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AHTU®OCHONNNUAHBIA CUHAPOM B MPAKTUKE TEPAMEBTA
(OB30OP IUTEPATYPbI)

AHmugpocgponunudneili cuHopom (ADPC) - cuMnNMOMOKOMNJIEKC, Xapakmepusyrowulics peyudusupyroujum
mpom6030M, peyudusuUPYOWUMU CAMONPOU38BOIbHBIMU abopmamu, mpomboyumoneHueli U NosbilieHHbIMU
yposHamu aHmugbocgonunudHeix anmumen (IgG unu IgM). ObbI4HO 3Mo c853aHHO ¢ 3abos1egaHusAMU coedu-
HUMeIbHOU MKAHU.

AHmugpochonunudHele aHmMumena — 2emepozeHHAs 2pynna aymoaHmumesi, 06Hapyxueaemsix ¢ NOMOW{bH
UMMYHOAGHAU308 U OYyHKYUOHA/IbHLIX Mecmos HA Koazy/sayuro. AHMU2eHH6IMU MUWEHSMU S8JISomcs om-
puyamesibHo 3apsxxeHHsle ¢ocghonunudsl U cbiBOPoMoUHsle gocghonunud-cssassisarowjue benku. locredHue
aHmumesia 4acmo €ea3aHsl ¢ mpomb0o3om, nomepeli N100a U Opy2uMU KAUHUYECKUMU NpOsiBIeHUsMU aHMU-
¢dochonunudHozo cuHOpoMa. Imu aHmumend cYUMaromcs 3Muosi02u4eckU 8aXXH6IMU NpU CUHOpoMe, xomsi
MOYHble NamozeHHble MexaHU3Mbl 8ce elje He onpedesieHsl.

lNpednazaembie MexaHU3Mbl BKIOUYAOM 0NOCPed0B8AHHOE AHMUMEAAMU 8MelWamesbCmeo 8 20Meocmas Koa-
2YIAYUU, AKMUBALU MpoMboyumos U 3HO0MeNUAIbHbIX KAemOoK U UMMYHHbIU omeem T-KJemok Ha cbl8opo-
mouHele gpocghonunud-cssseisaroujue besku. OcHo8olU mepanuu s8asemcs GHMUKOA2yIsyus U aHmuazpeaa-

yus, moaoda kak UMMyHocynpeccusi HeaghghekmueHa.
Knroueessle cnoea: aHmugocghonunudHsili cuHOpom,

KAUHUKO-0uaeHocmu4eckue Kpumepuu, jie4eHue

AHTMOCHONMMUAHBIA CUHAPOM - 3TO ayTOMM-
MyHHOe 3aboneBaHVe, xapaKTepusyrolleecs aHTU-
dbochonMNUAHLIMM aHTUTENAMM U, MO KPaHeN Mepe,
OAHVM KJAVHUYECKVM MpOoABAeHNeM, Hanbonee yac-
TbIM U3 KOTOPbIX SBASETCA BEHO3HbIV WM apTepwu-
aNbHbIN TPOMOO3 M peLnaMBUpYLOLLAs NOTeps Naosa
[1-7]. CuHAPOM BO3HMKAET U3ONNPOBAHHO - NEPBUY-
HbI aHTUdOoCHONNNNAHBIV cMHAPOM [8, 9] nan B cBA-
31 ¢ 3aboneBaHUAMN COeANHUTENBHON TKaHWU (BTO-
PUYHbIA aHTUGOCHONNNUAHBIV CUHAPOM), B YaCTHO-
CTW, CUCTEMHAnA KpacHasa BondaHka [10].

B 1906 roay Wassermann naeHtnouumnpoBan Cbi-
BOPOTKY OT MauMeHTOB C cMbUANCOM, KOTOpble pe-
arvpoBanu C 3KCTpakTaMu CUPUANTUYECKUX TKaHEWN
[11]. Tect Ha peakuuto Wassermann nepBoOHayanbHO
OblN NpUNUcaH peakLMOHHOW CMOCOBHOCTLIO aHTU-
Te/ NPOTUB aHTUIEeHOB, MOAYYeHHbIX 13 Treponema
pallidum, noka He 6bl10 OBHapPYXXeHO, YTO NCMOb-
30BaHMe HOPMasbHbIX TKaHen 4yenoBeka W >XUBOT-
HbIX JaeT aHanorn4yHble pe3ynbTaTbl. TOAbKO B 1941
rogy Pangborn Bblgennn kapamonnnui (andocdatn-
AVATANLEPWVH) M3 cepaLa KPYMHOro poraTtoro ckoTa,
onpeAenvB ero kak aHTUreHHbI KOMMOHEHT TecTa
Ha pearuvH [12]. BnocneacTBum couetaHne Kapanonn-
NWHa, NeUnTHA 1 XONecTeprHa Ier/10 B OCHOBY TecTa
Ha cnduanc n aBaseTcs TeCTOM B nabopaTopmm u1c-
CNefloBaHMA BeHepuyecknx 3abonesanumn [13].

B 1952 rogy Moore n Mohr onpegenvan aBa o6-
CTOSATENbCTBA, NPW KOTOPbIX MOT MMETb MECTO JIOXKHO-
MONIOXXMUTENbHBIA pe3yibTaT CePOOrMYeckoro Tecra
Ha cndunuc [14]. BpemeHHble peakLmmn CONpPoBOXAa-
JINCb OCTPbIMW BUPYCHBIMWU MHOEKLMAMW 1 BaKLMHa-
LMen, Toraa Kak noctosiHHble (> 6 MecaueB) peakumm
6bIAK CBA3AHbI C aQyTOMMMYHHbBIMW PacCTPOMCTBaMMU,
TaKMMW KaK CMCTEMHAsA KpacHas BOJYaHKa, CUHAPOM
LLlerpeHa n peBMaTonAHbIV apTpuT.

B 1952 rogy Conley 1 Hartman coobwman o cay-
Yyasx ABYX MaLMEHTOB C remMopparmyeckMmu pac-
CTPOWCTBaMM, Y KOTOPbIX BbINO NPOA/TEHNE BPEMEHM
NPOTPOMbBUHA B AOMONHEHMNE K OXKHOMONOXUTENb-
HOMY pe3y/ibTaTy CepOo/IOrMyeckoro Tecta Ha cudu-
Amc. 3To 6bI10 MepBOHAYaibHOE OMMUCaHWE «aHTU-
Koary/nsHTa Boa4YaHKm», 06Hapy>KeHHOro NPoANeHNs
docdonnnmna-3aBMCMMOro Tecta Koaryasaumm in vitro.
Mocnepytowan pabota noaTBEpAMAE, UTO aHTUKOA-
FYAAHT BOMYAHKU Obln 0BycnoBaeH GUONOrMYECKUM
NIOXXHOMONOXMNTE/NbHBIM ~ Pe3y/IbTaTOM  CepoNoru-
yeckoro Tecta Ha cnbuanc [15] n, kak 310 HK napa-
JAoOKcanbHO, 6bln cBsizaH ¢ TpoM6b0o30M in vivo [16],
a He C KPOBOTOYALLMM AMATE30M.

