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Antndgochornnuanbiii cuHapom (cuHapom Hughes):

10 AeT usyuyenus B Poccuu

E. . Hacornos, 3. C. Anexbeposa, N. A. Karawnurosa,
7. M. Pewemnsax, E. H. Arexcarngposa

Kapauonozuueckuii nayumo-npoussoscmeennviii komnaexc (aup. — axaa. E. H. Yasos) Munsapasa Poccuu, Hrncmumym pesmamonozuu (aup. —

akag. PAMH B. A. Haconosa), Hucrmumym wesponozuu (aup. — axaa. PAMH H. B. Bepewazun) PAMH, Mocksa

ITo coBpeMeHHBIM MNpPENCTaBJICEHUSIM aHTUTENA K
dochomunmunam (adJI) — reTeporeHHass IMOIMYJISLIMA
ayTOAHTUTEJ, peardpymoouias C OTPHULIATENIbHO 3apsi-
KEHHBIMU, pexe HeUTpalbHbIMU docdhoaunuaaMu
u(w) dochonunuacBA3bIBAIOIIMMUA CHIBOPOTOYHDBI-
Mu Genkamu. Xots usyyenue a®@JI dakruyecku Ha-
yajioch ellle B Hayaje Beka c pa3pabotrku Baccepma-
HOM CEpOJIOTMYECKOI0 METOIa IMAarHOCTUKHU CUDUIHU-
ca (peakuusi Baccepmana), auwb B cepenuHe 80-x
rofoB GbUIO ycTaHOBJIEHO, YTO cuHTe3 adJl Bo MHO-
TMX CJIydasix CBSI3aH He ¢ MH@eKUUen, a ¢ ayTouM-
MYHHBIMM HapyLIEHUSIMU, BEOYLUMMU K Pa3BUTHUIO
CBQeOOpa3HOro CHMITTOMOKOMIUIEKCA, BKIIIOYAKQLIE-
rc;?aenombxe u (WIM) apTepUabHbIe ’I’pOM603bIZ§>a3-
JIMYHBIE (POPMBI aKylIEpCKON maTojJoruy (B IePBYyIO
oyepenb NPUBBIYHOE HEBBbIHALUMBAHUE OEpeMEHHO-
CTH),)?})OM6OL[P[TOHCHI/I}O, a Takxe Jpyrue pasHooO-
pa3Hbie HEBPOJIOIMYECKHUE, KOXHbIE, CepAeYHO-COCY-
JUCTBIe, TreMaTtojioruyeckue HapyueHusi [42]. B
1986 r. G. Huges u coaBr. [43] npemioxunu 0o603Ha-
4aTh 3TOT CUMIITOMOKOMIUIEKC KaK aHTUKapIUOJIU-
IMAHOBBIA, a 3aTeM aHTU(POCHOIUNMUAHBIA CUHIPOM
(ADC). INocnenuuit BHavase GbLI OMMCAH KaK Bapu-
aHT TEYEHMSI CUCTEMHOM KpacHoii BoimyaHku (CKB).
OmHako oYeHb CKOPO ObUIO YCTAHOBJIEHO, YTO CBSI3b
Mexnay runeprnponykuuein a®dJI u TpoMGOTUYECKUMU
HapylIeHUsIMU HMMeeT GoJiee YHUBEpCAJIbHBINA Xapak-
Tep, HaOMIONasACh B OTCYTCTBUE HOCTOBEPHBIX KIMHH-
YECKHUX U CEPOJIOTMYECKHUX MPU3HAKOB 3TOr0 WIU Ka-
Koro-11bo apyroro Benyuiero 3a6onesanus [43). s
0003HaYeHUsI 3TOM HOBOM (hOPMBI MATOJOTMM ObLI
npeUIoXeH TepMUH "niepBuyHbIin ADPC" [32]. MHoro-
YUCJIIEHHbIE KIMHUYECKUE U MOP(OJOrHYecKUe HC-
CJIE[IOBAaHUS CBUIETEJBCTBYIOT O TOM, YTO OCHOBY
A®DC cocraBisieT cBoeobpa3Hasi BacKyJIONATHsI, CBSI-
3aHHas C TPOMOOTMYECKHMM OKKIIO3MPYIOILMM ITopa-
XeHUeM cocynioB [2, 38, 46, 56]. OrcyrcTBHE B GOJb-

IIMHCTBE CJIy4aeB BOCIAJIMTENbHBIX WIMA IereHepa-
TUBHBIX U3MEHEHUN COCYHUCTOM CTEHKU ITOAYEPKU-
BaeT MaTOreHeTU4YeCcKoe CBoeoOpa3ue MOpaKeHUs COo-
cynoB nmpu ADC [15].

