIbHBIN» ADA.




JlabopaTopHbie
NPOABIIEHUA

HU3KHMI TUTP aHTUKAPAHOJIUNMUHOBBIX aHTHTEN IgG/IgM (Mexay 95-M u 99-m npoueHTHIIEM)
Hu3kuil TUTp anTutes IgG/IgM nporus riukonporenna I b2 (mexay 95-m n 99-m npoueHTIIIEM)

nepuonanyeckoe nosiiaeHue anrures IgG/IgM k kapauosmnuny w/miamn IgG/IgM k rimkonporenny I b2 n/nian
BOJTYAHOYHOI0 AHTHUKOATYJISIHTA, 00HAPYKEHHBIX C HHTEPBAJIOM 6—12 Heneab 1351

MoryT mpucyTCTBOBATH WJIHM OOHAPY:KHBATbCS HEKpHTepHaJbHble aHTHTena. Hambosee anamm3mpyeMbIMM
SIBJISIOTCA aHTUTeJa 1npoTuB (PocharuauidTaHosaMuba, @Qocharuauiacepuna, docharuanJIMHOIUTOIIA,
docharuaHO KHCIOTHI, KOMILUIEKCA BHUMEHTHH/KAPAMOJIMIINH, AHHEKCHUHA V, NMPOTPOMOMHA, MPOTEHHA S U
nporenna C, miazMuHorena, anrurpomouna III.

IHomumo anTuTen kiaaccoB IgG m IgM npu antudocdorunuiHOM CHHAPOME BbIPA0ATHIBAKTCH AHTHUTEJIA

kjaacca IgA m B HEKOTOPBIX CJOYy4YasiX TOJbKO OHM CBHAETEJLCTBYOT 00 ADPC Kak 0 NpUYHHE T'PO3HBIX
OCJI0’KHEeHH.




OcobeHHOCTM aHaANMU30B

* BonyaHOUYHbIN aHTUKOArynaHT — ABa
CKPMHMHIOBbLIX TecTa + noarsep>XxaeHue

* O6bIuHO He Ha hoHe neuyeHmn
* Mnoc aHTUTena K KochaKkropam
* Mnoc cyMmmapHbie aHTUTena

* BapunabenbHoCTh aHANM30B

* BnmaHue 6epemeHHOCTM

—



HekputepumanbHbin AOC

K HCKPUTECPHAIBHbBIM KIHNHUYCCKUM IIPOABJICHUAM MOKHO OTHECTH:

ABa HEOObSICHUMBIX BhIKHAbIIIA (10 10-i1 Hexesn OepeMEeHHOCTH);
TPHU HEMOCJIEI0BATEIbHbIX HEOObSICHUMBIX BhIKHABIIIA (10 10-11 Hegesn OepeMEHHOCTH);
OTCJI0MKA IVIAUEHTHI M NO3AHME MPeKAeBpPeMeHHbIe Poabl (10 34-i1 Hexeu OepeMEHHOCTH);

NpeslKJIaMIcus/IKIaMICUa  1nocjae 34 Hexejab OepeMEHHOCTH (MPEIKJIAMIICUA € IO3AHUM
HA4YaJI0M);

NMPEKACBPEMCHHBIC POALI ITOCJIC 34 HEAC/Ib 6epeMeHHOCTI/I (l'[O3}]HI/Ie MPECKIACBPEMCHHBIC pO}]I)I);

NMpexXAeBPEeMEHHAs OTCJI0MKA HOPMAJbHO PACHOJIOKEHHON IUJIAEHTHI HA TMO3JHUX CPOKAX
0epeMEeHHOCTH, KOTOPAasi MOKET CJHAYYHThCH HA (POHE KAKOI0-TO COOBITHS-TPUITEPa WJIHU XKe 0e3
Hero

NpexAeBPpEeMEeHHbIH Pa3pbiB IUVIOAHBIX 000104 EK;

HeOObSICHMMAS PeUUAMBUPYOIIAS HEYIa4a MMILIAHTALMM IPH OILUIOJAOTBOPEHH Iin Vitro
(Hey1a4YHBIA MEPEHOC KAK MUHUMYM 3 SMOPHUOHOB XOPOIIEro «Ka4ecTBay).