W HakoHew, B 1983 roay Harris v ero konnerv onu-
Canv PajMoONMMYHOIOTMYECKNI aHaAM3 Ha aHTUTeNa
K aHTUKapAWOAUMUHY, KOTOPbIN OblN 3HAYUTENbHO
6onee 4yBCTBUTENbHBLIM, 4YeM MpeAblayLine aHa-
NN3bl CBA3bIBAHUA WAN aHann3bl QYHKLMOHANbHON
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koarynsaumm [17]. O1a pa3paboTtka 1 nocneaytouiee
npeobpasoBaHMe B WMMYHOPEPMEHTHbIA aHaiu3
(MDA) [18], 3HaUMTENBHO ObBErUMAW NoCieayoLne
KAVHUYECKMe U 3NnAEeMNONorMyeckme mnccaesoBa-
HUA 1 onucaHue aHTnbocPoNMNUAHOro CMHAPOMA.
TepMuH «aHTUOCHOANMUAHBIV CUHAPOM» BrEPBbIe
NPeANoXeH aHrnickuMm pesmatosorom G. Hughes
B 1986 r., B CBA3M C YEM B aHI/I0A3bIYHON AnTepaType
€ero nHorga obosHayvatoT kak cmHapom Hughes.

Anuaemuosiorusn

PacnpoctpanenHocts AOC coctasasiet Ha 100 Thic.
yenosek ot 20 go 50 cnyyaes, a 3a6oseBaeMoCTb —
npvmMepHo 5 cayyaes Ha 100 Tbic. YenoBek B roa.
A®DC 06bIYHO BO3HWMKaeT y MONOAbIX MaLUeHTOB
W ntojen cpeaHero Bospacta, nNpu stom 85 % 3abo-
NeBLUNX HaxOAATCA B BO3pacTHOM AuanasoHe ADC
okono 35 net, yale BCTPeYaeTCA y >KEHLUMH, YeMm
Yy My>U4UH (cooTHowleHune 5:1). CooTHoLeHne MeX-
Ay My>XUMHaMU 1 XXEHLLIMHaMN MOXET BapbUpoBaThb
B 3aBMCUMOCTM OT dopmbl 3aboneBanHua (1:3,5 —
npw nepsryHom A®C n 1:7 — npun BTOPUYHOM, CBA-
3aHHOM ¢ CKB). AHTudochonmnuaHbie aHTUTeNa Bbl-
asaarotca y 50% naumentoB ¢ CKB [19,20,21], 30%
L, C MHCyNbTamMu/UHPapkTamMu B BO3pacte Ao 50
net, 10-20% naumeHToB C BEHO3HbIMU TPOMbHO3aMu
[22,23]. B TO >ke BpeMs OHM MOTYT HbITb OBHapy>KeHbI
(B HM3KOM TUTPE) M Yy MPaKTUUECKW 340POBbIX NH0Ael
[24,25], ocobeHHo B noxumaom Bospacte. AGC moxeT
HOCUTb Kak CropajnyYeckni, Tak 1 HacneACTBEHHbIN
xapakrep.

Stnonorms

OpHumM n3 atmonormndeckmx daktopos APC aB-
nsetca BO34encTBME (PaKTOPOB BHELUHEN cpepbl.
OcobeHHO MNyCcKOBbIM MeXaHU3MOM Y HEKOTOPbIX
NNL, MOXeT urpaTb MHbekumsa (nenpa, Tybepkynes,
CcTabMNOKOKKOBbIE, CTPEMTOKOKKOBblE UMHdeKuny,
Q-nnxopagka v Ap.), BUPYCHble MHPeKLMA (renaTuT
C, nHdekumMK, BbI3BaHHbIE BUPYCOM dnwwiTenHa—bapp,
BUY, n ap.), a Takxe dakTopbl, CBA3aHHbIe ¢ bonee
BbICOKUM PUCKOM TpoMb03a, BKItOYatoT B cebs npe-
AblAyLWnin aHamHe3 Tpombosa [26] M Hannume aH-
TUKOarynsHTa BoAYaHku [27]. Yem Bbiwe ypoBeHb
aHTMKapAVOAVMMHOBBLIX aHTWUTEs, TeM Bbllle PUCK
TpomMbo03a [28,29]. TpaamuMOHHble dakTopbl pucka
ANs TPoMb603a, Kak bepeMeHHOCTb U XMpypruyeckme
npoLeaypbl, TakXe yBENINUMBAOT PUCK Y NaLMEHTOB
¢ aHTndochonnnuaHbimu aHtutenamm [30].

MaToreHes MexaHW3Mbl in Vivo, OTBETCTBEHHbIE
3a TpoMb03 1 noTtepro naoga y naymeHtos ¢ ADC,
OCTatoTCA HEU3BECTHbIMW, XOTS Obl0 BbISBNEHO He-
CKOJIbKO MOTEHLMaNbHbIX MNyTeln mnatoreHesa. He-
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CMOTPSA Ha TO, YTO MHOrve naumeHTtbl ¢ AOPC nme-
FOT ayTOMMMYHHYIO naTonoruo, Tpomb6o3 npu AGC
He COMpOBOXAAeTCA FMCTONOrMYECKUMUN NpU3HaKa-
MW BOCManeHuna B CTeHKe cocyaa, oaHako npu A®C
NPUCYTCTBYET BOCMNaUTE/bHbIA OTBET 3HAOTENNANb-
HbIX KNEeTOK, MOHOLMTOB, HEMTPOdUIOB, TpoMbOLU-
TOB 1 KomniemeHTa [31]. ADA ABNArOTCA reTeporeH-
HOW rpynnow ayToaHTUTE, KOTOPble B 3HAYMNTENbHOM
CTemneHn B3aWMOAEWCTBYIOT ¢ dochonmnmng-casbi-
BaroLWMMK Henkamu nnasmbl kposu. K dochonu-
NnA-CBsA3bIBAOLLMM MAa3MEHHbIM 6ejikam B NepByHo
ouyepesb oOTHOCUTCA P2-ravkonpotenH | (B2-IMl),
a Tak>XXe MpPoTPOMOWH, TPOMBOMOAYANH, KMHUHOTe-
Hbl, aHTUTPOMOBWH llI, 6enok C, 6enok S, aHHeKCUH |,
vV I[32].

Bo-nepsbix, aHTUdOCHONMMUAHbIE aHTUTENA MO-
ryT Mewatb QYyHKLMOHMPOBAHMIO Kackada Koarynsa-
LMK, NPUBOAA K COCTOAHWIO NpokoaryasaHTa [33]. Ha-
npuMep, NMyTem BKIHOUEHUS UHTMOMPOBaHUA MyTeln
aKTMBMpoBaHHoro 6enka C 1 aHTUTPoM6UHa llI, nH-
rméupoBaHus GMbpUHOM3a U aKTUBALMIO TKAHEBO-
ro dakrtopa. f2-rAnkKonpoTenH | MoxXeT GYHKLNOHM-
poBaTb B KayecTBe aHTUKoaryasHTa in vivo [34], v, Ta-
KMM 0bpa3oM, aHTUTeNa, KOTopble HaleseHbl Ha MO-
Nlekyny, MOryT BMeLLMBaTbCA B 3Ty cuctemy. [pyrue
6eKn, KOTopble BaXHbl 418 Peryasumm Koaryasaummy,
Takne Kak NpoTpoM6uH, 6enkn C un S, aHHeKCUH V,
Takke MOryT ObITb MULLEHBIO A8 aHTUdochoannua-
HbiXx aHTuTen [33]. HakoHel, ecTb AoOKa3aTeNbCTBa
TOro, 4to aHTMOCHONMNUL MOXKET MHIMOMPOBATH
CBA3bIBaHWE aHHeKCMHa V C NOBEPXHOCTAMMU MPOKO-
arynanTa [35,36].