HNurepec Kk AD®C 0coGeHHO BO3pOC B ITOCJIETHHE
ronbl, KOria HaMeTWIAch 4YeTKasi TEHIEHLMS K pac-
LUIMPEHUIO CTEKTPa KIMHUYECKUX IMPOSIBJIEHUI CHH-
IpoMa, B IIEpBYIO oOuYepelb B paMKaxX MNEPBUYHOIO
A®DC. Peyb uaeT o NMaToJOTUM KIJIAMAHHOIO armapara
cepaua, Moyek, MeyeHu, HallMoOYeYHUKOB, CBOeobpas-
HbIX (popMax MOPAXEHUsS] KOXH U, HAKQHEL, O TaK
Ha3pIBaeMoM "KaracTpodpuyeckom” ADC, xapakrtepu-
3YIOLIMMCSI MYJIbTUOPTaHHBIM OBICTPOIIPOrPECCUPYIO-
ILMM TPOMOO30M, HAallOMUHAIOLIMM CUHAPOM JHCCe-
MUHUPOBAHHOTO BHYTPUCOCYNUCTOIO CBEPTHIBAHMS
[10, 44]. Beictpelii nporpecc B usydyeHuu ADC Bo
MHOIOM ObLT CBSI3aH ¢ pa3paboTKO# CTaHAapTHU30BaH-
HbIX YYBCTBUTEJIBHBIX U CMEUM(PUYHBIX METOLOB OIl-
penenenusi adJl, BHISABASEMBIX C ITOMOIUBIO HMMY-
HodmoopecuieHTHoro Metona (MPM) ¢ ucnonp3osa-
HUEM HMMMOOWIM30BAaHHOTO Ha TBepmoi ¢ase kap-
muonunuHa (aKJI), pexe mpyrux dochomunumos u
aHTUTEJ, OOHAPYXXUBAEMBIX C TMOMOIUBIO (YHKIIHO-
HaJIbHBIX TECTOB (TaK HAa3bIBAEMBIA BOJIYaHOYHBII aH-
tukoaryiaHit — BA) [61, 73]. OcobeHHo Goibiine
yCIeXyd JOCTUTHYTBI B U3YYEHUM MaTOTeHETHYECKOTO
sHgayeHus a®JI. Crano oYyeBUOHBIM, YTO IMOMYJISIIHHA
a®dJI, obnamarome Hauboliee CyIIECTBEHHOM IaTo-
FeHHOI AaKTUBHOCTBIO, (haKTHYECKH pacCIlO3HAIOT He
caMi (pochOoIUNUIHBIE NETEPMUHAHTHI, 4 CJIOXHBIE
SMUTONBI, 00pa3ylolluecs B pe3yJibTaTe B3auMOIEH-
ctBUs HocOIUITNIOB U IIMPOKOIrO CIEKTpa GEJIKOB
ruia3Mbl (Tak Ha3blBaeMble KO(MAKTOpHI), MPUHUMAIO-
IIMX Yy4yacTHEe B PEryJSIIHM CBEPTHIBAHWS KpPOBH
(B,-rmmukomnpotenH I—B,-T'TII, nporpom6uH, 6enok C,
Gesnok S u ap.) [61, 73]. B 1994 r. Ha 6-m MexnyHa-
pOIHOM CUMIMO3MyMe MO aHTHhochOTUNMMIHBIM aH-
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TUTENaM GbUTO MpetoxeHo HasbiBaTh ADC cuHapo-
moM Hughes, mo uMenu anramiickoro pesmarosora,
BIEPBBIE OMUCABLIErO 3TOT CHHAPOM M BHELIHEro
x[-lsaz»iGonbumﬁ BKJIal B pa3paboTKy 3Toit npobieMbl