Bo Bpemsi nnaueHTaumm npomcxoamT akcnosmuma gocconunuaos (dJ1) Ha
BHEKMNETOYHYIO NOBEPXHOCTb. OTO 0becnevnBaeT B3aumogenctene mexay ®Jl n bera-
2-rnuKonpoTenHoMm-1, Bol3biBasi obpasoBaHue komnnekca aHTn-2GPI/B2GPI + dJ1.
MepoHu 1 Op. cuMTaloT, YTO STOT KOMMMNEKC NpeacTaBnseT cobon NerkogocTyrHyto
MULLEHb ANS aHTUOCHONUNUOHBIX aHTUTEN B OTCYTCTBUE CTUMYNALUN «BTOPOro
yaapa», Heobxogumoro ans pas3sutust APC. bonee Toro, npegnonaraeTcs, 4To
COCyOAUCTbIE N TOPMOHarbHbIE U3BMEHEHNS BO BpeMSI BepeMEHHOCTU HAanoMMHatoT
«BTOPOM yOap».

[MonoxuTtenbHbIn pe3yneraT Ha aHTuTena K B2GP1 nmeet 6ornbluoe 3HadeHne ang
OLEeHKM akywepckoro pucka y AOGA-nonoXuTenbHbIX NauMeHTok. HebnaronpusiTHele
ncxopabl 6epemMeHHOCTN Boree TecHO cBA3aHbl ¢ aHTU-B2GP1 aHTuTenammn, Yem ¢
aHTUKapAMOSTIMNUHOBBLIMU UITN BONTYAHOYHbLIM aHTUKOAryrnsaHTOM.




AHHeKcuH A5 (AnxAb5)

AHHEKCUH AS OencTBYeT Kak doM3N0oNorndyecknin aHTUKoarynsaHT, obpasysa WwuT Ha
NOBEPXHOCTU KNETKN U NPeaOoTBpaLLAEeT akTUBaALMIO CBEPTbIBAHNSA KPOBMW.
AHTUTENa MOryT HapyLlaTb 3TOT WNUT 1 Npeapacnonarartb K TpoMmb03y.

TecT ycTton4mBocTn K aHHeKcuHy AS (ASR) — aHanns Ha ocHOBE U3MepeHnd
BPEMEHWN CBEPTbIBAHMA KPOBU C AobaBneHNneM aHHeKCMHa AS. Y naumMeHToB C
NONOXUTENLHBIMU aHTUTENamu K aPL BpeMsa cBepTbiBaHUA KPOBU 3HAYUTENBHO
Kopo4e. YCTOMYMBOCTb K aHTUKOarynsaHTHOW aktTMBHOCTU AnxAS cBd3aHa C
pacno3HaBaHWeEM aHTUTeNnamm B2-rmmkonpotenHa | n onpegenset nogrpynny
XEeHLUKUH ¢ akywwepckum APC.

B ogHom nccnegoBaHum Ha 750 nauneHTKkax ¢ TpoMbo3amMm U OCIIOXKHEHUSIMU
BepeMeHHOCTU aBTOPbl OOHAPYXUMNU CHMKEHUE COOTHOLLEHUSI aHTUKOArynaHToB
A5 y nauymeHToB ¢ nonoxumternbHbiMn AGA ¢ TPOMOO30M U/MNN OCNOXHEHUSIMU
6epeMeHHOCTU NO CpaBHEHMUIO C NauneHTamu ¢ otpuuatensHeiMn APA. 310
MOXET BbIABUTb MAUMEHTOB CO CKNMOHHOCTLIO K TPOM603aM NN OCNOXHEHUSIM
bepeMeHHOCTH.