B HekoTOpbIX 3apybexxHbIX WCCAefOBaHUAX U3Y-
Yyanocb crneunduueckoe B3aUMOAENCTBME MeX-
4y aHTuTenamu Kk B2-ravkonpotenHy | n GyHKumen
3HAOTENMANbHbIX KAEeTOK in vitro. lNMpamoe cBA3bI-
BaHve B2-ravkonpoTenHa | ¢ MOBEPXHOCTBHO 3HAO-
Te/MaNbHbIX KIETOK 0b6/ieryaercs oTpuLaTesibHbIM
3apA4OM Ha MOBEPXHOCTU SHAOTENNAJIbHBIX KNETOK,
MOBbILLIEHHOW NOBEPXHOCTHON 3KCMpeccunen oTpuLa-
Te/IbHO 3apAXEHHOro gpochaTnmacepruHa Bo Bpems
anonTo3a v TeM $akToM, UTO aHHeKCuH |l aeAcTByeT
Kak peLenTop AAs CBA3blBaHWSA B2-ravkonpoTeunH |
K KYyNbTUBUPYEMbIM 3HAOTEANaIbHBIM KiaeTkam [37].
Taknm obpasom, cBszbiBaHME aHTUOCHOAMMMAHO-
ro aHTUTeNa C MOBEPXHOCTLIO SHAOTENNAbHbIX Kie-
TOK 3aBMCUMbIM OT B2-rAnKonpoTerHoMm | npusoanT
K aKTMBauWW 3HAOTENMANbHbIX KNETOK, YTO MpPOsB-
NAeTcA MOBbIWEHNEM perynaunm Monekyn agresvu
KJE€TOYHOW NMOBEPXHOCTUN U NMOBbILLEHHOWN CEKpPeLnen
WHTepaenknHa-6 n npoctarnaHamHos [38,39]. lMo-
CKONbKY aKTUBMPOBAHHbIE 3HAOTE/NMAbHbIE KNETKU
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CMOCOBCTBYIOT KOAryaauum, 310 MOXeT ObiTb BaX-
HbIM MaTOreHHbIM MexaHu3moM. CyLLecTBYHOT Takxe
[lOKa3aTenbCTBa TOro, Uto aHTudochonnnuiHble aH-
TUTeNa CNoCOBCTBYIOT aKTUBALMW U arperaLum Tpom-
bouuToB.

Mo pe3synbTataM 3KCNEPUMEHTaNbHbIX AaHHbIX
(ONbITbI Ha >XMBOTHbIX) NOATBEPXAAETCA MaToreHHas
posib aHTUGOCHONMMUAHBIX ayTOaHTUTEN, OCODBEHHO
Tex, KoTopble cneunduyHbl ans B2-ramkonpoTerHa
|, KaKk B reHepauuv Tpomb03a, Tak 1 B BO3HUKHOBE-
HWUW NoTepu nNaoga. Takxke MMerTCa AoKasaTebCTBa
TOrO, YTO BMPYCHble 1 BakTepuanbHble NenTuibl Mo-
ryT CTUMyAMpoBaTb BbIPaboTky aHTMdochonamnug-
HbIX @aHTUTEN Y XMBOTHbIX WU CNOCOBCTBOBaTb TPOM-
603y 1 rmbenn naoga [40,41].

B HekoTOpbIx paboTax npeanonaraetca npamas
PO/ib KNAETOUHBIX MMMYHHbIX MEXaHW3MOB B aHTU-
dochomnuaHom  cuHapome.  MOHOHyKneapHble
KneTkn nepudepnyeckon Kposu npoandepupyroT
B OTBET Ha HAaTUBHbIA YenoBeyeckuit B2-ranmkonpo-
TeWH |, n cynepHaTaHTbl KNETOUHbIX KyAbTyp U3 MO-
HOHYyKJ/IeapHbIX KNeTOK Nepndepnyeckom KpoBu, CTU-
MYAUPOBaHHble B2-rNNKONPOTEVHOM |, AEMOHCTPU-
pytoT npeobnasaHne npoaykumn WnHTepdepoHa-y
[42], KOoTOpas MOTeHUMaAbHO MOXET aKTUBMPOBATb
3HAOTENMANbHbIE KNETKW.

Knnnuka

KnnHnueckas kapTuHa ANA NepBUYHOTO UAN BTO-
pyvuHoro A®C noyT! NAEHTUYHA, HO NPY BTOPUYHOM
A®C npoTekaeT Ha PoHe OCHOBHOro 3aboneBaHuA.
Cocyauctbli TpoMb03 ¥ naTtonorvs GepeMeHHOCTH
ABNAOTCA ABYMA XapakTepHbiMU npusHakamu APC.
KpoMe OCHOBHbIX MPOABAEHWI, KAMHNYecKas KapTu-
Ha 3abosneBaHWA BKAtOYAET AOMOJHUTENbHbIE MPU-
3HaKW, KOTOpble Hesb3s OOBACHWUTL UCKNHOUUTENBHO
NPOTPOMBOTUYECKMM COCTOSHUEM, MK3-33 HUW3KOMW
CNeundUUYHOCTM OHM He MO3BOAANT caMu Mo cebe
knaccnduumpoBaTtb naumeHTa, kak nmetowero A®C
1 He 6bIN BKAKOYEHbI B YNCIO OCHOBHBIX K1accndu-
KaLMOHHbIX KpuTepues [43]. K «HekpuTepunasbHbIM»
CMMMTOMaM OTHOCATCA MUTPeHb, XOpes, 3Mnuaencus,
NeroyHas runepTeHsns, GUbpPO3NPYOLWNA anbBeo-
JINT, MOpaXxKeHWe KnanaHoB cepala, MUokapauona-
11, livedo reticularis, apTpuT, noyeyHas natonorus,
TPOMOOLMTOMNEHNA W ayTOMMMYHHasa reMoimTnye-
ckasa aHemwua [32]. Tpomb0O3 cOCyAoOB y MaLMEHTOB
¢ APC valle nposBaseTca B BUAE BEHO3HOroO TPOM-
603a rnyboKMX BEH HUXKHUX KOHEUYHOCTeN 1 Tpombo-
3mMbonnen 1erouHon apTepun C 1ero4HON rmnepTeH-
3uei. B cpaBHeHMM C BEHO3HbIM TPOMbBO30M, apTe-
pvanbHbIA TPOMO03 BCTPeYaeTCsa B MeHbLUEN cTene-

HW, HO ero nocnesCTBMs bosee TAXeNble U OMNacHble
ANA XKU3HW, OAHWUM U3 CNeAcTBUEM KOTOPOro ABAA-
FOTCA TPaH3UTOPHaA MWeMnyeckas ataka U UHCYNbT.
Takke, KAMHUYECKMM MPOSBAEHUEM MOXET ObiTb
OCTpbIVi KOPOHAPHbBIA CMHAPOM, TPOMOO3 neyveHou-
HbIX apTepPUn UK BeH neveHun (cuHapom bagaa-Ku-
apu), vwemmna CocyAoB OpPbIXENKN UK CeneseHkw,
KpaiHe pesKo nopaxeHve NoAXenyA04HON Xene3bl
M HagnoyeyHnKoBas HeZoCTaTOYHOCTb [44]. Y naym-
eHToB ¢ AD®C xapaKkTepHbl YacTble peLnavBbl TPOM-
6030B HeCMOTpPS Ha NpoBegeHKe Tpombonpodunak-
TUKW, YAENbHbI BEC KOTOPbIX Y HEJeUeHbIX NaLyeH-
TOB coctaBnseT o1 19 o 29 % B rog. Takaa cuTyaums
Yalle Bcero Habarogaetcs Mpu TPOWHOM MO3UTUB-
Hom npodune APA [32].