B Poccun usyyenne APC Havanoch ¢ 1986 r. [1,
9, 10, 24, 25], 1 ¢ Tex mop 3Tta npobaeMa HHTEHCUBHO
paspabatbiBaeTcsi GOJbLIOK TPynmnoil yyeHbIX B He-
CKOJIbKUX MEAMLMHCKMX LIEHTpax Haulei ctpaHbl. B
UCCIeOBAaHUSAX, BBIMOJHEHHbIX coTpyaHMKamu WH-
ctutyta pesmarojiorud PAMH, nana passepHyTas xa-
PaKTEepPUCTHKA CMEKTpa KIMHUYECKUX MPOSIBICHUMN
ADC, npuyem ocoboe BHUMAHUE yaesioch npobie-
Me TNpPUBBIYHOrO HEBBIHALUMBAHUSL OGepeMEHHOCTH
(coBmectHo ¢ cotpynHukamu HLIATIT), Hesposoru-
YyecKHM M reMartojioruuyeckum rposipieHusim ADC [2,
3, 27], a Takxe poau adJl npu ocTpoit peBMaTHye-
ckout mxopanke [5]. C 1987 r. npoBoasites uceneno-
BaHus, Kacaiowuecs ponu adJI B pasBUTUM CUHAPO-
ma CHelloHa, BIepBbIe JOKA3aHA TeCHasi CBA3b MEX-
Ly atoil marojorueit U nepsuyHsiM ADPC [6, 7, 49,
50]. Cepust paboT, MOCBSILEHHBIX U3YYEHUIO OCOOEH-
Hocteit ADC y GOJbHBIX CUCTEMHBIMM BacKyJIUTaMMU,
BBINOJHEHA B SlpociaBcKoif rocymapcTBeHHOM Mequ-
uuHckoi akanemuu, KHII PAMH u Unctutyre pes-
matosiornu [4, 11, 26]. C 1990 r. B KHLI u UucTuty-
TE PEBMATOJIOTMM HAYATO CUCTEMATUYECKOE U3YYEHHUE
kapauonornyeckux acrnektoB ADC [8, 12, 13, 16, 28,
29]. CoBMecTHO C COTpYIHUKAMU J1aGOpaTopuu MM-
MyHOJIOTMM YHuUBepcuTeta r. bpect (PpaHuus)
BIIEPBbIE YCTAHOBJIEHA TECHASI CBSI3b MEXIY CUHTE30M
a®dJl v aHTUIHIOTENUATBHBIX KJIETOYHBIX AHTUTEN
npu ADC [19, 20, 36, 54] u poas B,-T'TII Bo B3aumo-
neictBuu a®Jl ¢ KIeTKaMKU COCYIUCTOrO 3HIOTENUS
[54]. BaxHble pe3ynbTaThl, KacarolUecs MPUPOMIbI
nosiupeaktTuBHocTH adJI, mosyyeHbl COTpYIHUKAMU
WHctutyra MenuunHckoit paguonoruu (IToBepeHHbIH
A. M. 4 coaBr.). B naboparopuu cuHTe3a MENTUIOB
KHIL[ mnpoBemeH CHUHTE3 MENTUIHBIX (parMeHToB
B,-T'TII 1 u3yyeHa CTPYKTypa aHTUIE€HHbIX SIUTOIOB,
OTBETCTBeHHBIX 3a cBsizbiBaHue ¢ adJI [22]. Uccnemo-
BaHMs, MpOBeleHHble B MHCTUTYyTE peBMaTOJOTUU
(Pemetnsik T. M., Anek6epoBa 3. C.) COBMECTHO €
COTPYOHMKAMM OTHOENla PEBMATOJIOTMM M KJIMHUYE-
ckoit ummyHonoruu (R. Derksen u ap.) YHuBepcure-
ta T. Yrpextr (HumepnaHmel), MO3BOJUIM IMOJYYUTh
HOBbIE CBEICHUS] O KIMHUYECKOM 3HAYE€HWUU aHTUTEN
K B,-T'TII mpu ADC. OyHnaMeHTaIbHbIE UCCIENOBA-
HUSI, TIOCBSIIIEHHBIE FeMAaTOJIOTMYECKUM MpobiemaM
A®C ¥ MeTomUYeCKHUM IOOXOHAaM K OIpPEeLeNeHHIO
BA, npoBonsTcsi cOTpyOIHUKaMU ANTaiiCKoro Menu-
LUMHCKOTO YHMBEPCHUTETA IO PYKOBOACTBOM YJIEHA-
kopp. PAMH 3. C. BapkaraHa.