Definitions of the 2023 ACR/EULAR antiphospholipid syndrome (APS)

classification criteria

Domain 4 — Obstetric

Prefetal death (preembryonic or embryonic loss): Otherwise unexplained* pregnancy loss before 10 weeks 0 days of gestation.

Fetal death: Otherwise unexplained* pregnancy loss between 10 weeks 0 days and 15 weeks 6 days gestation (early fetal death), or
between 16 weeks 0 days and 34 weeks 0 days gestation.

Note: if a detailed analysis of the fetal morphology or genetic constitution is not performed or unavailable, reasonable clinical judgment
should be used based on careful history and review of available medical records.

Preeclampsia with severe features (39): Preeclampsia defined as a systolic blood pressure >140 mm Hg or diastolic blood pressure
>90 mm Hg on 2 occasions at least 4 hours apart after 20 weeks of gestation in a previously normotensive or hypertensive (chronict)
patient AND new onset of one or more of the following: a) proteinuria 0.3 mg/mg (30 mg/mmoles) in a random urine specimen or b)
dipstick protein 2+ if a quantitative measurement is unavailable AND one or more of the following “severe features™

Severe blood pressure elevation: Systolic blood pressure 2160 mm Hg or diastolic blood pressure =110 mm Hg on 2 occasions at
least 4 hours apart while the patient is on bed rest (antinypertensive therapy may be initiated upon confirmation of severe
hypertension, in which case severe blood pressure elevation criteria can be satisfied without waiting until 4 hours have elapsed).

Central nervous system dysfunction: New-onset headache unresponsive to medication and not accounted for by alternative diagnosis.

Visual disturbances.

Pulmonary edema.

Impaired liver function: Abnormally elevated blood concentrations of liver enzymes (more than twice the upper limit of normal concentrations),
or severe persistent right upper quadrant or epigastric pain unresponsive to medications, not accounted by alternative diagnosis.

Renal dysfunction; Serum creatinine concentration >1.1 mg/dl or a doubling of the serum creatinine concentration in the absence of
other renal disease

Thrombocytopenia: platelet count of <100 x 107/liter.

(Continued)




Definitions of the 2023 ACR/EULAR antiphospholipid syndrome (APS)

classification criteria

Table 1. (Cont'd)

Placental insufficiency with severe features: Intrauterine fetal growth restriction defined as biometry indicating estimated fetal weight
of less than the 10th percentile for gestational age or postnatal birth weight less than the 10th percentile for gestational age in the absence
of fetal-neonatal syndromes or genetic conditions associated with growth restriction AND one or more of the following “severe features™

Abnormal or non-reassuring fetal surveillance test(s) suggestive of fetal hypoxemia, e.g, a nonreactive non-stress test.

Abnormal Doppler flow velocimetry waveform analysis suggestive of fetal hypoxemia, e.g, absent end-diastolic flow in the
umbilical artery.

Severe intrauterine fetal growth restriction suggested by fetal biometry indicating an estimated fetal or postnatal birth weight of
<3rd percentile for gestational age.

Oligohydramnios, e.g, an amniotic fluid index <5 cm, or deepest vertical pocket <2 cm.

Maternal vascular malperfusion on placental histology suggested by placental thrombosis/infarction, inadequate remodeling of the
uterine spiral arteries (decidual vasculopathy), decreased vasculosyncytial membranes, increased syncytial knots, or decidual
inflammation (40). Note: Maternal vascular malperfusion on placental histology can be detected in the placentas of aPL-negative patients
with intrauterine growth restriction and/or preeclampsia, and even in normal pregnancies; thus, these findings are not specific for APS.