AKyLLepcKMe OCNOXHEeHUA - puck notepu bepe-
MEHHOCTW Y >KEHLUMH C aHTUPOCHOAMMUAHBIMUN aH-
TMTeNnammn saBasetTcs Hambosbwum ¢ 10-A Hepenn
b6epemeHHOCTN. DTN aKTbl MOATBEPXKAAIOTCA KPU-
TepusmMm Cannopo Aff  aKyLUEPCKUX MNPOSBAEHUN
aHTndochonnmnuaHoro cuHapoma [43], Nnpu KOTopbIX
nauneHT gosxkeH umetb 1 mam 6onee HeObBACHU-
MbIX NOTePb B Nepunos Jo 34 Hepenb bepeMeHHOCTH
unn 3 nan bonee notepb B Nepeble 9 Hepenb bepe-
MEHHOCTU. TakKe MMETCA aHHble O TOM, UTO XKeH-
WrHbl ¢ ADA MMeT MOBbIWEHHBIA PUCK POANUTb
HeZlOHOLLEeHHOro pebeHka M3-3a CBA3aHHOW C bepe-
MEHHOCTBIO TUNEPTOHUM M MaTOYHO-MALEHTapHOM
HeAoCTaTOYHOCTbHO [45].

lematosornyeckme nposasBAeHUs, accoLMmpo-
BaHHble C aHTUPochoAnnUaHbIMU aHTUTenamMmn AGA
4acTo OMnpejenaAroTCa y NauMeHToB C Brnepsble aua-
FHOCTMPOBaHHOWM MAMOMNaTMYeCcKor TpomboumTone-
Hudecko nypnypon (ATM), koTopas MOXeT ObiTb
nepBbIM NposBAeHMeM 3aboneBaHuns 6onee yem y 20
% naumeHToB ¢ AD®C [44]. AnmarHocTnyeckn Tpomb0o-
umToneHuns sctpevaetca noutn y 30-40 % naymeHToB
¢ APC 1 ob6ocHoBaHHO onpegeneHve APA y naumeH-
TOB ¢ WM. B cpaBHEHMUN C TpomboLMTONEHWEN ay-
TOMMMYHHas reMoNnTnYeckas aHemusa y naumeHTos
¢ A®C HabnrogaeTca pexe, C pacnpoCTPaHEHHOCTbIO
280 6-10 %, BeposTHee, AGA MOryT NpMHMMaTb Heno-
CpefCcTBEHHOE yYacTue B paspyLleHUn 3pUTPOLMTOB.

Hanbonee uactbiM KOXHbIM nposasaeHnem APC
asnsetca Livedo reticularis o 25 % nauneHTtos [44],
1 3ayactyto livedo reticularis sBnsetcs HesaBUCUMbIM
dakTOpOoM pucka apTepmansHoro Tpombosa. Jpyru-
MU KOXHbIMW nposBaeHusmu npu A®C, sBaatoTcs
NceBAOBACKY/IMTHbIE NMOPaXKeHWs, akpoLumnaHos, aHe-
ToZepMuaA (NATHUCTaA aTpPoPUA KOXM), MOBEPXHOCT-
HbI GNEeBUT, HEKPOTMUECKME A3Bbl KOXW U FaHrpeHa
nanbues [32, 46].



OPUTVHAJIbHBIE CTATbU

lMopaxeHne KnanaHOB cepALia MOXeT NpucyT-
cTBOBaTh Y TpeTn nauymeHtoB ¢ AOC 1 nposaBaAaTbCs
B BUAE YTOJ/ILLEHME K/IamnaHOoB (Yallle MUTPasbHOrO,
pexe — aopTanbHbIl), obpa3oBaHMe BeretTaumi (3H-
fokapaut Jinbmana-Cakca), UTO CBfiI3aHO C OfHUM
M TeM e naTtonornyeckmm npoueccom. lMopaxe-
HWe KJamnaHOB OObIYHO MpOTekaeT HeCCUMMTOMHO,
HO BO3MOXHO pa3BuTue nx nchyHKLUN B BUAE pe-
ryprutauunmn, GopMmpoBaHme CTeHO3a B PeaKux cay-
yasx. Co cTopoHbl nerkux y nauuneHtos ¢ A®C moryTt
6bITb BHYTPWaIbBEOSAPHbBIE KPOBOU3UAHNS, OCTPbIN
pPecnmnpaTopHbIM ANCTPECC-CUHAPOM U GrUbpo3mnpy-
toWMi anbBeonnt [32, 46].

HeBponoruueckne pacctponctea npy A®C oTHO-
CATCA K YUNCNY Hambosiee pacnpoCTPaHEHHbIX NPOSB-
NeHwui. MepBoe onucaHve 3aboneBaHus, cAenaHHoe
G. R. Hughes, Bk/to4ano natosorvo HepBHOM cucTe-
Mbl [47]. Tpegnonaraetcs BO3MOXHOCTb ADA Hanpsa-
MYHO CBSi3bIBaTbCA C HEPBHbIMM TKAHAMMW, TEM CaMbIM
HapyLas nx GyHkuuto. B gononHeHne k Tpom60-0k-
K/IFO3MOHHbBIM HapyLUEHUAM MO3roBoro KpoBoobpa-
LLEeHNs, ApyrMe HeEBPOJOrnYeckmMe NPOSBAEHNA Tak-
e MoryT 6biTb accouumnpoBaHbl ¢ AGC. K HUM oT-
HOCUTCS XpOHMYecKas rofoBHas 60/ib UM MUFPEHB,
3NUAENCcUs, Xopes, HapyLleHWs 3peHns, M1esonaTus
N KOTHUTUBHasA AncoyHkuma [32, 46].

MaTtonoruna nouvek npu AP®C OCHOBHble nopaxe-
HWUA Mo4yek OByC/IOB/EHbl CTEHO30M MOYEUHbIX ap-
TEPUIA WU BEH, a TakXKe OKKJIHO3MEN Menkmx cocy-
A0B nouvek (Hebponatus, accoymmpoBaHHaa ¢ APC).
Hedponatuns MoxeT 6biTb OCTpoOn (TpomboTUYeckas
MUKpPOaHrnonaTmsa, CBA3aHHas C BOBJIEYEHWEM Ka-
NUANAPOB KNYyHOUKOB) UAN XPOHMYecKas (OKKAH3UN
apTepuon 1 QokanbHasa KOpTUKanbHasa aTtpodus).
Y naymentoB ¢ ADC B couetaHum ¢ CKB Heobxoanmo
BbIMNOJHUTL OMOMNCUIO MOYKM ANS TOTO, YTODbI OTAU-
UNTb BOCMAANTENbHOE MOpaXkeHne oT TpomboTuye-
CKOTO ¥ BblbpaTb COOTBETCTBYHOLLMA CNOCOH neve-
HWUA (QHTUKOAryAHTHYH WAV MMMYHOCYMPECCUBHYHO
Tepanuto). Hanbonee yactble KAMHMUYECKME NPOSB-
NleHns nopaxkeHuii novek npu AQC — apTepuanbHas
rmnepTeH3ns (4acto TAXKenas, He Koppurnpyemas),
NPOTEVNHYPUS Pa3JUYHON CTEMEHN BblPaXXEHHOCTY,
remaTypus 1 noyeyHas HegoCTaToOuHOCTb [32, 46].