Dnudemuonoeus AOC

UcrunHas pacnpoctpaneHHocts ADC B momyss-
UMY [0 CUX Nop HeusBecTHa. Yactora oOHapyXeHUs
IgG aKJI B chIBOpoTKax 3MOPOBBIX JIOAEH BapbUpyeT
ot 0 mo 14%, B cpenHeM coctaBisas 2—4% (B BbICO-
koM TuTpe MeHee 0,2%) M Bo3pacTaeT y GONBHBIX C
HEKOTOPBIMU BOCIMAJIUTEIbHBIMUA, QyTOUMMYHHBIMU U
MHGEKIMOHHBIMU 3a00J1eBaHUSIMU, 3/I0KAYECTBEHHbI-
MH HOBOOOpAa30BaHUSIMU, Ha (OHE MpUeMa ILUHUPOKO
paclpOCTPaHEHHBbIX  JIEKAPCTBEHHBIX  IPENapaToB
(opaJipHbIE KOHTPALIENTUBBI, [ICUXOTPOIHbI® CPEACTBA
v Op.). 3aboneBaHue yalle pa3BUBAeTCS B MOJIOLOM
BO3pacTe M HEpeAKOo BCTpeyaeTcs y HeTeil U Jaxe y

HoBOpoXaeHHbIX [14). B obweit nonynsiunun ADC
yalle BbISIBASETCS Y XCHIUUH, OQHAKO MpPU MeEpBUY-
HoM A®C nonosele pasznuyus HuBeaupylores [32].
Knununueckue npossneHus ADC passusaiorcs y 30%
GonbHbix ¢ BA u y 30—50% 6GonbHbIX, UMEIOLIUX
yMepeHHbI U Boicokuit yposeHb IgG aKJI; a®Jl
oGHapyxeHbl y 21% GonbHBIX MOJIOZOTrO BO3pacTa,
nepeHeciuux MHpapkT Muokapaa (MM) [41] uy 18%
GosbHBIX, nepeHeciunx UHEYAbT [55]. Umelores aaH-
HBIE O TOM, YTO Y XEHIUUH Mosioxe 50 ner mons UH-
cynbToB, accouuupyiolumnxcs ¢ AOC B obueit cTpyk-
Type UHCYJITOB, focTuraet 40%. Y MyxuuH yBesunye-
Hue TuTpoB aKJI cBsi3aHO C PUCKOM pa3BUTHSI BEHO3-
HbIX TPOMO030B (OTHOCHUTENbHBINK puck — OP — pa-
BeH 5,3) [39]. ¥ MyXuuH cpeiHero Bo3pacTa ¢ BbICO-
kuMu tuTpamMu aKJl yBenuuMBaeTcss puCK pasBUTHS
UM (OP = 2,0) [75]; adJl o6HapyxuBaloTcsi y 5—
15% XeHIMH ¢ peLUANBUPYIOLIMMU CIIOHTAHHBIMU
abopramu. XKeHIMHbI ¢ BbICOKMM TUTpoM IgG aKJl
uMeloT 28% BepOSITHOCTb CIMOHTAHHBIX BBIKMBIILEH,
TOraa Kak B KoHTposie — juiub 7% [59]. B uenom BA
n aKJI BeisiBsiiorest coorBeTcTBeHHO y 30—40 u 40—
50% 6onbubix CKB [3, 58, 61]. BoabHeie CKB unun
MALMEHTbl € BOJYAHOYHOIMOMOOHBIMU CHUMITOMAMH
COCTABJISIIOT OKOJIO TMOJIOBMHBI JIUL, B CBIBOPOTKAxX
koropbix obHapyxusaiotcsi adJI. IMpucyrcreue adJl
nmpu CKB conposoxnaercsi 40% puCKOM pa3BUTUS
TpoM6030B, B To BpeMsi Kak B otcytctBue adJI puck
pa3BUTUS TpoMGO30B He npebiliaer 15% [61].