Entry Criteria™
At least one documented™ clinical criterion listed below (domains 1-6)
plus
A positive antiphospholipid antibody (aPL) test
(a lupus anticoagulant test, or moderate-to-high titers of anticardiolipin or anti-fz-glycoprotein-I antibodies [1gG or [gh])
within three vears™ of the clinical eriterion

\ 4

If absent, do not attempt to classify as APS - If present, apply additive criteria

&

Additive clinical and laboratory eriteria'™
Do not count a clinical eriterion if there is an equally or more likely explanation than APS.
Within each domain, only count the highest weighted crterion towards the total score.

Weight ‘Weight

Clinical domains and criteria

D1. Macrovascular (Venous Thromboembolism [V TE|) D2. Macrovascular (Arterial Thrombosis [AT])
VTE with a high-risk VTE profile®' AT with a high-risk CVD profile™ 2
VTE without a high-risk VTE profile’ _‘n AT without a high-nsk CVD profile™ 4
D3, Microvascular D4, Obstetric
Suspected (one or more of the following) 2 =3 Consecutive pre-fetal (<10w) andior
Livedo racemosa (exam) early fetal { 10w 0d -15w 6d) deaths
Livedoid vasculopathy lesions (exam)
;‘-'I'l“'-'"‘-':_hf'-f'l'll_:*:' ﬂpL:‘-‘lj‘hff‘l_'-'“th}‘ 1.“-“?’“:!“_7 |_ah_’ Fetal death (16w 0d — 33w 6d) in the absence of 1
Ay ST I ) pre-cclampsia (PEC) with severe features or
Established (one of more of the following) 5 placental insufficiency (PI) with severe features
Livedoid vasculopathy (pathology™)
Acute/chronic aPL-nephropathy { pathology'™) PEC with severe features (<34w 0d) or Pl with 3
Pulmonary hemorrhage (BAL or pathology™) severe features (<34w 0d) with/without fetal death
Myocardial disease (imaging or pathology) PEC with severe features (<34w 0d) and Pl with 4
Adrenal hemorrhage (imaging or pathology) severe features (< 34w 0d) with/without fetal death
D5, Cardiac Valve D6, Hematology
Thickening 2 Thrombocytopenia (lowest 20-130x10%L) 2
Vegetation
Laboratory (aPL) domains and criteria™ Weight
D7, aPL test by coagulation-based functional assay D&, aPL test by solid phase assay (anti-cardiolipin antibody
(lupus anticoagulant test [LAC]) [aCL] ELISA and/or anti-f:-glveoprotein-1 antibody
[afGPI] ELISA |persistent])
Positive LAC (single — one time) 1 Muoderate or high positive (IgM) (aCL and/or afiGPT) 1
Positive LAC (persistent) 5 Moderate positive (IgG) (2CL and/or afi:GPI) 4
High positive (IgG) (aCL or af-GPI) 5
High positive (IgG) (2CL and af-GPI) 7

24

TOTAL SCORE
Classify as Antiphospholipid Syndrome for research purposes if there are
at least 3 points from clinical domains AND at least 3 points from laboratory domains




BHe 6epemeHHOCTM

e MurpeHns.
e boJuu B cycraBax.

e IloBblIenue YPOBHSI IVIOKO3bl, BCJICACTBUEC AYTOMMMYHHOI'0 NMOPA’KCHHUSA HOZ[)KCJIYIIO‘IHOﬁ
KeJI€3bl U [[C(I)I/IIII/ITa NHCYJINHA.

e KokHble MposiBJIeHUS (MPAMOPHAasi OKPAaCKa KOXKH, CeTYaToe JIUBEA0 U JP.), BOSHUKAKIIHE
M3-32 Pa3JIMYHbIX HAPYHICHUH B MUKPOIMPKYJIATOPHOM pycJie (cma3m, TpomM003).