MeHee uem B 1 % Bcex cnyvaes ADC moxet
Pa3BUTLCA TAXKENbIN, OMACHbIV A5 XXMU3HU BapuaHT,
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onpeaeneHHbIn kak katactpopuruecknin AOC (KADC)
[44, 47]. OH Takxe M3BeCTeH Kak CMHAPOM ALlepco-
Ha (Asherson’s syndrome), mocko/bky Obla BriepBble
onucaH R. A. Asherson. KAD®C xapaktepusyetcs 6bl-
CTPbIM HayanoM, TPOMHBO30OM COCYA0B MEJKOrO Ka-
nmbpa B HECKOJIbKMX OpraHax, 0bblYHO CBSI3aHHbIN
C MUKPOAHruonaTmen, Yto NpMBOAMT K OCTPON No-
JNMOPraHHOM HeAOCTaTOUHOCTM CO CMEPTE/IbHbIM UC-
xogoM 6onee 50 % y HeneuyeHHbIX nauyneHToB [47].
B cooTtBeTcTBUM C NpesBapuTebHbIMU Knaccuduka-
LMOHHBbIMWN KpUTEpuamMu, npeasoxeHHoimu 8 2003 .,
AvarHos onpegeneHHoro KA®C npaBomMouyeH B TOM
cyyae, ecnm MMerTCa AokKasaTesbCTBa MYNbTUCKU-
CTEeMHOro BOBJIeYEeHMA OpraHos (2 3), pa3BuBLLErocs
MeHee yeM 3a 1 Heaento C OKKAHO3UEN Menkux Co-
CyZ0B, MOATBEPXKAEHHON MpU MOPHONOrMUYecKom
nccneaoBaHun, U Hanmume AQA. XoTs 3Tnonorus
n natoreHe3s KA®C noka HensBecTHbl, 6bI10 BbiCKa-
3aHO MNpeanoioXKeHWe, YTO OTAeNbHbIE NN MHOXe-
CTBEHHble TpUrrepbl (HanpuMep, NHPEKLNS, XPYpP-
rmyeckre BMeLIaTeNbCTBa M NpeKpalleHne Tepanumn)
MOTyT BbICTyNaTb B KayecTBe (PaKTOPOB YCKOPEHUs
3HAOTENNANbHOTO  MOBPEXAEHWsA, MNPUBOAALLENO
K rMnepnpoAyKLmn LMTOKMHOB U Pa3BUTUIO CUCTEM-
HOro BOCMa/NUTENbHOrO OTBeTa.

AvarHoctuka

PanHaa anarHoctrka AOC nmeer peluatoLee 3Ha-
YeHwue, MOCKO/IbKy CBOEBPEMEHHO HayaToe JieveHune
MOXET CHU3UTb CMEPTHOCTb M YMEHbLLUNTb KANHNYe-
Ckve nposasieHns 3aboneBaHna. OfHaKko 13-3a KAu-
Huuecko BapuabensHoctn APC B coveTaHWM C OT-
CyTCTBMEM CTaHAAPTU3aLMN ANArHOCTUYECKMX TECTOB
NMeeTCs TMNoAnarHoCTMKa 3Toro 3abosneBaHusa [48].
B 1999 r. mocne cemuHapa skcneptos B Canmopo
(AnoHunsa) BbiAn co3gaHbl NpeaBapuTebHble Kaaccu-
dukaymoHHble kputepun ADPC. B 2004 r. B CngHee
(ABcTpanma) Ha 11 MHTepHaLUMOHaIbHOM KOHrpecce
no A®A skcnepTbl NPeAIOXNIN HEKOTOPbIE N3MeHe-
HWA NpeAbIAYLLNX KPUTEPUEB, TaKne KaK BKIOYeHMe
aHtuTen k B2-rMl. KnaccmdbukaumoHHble Kputepum
66111 pa3paboTaHbl 419 AEHTUUKALMN NaLMEeHTOB
¢ ADC B nccnegoBatenbckmnx Lenax [49], HO OHU Mo-
ryT 6bITb Tak)Ke Nofe3Hbl KAMHULMCTaM ANS AnarHo-
CTVKW 3TOW naTtosiornn (Tabanua 1).
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Tabavua 1
KNACCUOUNKALLMOHHDBIE KPUTEPUN ADC

KnuHuyveckue kpumepuu

1. CocyancTbii TPOM603

OauH (Mnn bonee) KAMHNYECKMI 3MN304 apTepuanbHOro, BEHO3HOro Tpombo3a nam Tpomb03a
MENKUX COCYA0B, KPOBOCHabXKaroLMX Nt06O0M opraH 1 TKaHb. Haanuve TpomM60B A0OMXKHO ObiTb
noATBepPXAEeHO MeToAaMM BU3yanm3aLmm Uan JoNnaepoBCKUM NCCAeL0BaHNEM, WV NaTOrMUCTO-
NOTNYECKH, 33 UCKOYEHMEM TPOMBO3a MOBEPXHOCTHBIX BEH.

Mpv NoATBEPXKAEHWUM AMarHosa NaTormcToNorMyeckMmM nccaesoBaHnem, TPomb03 JosxKeH
NpWCyTCTBOBATb 6€3 CyLeCTBEHHOW BbIPaXX€HHOCTM BOCMaNEHUsA B CTEHKE COCyAa.

2. Matonoruns 6epemeHHOCTH

(a) OamH nnn bonee cnyyaeB HeOOBACHMMOM CMePTM MOPGOAOrMYECKM HOPMaabHOTO NMaoga Ha 10-1
nnn bonee Hesene bepeMeHHOCTY, MPU HANNUYNKU HOPMaNbHON MOPHONOTrMN NAOA], 3apPerncTpmpo-
BaHHOW NMpW ybTPa3BYKOBOM MCCIEL0BaHNN UM NMPAMbIM 06Cief0BaHNEM, UK

(b) OaHW nnn Bonee NpexzaeBPEMEHHbIE POAbLI MOPPONOTMYECKN HOPMATILHOTO HOBOPOXKAEHHOTO

[0 34-11 Hegenn 6epeMeHHOCTN MO NMPUYMHE: (a) 3KNAMMACUN WY TAXKEN0N NPeskIaMncum, onpeseneH-
HOW COracHO CTaHAAPTHbLIM KpUTEpPUAM, uiu (b) oueBMAHbIX MPU3HAKOB GeTonnaLeHTapHOM HegocTa-
TOYHOCTM, UK

(c) Tpu nan 6onee HEOOBACHUMBIX CEAYHOLLMX APYT 3a APYrOM CMOHTaHHbIX abopToB go 10-1 Hegenn
6epeMeHHOCTH, MPU UCKIKOYEHUN aHATOMUYECKMX WU TOPMOHANbHbIX OTKJIOHEHWIA Y MaTeEPU U X
POMOCOMHBIX aHOManni

y oTLa 1 MaTepu.

lMayueHmok, umerouyux 6osee yem oOUH Mun namosioeuu bepeMeHHOCMU, HacCMosameslbHoO pekomeHOyemcs
cmpamuguyuposams 8 a, b uau c pynny.

JlabopamopHele kpumepuu

1. AHTUKapanonunuHosble aHTuTena IgG un (nam) IgM M30TMNOB B CLIBOPOTKE MM Mia3Me KPOBY,
NPUCYTCTBYOLLME B CPeAHEM UK BbICOKOM TUTpe (6onee 40 GPL nan MPL, uau 6onee 99 nepueHTuien,
nnn bonee cpegHero 3HayeHusa + 3SD ansa 40 340p0OBbIX N1LL), BbIIBJAEHHbIE B 2 Uan bonee cayyasx

B TeyeHue 12 Hegenb CTaHAAPTU3NPOBAHHLIM METOAO0M UMMYHODEPMEHTHOTO aHanmsa.

2. BoslyaHOUHbIN aHTUKOAry/IsHT B Nia3Me KPOBW, BbISIBJEHHbIV B 2 Uan 6oee cayyasx B TeUeHme

12 Hepenb METOAO0M, COOTBETCTBYHOLLMM yKaszaHaM MexayHapoAHoro obuiectsa Tpombo3a u
remoctasa (Hay4Has nogKkoMumccus no BOAHYaHOUYHOMY aHTUKOoaryaaHTy/Gocdonmnui-3aBucumoimM a
HTUTENaM).