Knunuueckue nposenenus ADC

[Mockosnbky npu APC MoryT mopaxarbcsi COCYIbl
JIIo6oro Kanubpa U JIOKAIU3aLMU, OT KallWUIIPOB 10
KPYIHBIX BEHO3HBIX U apTepUAIbHBIX CTBOJIOB, BKIIIO-
yasi aopTy, CHEeKTp KIMHUYECKUX TMPOSIBICHUNA 3TOM
MaToJIoTMM Ype3BblYaifHO pa3HooOpaseH. B pamkax
A®DC onucanbl marosorust ITHC, cepneyHo-cocymu-
CTOIf CUCTEMbI, HapylleHUe (YHKIMH MOoYeK, MeYeHH,
SHIOKPUHHBIX  OpPraHOB,  XeJNyIOYHO-KHULIEYHOTO
Tpakta. C TpoMOO30OM COCYIOB IUIALEHTHI CKJIOHHBI
CBSI3bIBATh PA3BUTME MPUBLIYHOTO HEBBIHAIIIMBAHUS
OepeMeHHOCTH. XapakTepHoit ocobeHHocTbio ADC
SIBJISIETCAl  YaCTOE  pPELMIUBUPOBAHHE TPOMOO30B,
[TpumeyatenbHO, YTO €ClIM TIEPBBIM IPOSIBICHHEM
A®DC 6bin apTepualibHBI TPOMOO3, TO B MOCIEYIO-
weM y 100% 6GonbHbIX HaGMIOHATMCH apTepUaIbHbIE
TpoM06O03bl, a eclnv BHa4yajle y GOJILHBIX MMET MECTO
BEHO3HBIIf TpOMO03, TO Y 94% GOJBHBIX TaKXe UMe-
JIUCh BEHO3HbIe TpoMOO3bI [72].

BeHo3HbIit TpOMOO3 — camoe yacToe MposiBIEHHE
ADC [3, 34, 48]. TpomMObl OOBIYHO JIOKATU3YIOTCS B
DIyOOKMX ‘BEHaX HUXHHMX KOHEYHOCTEH, HO Hepeako
— B MEYEHOYHBIX, MOPTAIbHBIX BEHaX, MOBEPXHOCT-
HbIX BEHax M Jp.* XapaKTepHbl MOBTOPHbEIE 3MOOIHH
M3 IIyOOKNX BEH HUXHUX KOHEYHOCTEH B JIeIKue,
MHOrAA MPUBOASILIME K JIETOYHOU rUMepTeH3uH. [lo-
narator, yro ADC (yawe nepBUYHbIA, YeM BTOPUY-
HbII) — BTOpAast MO 4acToTe MpUYMHA cuHOpoMa ban-
na—Kuapwu, [66]. TpoM603 LieHTpaJibHOM BEHBI Ham-
MOYEYHUKOB MOXET MPUBOIUTH K HANMOYEYHUKOBOK
HeJI0CTaTOYHOCTH:

¢« OcobeHHo xapakTepHo 1isi ADC pa3BuTHe pasHO-
o6pa3HbIX HEBPOJIOTHYECKUX HapylleHuit [55]. TpoMm-
603 BHYTPUMO3IOBBIX apTEPUl MPUBOOUT K MHCYJIBTY
¥ TPaH3UTOPHBIM MiIeMHuyeckuM atakam (THUA), ato
HauboJee yacTasi JOKaIM3aLUsl apTEPUATIBHOIO TPOM-
603a npu ADPC. PeuunuBupylolme uiIeMHYECKue
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Ta6nuua 1. OcHoBHbIE KANMHNWYECKUE n naboparopHsie nposisnenms A®C (no R. Cervera un coasTt. [34]
B Moaugukaumnm)

KpYrMHble cocyabl CunppoM Bapna—Kuapu

Mefikue cocyabl

KpynHble cocyabl

Menkue cocynpl
MnaueHTa
Cepaue

KPYnHble cocyabl

Mernkue cocyabl

KnanaHbl cepaua
Monoctb cepaua
Moukn
KPynHble cocyabl
Menkue cocyapl
MeyeHb
Aopta
cocyabl Ayrv aopThbl
6pilowHon otaen

BHyTpucepaeuHsbiit TPOMOG

CuHapoMm pyrv aopThbl
Nwemusa KnweyHunka

3. UIMMyHHbIe HapyLweHus

WHeynbT, TUA, cunapom CHepnoHa
OcTtpas uwemuyeckas aHuedanonaTusi, MynbTUMHbapKTHaa AeMeHUUs
UHdapKT nnaueHnTbl, BHyTpUyTpPobHaa rubens nnopa

MposisneHns AOC Bo3MOXHbIe kKnHUYeCcKne unu nabopaTopHbie NPU3HaKU
1. Tpom603bI
BeHb!
KoHeuyHocTH Tpom603 rny6okux BeH, Tpom6odnebur
Moar Tpom603 BEHO3HbIX CUHYCOB
MeyeHb