e Jlpyrme  HekpuTepHaJbHble  KJIMHHYeckue  mnposiBjdeHuss ADC  Takxe  ObLIH
MPOAHAIU3ZUPOBAHBLI MeKIYHAPOAHOM WeJeBO TPYyNmo ¢ UHeJbl0 OLEHUTh Ka4eCcTBO
T0KA3aTeJIbCTB MEIULIUHCKOU JIUTEPATYPhI MO0 KAKAOMY U3 CJIEAYHINUX IMYHKTOB: TPOMOO3
NMOBEPXHOCTHBIX Be€H, TPOMOOUUTONECHUS, MMOYEYHAS MHUKPOAHTHONATHUS, MOPAKECHUE
CepPACYHOr0 KJIANAHA, CceTyaroe JIMBeA0, MUIPEHb, XOpes, CyIOpOrd U MHEJIHUT, HEKpPO3
KOCTeH, YCKOPEHHBIH aTepocKJiepo3. Pe3yiabrarhl mMoka3ajiu, 4To TpoMoOonuTonenuo, APC-
Hedponarnio, MOpaKeHue KJIANAHOB CePaAla, ceTyaroe JUBea0, XOper, NPoI0JbHbIA MUEJIUT
u cepoHeratuBHbIii A®MC peKkoMeHAYeTCH BKJIWYUTHL B CJeAYIOIIHe INepecMOTPEHHbIe
kpurepun ADC




. DR7-DQ2.2. — camblii JApeBHHIl TI'eH, CaMblii JPeBHHH TallIOTHII, KOTOPBIH €CTh Yy
YyeJI0BeYecTBa. Asasiercs CHJIBHBIM BapHAHTOM, KOTOPBIH npeapacmnoJiaraer K
aHTU(POCHOTMITUAHOMY CHHAPOMY.

. DR7-DQ9, DR3-DQ2.5, DR4-DQ7.3, DR4-DQ8.1, DR4-DQ4.3, DQA1%01:02,
DQB1%06:04/5/6/7/9. U3 uux DR3 u DR4 — cuwibHble (aKTOpBI, KOTOPbIEe NPEAPACHOIATAT K
ayTOMMMYHHBIM 3200/1eBAaHUSIM, K CAXapHOMY /I1a0eTy epBOro TUIA.

OueHb MHOI'ue I'€Hbl 4 ramnjJoTHUIIbI 31eCh CBfI3aHbI C HEIEPEHOCHUMOCTBIO 3J1aK0B,
YYBCTBUTCJIbHOCTHIO K IVIIOTECHY.

Y nanuentoB eBpomneiickoro npoucxoxaenusa aKJI npu CKB no3utuBHo accoummupyrorcs ¢ HLA-
DRB1%04, -DRB1*07, -DQA1%0201, -DQA1*0301, DQB1%0302, -DRB3*0301, a anTtuTesa k pP2-
muKkonporenHy-I  uMerwor mno3utuBHyw accounanuio ¢ DQB1*%0302. Asueans DRB1%0402
accoMMpyeTcsl ¢ BHICOKMM pUCKOM oOpa3oBaHusi antute] kak K KJI, tak u k B2-I'Tl-1. IIpu 3Tom
75% nanueHToB, Hecylux auieab DRB1*%0402, sisasitorces no3uTuBHbIMH Ha aKJL.

Haiinennasi acconuanusi MexX1y aHTHTeJlaMHu K mporpomOmuy u ramjaorunamm HLA-DQB1%0301,
DQA1*03, DRB1%*04 nemoHcTpupyeT Haau4ue O00IIero TreHeTH4YecKOro (oHa y mHnalUeHTOB ¢
antutesamMu K IIT u B2-I'TI-I, koTopble ABIAAIOTCA OTBETCTBEHHBIMH 32 AKTHBHOCTH BOJTYAHOYHOI'O
aHTHKOAryJsinta [296]. Kpome TOro, ycraHoB/ieHO, YTO AHTHUTe/Ia K AHHEKCHMHY V IOJI0KHTEIbHO
accouunpymores ¢ amiegem HLA-DRB1%08, a anTuTresia Kk nmporemHy S acCOUMMpPYIOTCS € ajljiejieM
HLADQB1*0301.




* Cnacubo za BHMMmaHue!
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