3. AHTtuTena K B2 ravkonpotenHy | IgG v (uan) IgM M30TMNOB, BbISIBAEHHbIE B CbIBOPOTKE UAW Nia3me
KpPOBW B 2 naun 6bonee cayyasx B TeyeHme 12 Hegenb CTaHAaPTU3NPOBAHHBIM METOA0M MMMYHObep-
MEHTHOrO aHa/in3a B COOTBETCTBMM C PEKOMEHOBAHHbIMN METOANKAMMU.

,ﬂ,l/larHO3 onpeaeneHHoro aHTI/ICI)OCCI)O}'II/II'II/IAHOFO CMHAPOMa YyCTaHaBAMBaETCA MpU Haan4dmm oAHOro u3
KINHUYECKNX Kputepmnes n oqHOro 13 na6opaToprlx Kputepues B TOM C/iy4dae, eCsiv nepeoe na6opaTopHoe
nccnegoBaHme BbIMOJIHEHO B TeveHUe 12 HeaeNnb OT MOMEeHTa KJIMHN4YeCKnX I'IpOﬂBﬂeHVII?I.

Ha ocHoBaHWK nabopaTopHbIX KPUTEPUEB PeKOMeHayeTCs knaccubuumposatb naumeHTos ¢ A®JIC B ogHy
U3 CNefyroLLMNX KaTeropuii:

I: Hannumne 6onee uem ogHOro nabopatopHoro Kputepus (B 11060 KoMOUHaLUN).

lla: MpucyTcTBUE TONBKO aHTUKAPAVOANTNUHOBBIX aHTUTEN.

IIb: MpucyTCTBME TONBKO BONYAHOYHOTO aHTUKOAryAfHTa.

llc: MpwucyTcTBME TONBKO aHTUTEN K B2 TIMKOMNPOTENHY |.

Kputepmn knaccvoukaumm naymeHToB C onpe- AN BKAKOYEHWUA MaLMEeHTOB C CUHAPOMOM B MPOTO-
AeNeHHbIM aHTUHOCHOMMNUAHBIM CUHAPOMOM, pa3-  KONbl UCCIEA0BAHWUIA, @ HE PYKOBOACTBO ANA AMArHO-
pabotaHHble B 1998 r, obecneumBarOT OCHOBY  CTUKM CUHAPOMA Y OTAENbHbIX MauueHTOB. YTOObI
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BbINO/JIHUTb «KpuTepun Cannopo», NauneHTbl 4OAX-
Hbl UMETb IMBO COCYANCTLIN TPOMBO3, MO NOTEPHO
naofga v NPOAEeMOHCTPMpPOBaTb Haanume aHtudoc-
bonmMnuaHbIX aHTUTen, Anbo nyteM OOHapyXeHus
AHTUKAPAVNOANMNHOBBIX aHTUTEN, NMOBO  MONOXKM-
TeAbHOrO aHTMKOAary/asaHTa BOAYaHKW. AyToaHTuTenNa
DOIKHbI ObITb O6HapPY>KeHbl MO KpaHen Mepe 2 pasa
C VIHTEPBaJIOM B 6 HeAeslb, YTOObI OTIMYNTL YCTONYM-
Bble OTBETbl aQyTOMMMYHHbIX aHTUTEN OT NEPEXOAHbIX
peakLuli, BbI3BaHHbIX MHOEKUMNEN MAN BO3LENCTBU-
eM JIeKapCTB. DTN Kputepumn knaccmdukaumm bbiam
oueHeHbl [49] n, nmeroT 4vyBCTBUTENBHOCTL 71%
n cneunduyHoctb 98%, UTo CBMAETENLCTBYET O BbI-
COKOM Mopore BKJIHOYEHNS.

MOMMMO CBOEro /AMarHOCTUYECKOro 3HaudeHus
A®A MoryT urpatb onpejesieHHy0 Posb B NpeAcka-
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3aHUN KNAMHNYECKUX OCNIOXHeHnn npu ADC (tabau-
ua 2). MpucytcTBMEe BONYAHOUYHOIO aHTUKOAryasHTa
B 3HAUUTE/IbHOW CTEMEeHN acCOLMMPOBAHO C BEHO3-
HbIM TPOMBH0O30M U MHCYNBTOM, OCOHEHHO Y MONOAbIX
MaumneHTOB, a TakXXe ¢ NoTepsmMu naoga Ha 10-7 Hese-
Ne 6epeMeHHOCTU. AHTUTeNa K KapAUOAUMUHY UMe-
toT Bosiee HNU3KOe MPOrHOCTUYECKOE 3HaYeHMe, YeMm
BOJIYQHOYHbIV @aHTUKOAryASHT U Yalle acCoOLUMPYHOT-
€Sl C naTosiorve 6epeMeHHOCTH, YeM C TPOMBO30M.
Bbl10 3aMeUeHO, UTO PUCK OCNOXKHEHWI, CBSA3AHHbIX
¢ A®C, nosblwaeTtcs ¢ yeeanudeHnem uncna APA. Ca-
MbIA BbICOKMI pUCK TPoMBo3amboanu 1 natonormm
b6epeMeHHOCTN HabatojaeTcs B Cayyae TPOWMHOro
MONIOXKMTENbHOTO pe3ynbTata onpegeneHmna ADA (1o
€CTb MPUCYTCTBUS aHTUKAPAMOANMMNHOBBIX aHTUTEN,
BOJIYQHOYHOTO aHTUKOarysHTa u aHtuTen K B2-Ml).

Tabavua 2

KATEFOPUU PUCKA TPOMBO3A, CBA3AHHbIE C AHTU®OCOONINMNAHBIMU AHTUTEJTAMUA

A®A c BbicOKMM NpoduaemM purcka

MoNoXNTENbHBIV BONYAHOYHbIA aHTUKOATYAsHT
TpoiHas No3UTUBHOCTb (BOJTYAHOUHbBIN aHTUKOAryIfHT
+ aHTWTENa K KapAWOJUMUHY + aHTWTena K B2

|/|301'IVIpOBaHHbIe NMOCTOAHHO MNONOXWNTE/IbHbIE aHTUTENA
K KapanonmnuHy B cpeaHeM-BbICOKOM TUTPE

rVKONpPOTENHY I)

ADA ¢ HM3K1M NpodunemM pucka

V3onvpoBaHHble NepruoanYecky No3UTUBHbIE
aHTUTeNa K KapANOAUMUHY U 2 TINKONPOTENHY |

Takxe pa3pabaTbiBatOTCs MOAENN KONNYECTBEH-
HOM OLEHKN pucka TPOMOO30B M aKyLIepckux oc-
noxkHeHu npn A®C [5], ocCHOBHOI 3asa4eli KOTOPON
SB/ISIETCA BbISBJIEHWE MaLMEHTOB, MMerLwmnx bonee
BbICOKYO BEPOSTHOCTb Pa3BUTUS HOBbIX TPOMH030B
415 CBOEBPEMEHHOTO UX NpeAoTBpaLleHuns. Mnobanb-
HbI nokazatenb APC (The global anti-phospholipid

syndrome score, GAPSS) nomumo nabopaTopHbIx
nokasaTesiel BKAKOUAET U Apyrve nokasatenu, Takme
KakK cepaeyvHo-cocyauctole daktopbl pucka [4,50].
Mpepnonaraetca, uto GAPSS no3BoauT gatb Koau-
YeCTBEHHYHO OLLeHKY prcka TPOM603a 1 aKkyLLEPCKOM
natonoruum y naumeHtos c A®C (tabamua 3).

Tabanua 3

rNOBA/IbHbIA MOKA3ATE/Ib AHTUDOCHOANMNUAHOTO CUHAPOMA (GAPSS)

®dakTopbl pucka Tpomb603a

YucnoBoe 3HaueHune

AHTnKapaunoavnuH IgG/IgM 5

AHTU-P2-ravkonpotenH IgG/IgM

AHTndochonmnuaHble
aHTMTena

BosyaHOUHbBIV aHTVKOAryfHT

Komnnekc aHTMNpoTpoMOuH/
dochatnaunncepun 1gG/IgM

KapavosackynspHble

anepnmnm,u,eMMﬂ

dakTopbl prncka

ApTepranbHas rmnepTeHsms

4
4
3
3
1

JlleueHne [losHas aHTMKOArynaHTHas Tepanus
- 3TO KpaeyrosibHbli KaMeHb y MauMeHTOB C aHTU-
dochonmnnuaHblM CMHAPOMOM [32] U He nokasaHa

NPV OTCYTCTBMM 3HAUMMbIX KAMHWYECKMX MpPOsiB-
NeHn cuHgpoma. lMpu paccMOTpeHUM BapUaHTOB
NleyeHns ans NpoduakTUKM Yy MauMeHTOB C aHTu-
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dbochonmnuaHbiMm aHTUTENAMK, HO 6e3 Tpombo3a
B aHaMHe3e, ecTb npegnonoxeHune, uto ACK (325 mr/
CYT) MOXET CHU3UTb PUCK TPOMHO03a Y XKEHLLMH C NOo-
Tepel naoza B aHamHe3e. Kpome Toro, MMeroTcs AaH-
Hble O TOM, YTO TMAPOKCUXNOPOXMH, KOTOPbIA YacTo
MCMONb3YeTCa ANS IeUeHUs NaLMEeHTOB C CUCTEMHOM
KpaCHOW BONYaHKOWN, MOXET Takxke obecrneunTb He-
KOTOPYH 3aluTy OT TPOMOO3a Npu BTOPUUYHOM aH-
TmdochoamnmuaHom cuHgpome [32]. Y naumeHTOB,
Yy KOTOpPbIX, KaK M3BECTHO, MMeroTca aHTudocdonm-
NUAHbIe aHTUTENa, OObIYHO LieNecoobpasHo nsberatb
BO3ZENCTBUA APYrMX MpPOoKOoaryasHTHbIX ($akTopoB,
TakMx Kak OpaJjibHble KOHTPaLenTVBbl, N MUHUMWU-
31MpoBaTb GaKTOpbl pUCKa Pa3BUTLSA aTepOoCKIepo3a,
KOTOPpbIV cam no cebe MOXeT cnocobCcTBOBAThL BHY-
TpUcocyancTomy Tpomb603y.

Bo3HWMKHOBEHME gaxe OAHOro TPOMOOTUYECKOro
cobbITNA y NaumeHTa ¢ aHTUGOCHONUMUAHBIMU aHTUN-
TeNaMu yKa3blBaeT Ha MOXM3HEHHYH aHTMKOaryns-
LMOHHYIO Tepanuto, Tak Kak puUCK peunanBa Bapbu-
pyet ot 20% go 70% . NepBoHayanbHaa Tepanua -
renapuvH (remapuH ¢ HU3KOM MOEKYISIPHOW MacCon),
3aTeM BapdapvH. 1o HeKOTOpbIM JAaHHbIM PeTpo-
CMEKTUBHBIX WUCCIeLOBaHUA OTMEYaeTcs, 4YTO Bap-
bapuH 3HauYMTEeNIbHO CHMXAeT 4acToTy peLvinBOB
apTepuanbHOro M BEHO3HOro Tpombo3a npwu ycio-
Bun MHO noaaepxmsaetca Bbiwe 2,0. OcTaetcs
HesiCHbIM, sBAseTCs M Honee arpeccuBHas aHTU-
koarynsuma ¢ MHO Bbiwe 3,0 6onee 3pdekTnBHONM,
yemMm cooTHouweHne 2,0-2,9, UTo ABAAETCA BaXXHbIM
MOMEHTOM, yuuTbiBas 6osee BbICOKMIA PUCK FreMop-
parnyeckmnx OCNOXHEHWI, CBSA3aHHbIX C 3TUM YpPOB-
Hem aHTukoarynsaumm [32]. CyliecTBytoT AaHHble,
NoATBEpPXXAatoLLMe WUCNONb30BaHNE aHTMKOAryasaH-
TOB B NpodunakTMke akyLIepPCKUX OCNOXHEHWUA aH-
TmdochoamnmaHoro cMHApoma. bonbwMHCTBO Npo-
CMEKTUBHBIX UCCeA0BaHUA NoKasaau, YTo renapuvH
natoc ACK B HM3KMX fo3ax bonee adpdekTMBEH, Yem
oanH ACK, ans npesoTBpalleHuns notepy bepemeH-
HOCTW Yy NaLMeHTOB C aHTUHOCHOANNNAHBIMU aHTU-
Tenamu. [lo3a renapuHa obblyHO cocTtaBaser 5000
ME aBa paza B AeHb, ecin HeT TPOMH03IMBOANYECKIMX
3abosieBaHWI B nNpolwioM. PekomeHayemas fo3a re-
napvHa, ucrnoab3lyemas Ans NpejoTBpalleHus npe-
pbiBaHUA HepeMeHHOCTVM B cpoke 9 Heszenb Gepe-
MeHHoCTH, Bbiwe (7500-10000 Ex aBa pasa B AeHb)
n3-3a pucka pasBuTUA TpomMboambonnun y martepw.
Ob6Lwenpu3HaHO, UTO OBbIYHbIV renapuH MOXeT HbITb
3aMeHEeH HU3KOMOJIEKYNAPHbIM TFenapuHOM, KOTO-
pbli obnasaeT NpenmyLLecTBOM yaobcTBa npuema
OAMH pa3 B ieHb N CHUXXaET PUCK renapuH-nHAyLumn-
pPOBaHHOM TPOMOOLMUTOMEHUN K, BO3MOXHO, OCTe-

onopo3sa. BHyTpuBeHHble WHOY3UM MMMYHOTNO6Y-
NMHa He 6onee 3¢dekTMBHbI YeM HU3kMe go3bl ACK
1 renapuHa B npodunaktTuke notepun bepeMeHHOCTH
(1-2 1 / Kr B pa3gesieHHbIX 403ax B TedeHue 2-5 aHen,
Ha3HayaeMbIX eXeMecCsiyHOo) y naumeHToB c ADA.
MNMpuMeHeHre BbICOKMX A03 NpeHN30/0Ha He npe-
JAOTBpPALLArOT NOTEPHO MAOAA U CBA3AHO C NOBbILLEH-
HOW MaTepUHCKOM 3aboneBaeMOCTbiO, BKAtOYas re-
CTaLMOHHbIV AnabeT, runepToHuto 1 cencuc. Cneayet
n3beratb BappapunHa, 0cobeHHO nocne 6-12 Hegenb
H6epemMeHHOCTH, 13-3a ero TepaToreHHbIX 3PeKToB,
a NnaLMeHTbl C NPeALIeCTBYOLWUM TPOMBOO30M, KOTO-
pble noayyaroT BapdapuH, AOIKHbI 6bITb NepeBese-
Hbl Ha renapuH Wiu renapuH ¢ HU3KOW MONEKYNAP-
HoW Maccon [4, 34].

B HacTtosllee BpemMa NpoxogAaT oueHKy npu na-
TONOTUN BEPeMEHHOCTH, accoLmmpoBaHHol ¢ ADC,
rMNoxonecTepuHeMmMYEcKin - nNpenapat  npasacTa-
TUH W 3KynM3ymab, ueneBon UHrMbuTop 6eska KoM-
nnemeHTta C5 [46]. Mpn KADC TpebyeTcsa arpeccus-
Has KOMOWHWMpPOBaHHas Tepanus C UCMOJb30BaHU-
€M MOJIHOW A03bl aHTUKoaryasHTa (renapuHa), MKC
B BbICOKOW f03€e, unknopochammaa, niasmadepesa
N BHYTPUBEHHOrO MMMYyHOr106yAMHa. Y nauMeHToB
¢ pedppaktepHbiM KAD®C MoxeT 6bITb MCNONb30BaH
putykcnmab, aHTnm-CD20 xnumepHOe MOHOKJ/IOHaNb-
Hoe aHTuUTeno [47]. NepcnekTUBHBIM HanpaBieHneMm
B neveHnn KADC saBnsetca npuMeHeHWe 3Kyau3y-
Maba, rymMaHu3MpOBaHHOTO MOHOKJ/IOHA/JIbHOTO aH-
TUTena npotve Henka komnaemeHta C5. Mpu Tpowm-
boumTonEHNM N aHeMMU, cBsi3aHHbIX ¢ ADC, 06bIUHO
He TpebyloTcA aKkTMBHble TepaneBTMYecKMe BMe-
waTtenbcTBa. B cayvae TAXenon TpoMbOLMTONEHUM
nnn aHemmm FKC ABNAKOTCA NEPBON ANHMEN Tepanmu.
VIMMyHOCynpeccnBHas Tepanus, BHyTPUBEHHbIA M-
MYHOII00Y/IH AN PUTYKCMMab MoryT 6biTb 3ddek-
TMBHbIMW B Ciydae pedpakTtepHoctn K KC [5, 32].
Kak npaBmno, npu nopaxeHwn KnanaHos cepgua
neyeHve He TpebyeTcsa, HO MOXeT 6bITb peKoMeHA0-
BaHa aHTUKOArynsaHTHaA Tepanus, eCam yCTaHOB/IEHO
Hasnume TpoM6bOoB. JIMWb y HEMHOrMX MNaLVeHTOB
pa3BMBaeTCA Cepbe3HOe MOBpeXAeHue KaanaHa,
yTo TpebyeT ero npotesnposaHus [5]. JleueHne He-
Bposiornyeckmx npossaeHnin AOC, Takmx kak xopes,
MUWEANT N paccesHHbIA ckaepo3 Bkatodaet MKC, nm-
MYHOZEeNpeccaHTbl N aHTUKOAryaaHTHYIO Tepanuio.
Mpw xopee MOXeT ObITb NUCMONB30BAaHO CMMMTOMA-
TUYecKoe Nie4yeHne Ha OCHOBE aHTUAOoMaMWHepru-
yeckux npenapaToB WAW JOMaMUH-paspyLlatoLLmx
areHToB [4,5]. MaymeHTbl ¢ HedpponaTUen AOKHbI
NnoayyaTb aHTUarperaHTbl UM aHTUKOAryAsaHTbl BMeC-
Te C UHrMBMTOpPaMMN aHrMOTEH3MHMpPEBPAaLLAtOLLLEro
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bepmeHTa 1 (Mm) Garokatopa PeLenTopoB K aHro-
TeH3uHy. MNpu couyeTaHnn ¢ BOAYAHOUYHbIM HEPPUTOM
HeobXoAMMO Ha3HaYeHVe UMMYHOCYTNPECCUBHON Te-

10.

11.

12.

13.
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panuun. B pedpakTepHbix caydasx obcy>aaercs npu-
MeHeH1e BHYTPUBEHHOTO MMMYHOI100Y/IMHA, pUTYK-
cumaba un akynmnsymaba [46].
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b.5. Adunsbekosa
AK « AcmaHa meduyuHa yHusepcumemi» Hyp-CynamaH K., Kasakcma

TEPANMEBT TOXIPUBECIHAEIN AHTU®OCOPONTUNMNATI CUHAPOM
(OAEBMUET LUOJYbI)

AHTndochonmnuati cnHapom (ADC) - e3airiHeH TyCiK TyCipyMeH, TPOMOOLMTONEHNAMEH XaHe aHTUdOoCcdo-
MMNUATI aHTuaeHenepain, (IgG Hemece IgM) Xofapbl AeHrennepiMeH KarTanaHaTblH KalrTasaHaTblH TPOM6O-
36eH cmnatTanaTbiH CMMNTOMOKOMIEKC. DaeTTe by AoHeKep TiHiHIH aypynapbiHa 6annaHbICTbI.

AHTMDOCHONMNUNATI aHTUAEHEeNep-UMMYHOAHAAN3 XaHe KoaryaauuaFa QyHKUWOHaNAbIK TecTiiep Kkeme-
riMeH aHblKTanaTblH ayTOaHTUAEHENEPAiH reTeporeHai Tobbl. AHTUreHAiK HblcaHanap Tepic 3apaaTanfaH Goc-
donvnuatep XxaHe capblicynblk docdonnnug-barinaHbicTbipyLlbl 6enoktap 6obin Tabbiagsl. CoOHFbl aHTUAE-
Hesnep TPOMO036€eH, yPbIKTbIH, TYCYyiMeH XaHe aHTUHOCPONMNUATI CUHAPOMHbIH, 6acka Aa KNAMHUKANbIK KOpPiHi-
cTepiMeH Xui BannaHbicTbl. Byn aHTUAEHENEp CMHAPOM Ke3iHAe 3TMONOTMANbIK MaHbI3Abl 60bIN caHanazbl,
6ipak HaKTbl NAaTOreHAI MexaHU3MZAEP aJi aHblKTalMafaH. ¥CbIHbIFaH TETIKTEpre KoaryasaumnsaHbIH roMeocTasbl-
Ha >KaHaMa aHTUZAeHenep apanacysbl, TPOMOOLUTTEP MEH 3HAOTENNANAbI XKacyLlanapabl 6enceHaipyai xaHe
T->acywanapabliH capbicyablk dochonmnuake UMMYHAbIK >kayabblH-bannaHbICTbIpyLLbl 6eN10KTapAbl KaMTUAbI.
TepanusaHbIH Heri3i aHTUKOAaryaaLumns xaHe aHTMarperaums 60sbin Tabblnagbl, an MIMMYHOCYNPEeCcUs TUIMCI3.

Tyitingi cespep: aHTMGOCHOAMMUATIK CUHAPOM, KIVHUKANbIK-ANArHOCTUKANbIK KPUTEPUIANEP, eMaey
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B. B. Adilbekova
"Astana Medical University” Nursultan , Kazakhstan

ANTIPHOSPHOLIPID SYNDROME IN THE PRACTICE OF THE THERAPIST
(LITERATURE REVIEW)

Antiphospholipid syndrome is a symptom complex characterized by recurrent thrombosis, recurrent
spontaneous abortions, thrombocytopenia and elevated levels of antiphospholipid antibodies (IgG or IgM).
This is usually associated with connective tissue diseases.

Antiphospholipid antibodies are a heterogeneous group of autoantibodies detected by immunoassays and
functional coagulation tests. Antigenic targets are negatively charged phospholipids and serum phospholipid-
binding proteins. Recent antibodies are often associated with thrombosis, fetal loss and other clinical
manifestations of antiphospholipid syndrome. These antibodies are considered etiologically important in the
syndrome, although the exact pathogenic mechanisms are still not determined.

The proposed mechanisms include antibody-mediated intervention in coagulation homeostasis, activation
of platelets and endothelial cells, and t-cell immune response to serum phospholipid-binding proteins. The
mainstay of therapy is anticoagulation and antiaggregate, whereas immunosuppression ineffective.

Key words: antiphospholipid syndrome, clinical diagnostic criteria, treatment