Fenatomeranus, yBenMueHue ypoBHS NEYEHOYHbIX pepMeHToB

Tpom603 NoYeyHbIX BEH C MHDAPKTOM unu 6e3 Hero ~
TpomM603 UEeHTPanLHON BeHbl, FreMopparuy, UHGapKT, HaaNoOYeYHNKOBas HeJO0CTaTOYHOCTb
JleroyHas TPOM60aMGBONUS; KANUNNAPUTLI C NErOYHLIMU FremMopparusiMn; nero4yHas runepTeHaus

Moykn

HapnoyeyHukn

JNerkve

KpynHbie BeHbl CvHAPOM BepxXHeWn U HUXHen NONOW BEHbI
Koxa CeTuyatoe nuBeno, KOXHble y3enku, nypnypa
Fnasa TpomM603 BEHbI CeTYaTKn

Aprepumn

KoHeyHoCTHN Nwemus, raHrpeHa

Moar

UHdapkT Muokapaa, TpPomM603 LWyHTa Nocne aopTOKOPOHAPHOro WYHTMPOBaHNUS
OcTpas cepaeyHasi HeOCTAaTOYHOCTb; KapaMOMUONaTus
Beretauus, peryprutaums, CTeHO3

Tpom603 noyeyHol apTepun, UHGapPKT NOYKU
MoyeyHas TpomboTUYECKAn MUKPOaHrMonaTus
UHbapKT neyeHn, HopynspHas pereHepaTuBHas runepnnasus

AurntanbHas raHrpeHa, NnoBepXHOCTHbIE NATHA, HanoOMUHaloLWwue BaCKyJIMTHbIe, XPOHU4YEeCKue si3Bbl

TpombouuTtoneHus, KyMBCMONOXUTENbHAS FEMONUTUYECKAS aHEMUS, IOXHONONOXUTENbHAs peak-
ums Baccepmana, yanuHenne A4TB, HapylieHus nunuoHoro o6meHa

aKJ1, BA, anTtutena K B, = M n gp.; AH® (vacTto), aHtutena k AHK (penko)

Koxa
ronexHu, remopparvm B nogHoOrTeBoe ioxe
Fnasa Tpomb603 apTepuii ceTyaTku
Koctu AcenTuyecknin Hekpo3
2. NNaGopaTtopHble Hapy-
weHus

MUKDPOHMHCYJIBTBI MHOTIA MPOTEKAIOT 0e3 SIpKUX HEB-
POJIOTUYECKUX HapyLIeHUd M MOTyT MaHHU(bEeCTHUpPO-
BaTh CYIOPOXHBIM CHHIPOMOM, MYJIbTUUH(OAPKTHOMI
JeMeHlMe (HaroMuHamwlei 60Je3Hb AJIbLIreiiMe-
pa), IICUXMYECKHUMHU HapylleHUsIMU. BapuaHtom
ADC gpnsercs cuHgpoM CHenmoHa. DTO MOHATHE
BKJIIOYAET pPELMAMBUPYIOIIME TPOMOO3bl MO3rOBBIX
COCYZIOB, CETYaTO€ JIUBENO, a TAKXe apTepUAIbHYIO
runepteH3uto — AT [6, 7]. MHorna HeBposioruyeckue
HapyuwieHus1 npy AP®C HAnMmOMUHAIOT TaKOBbIE IIPU
paccestHHOM ckiiepo3se [74] (ta6xa. 1)!

* YacTelii Kapauosoruyeckuii mpusHak AOC — mno-
paxeHHe KJIAllaHOB cepAua, KOTOpPOe BapbUpPYET OT
MUHHUMAaJIbHBIX HapylleHWi (HeOojiplliasi peryprura-
L1, YTOJIEHNE CTBOPOK KJIAIIAHOB) IO TSXKEJbIX I10-
POKOB cepaua (CTeHO3 WIM HEeIOCTaTOYHOCTh MUT-
PJIBHOTO, PEXE aOPTAJIbHOrO WIM TPUKYCIUIAIBHOTO
ki1anaHa)l [13]. ¥ HekoTopbIXx GONBbHBIX GBICTPO pa3-
BUBAETCSI OYEHb TSXKEJIOE MOPAXKEHUE KJIAIIAaHOB C Be-
reTalueii, oOyCIOBIEHHOI TPOMOGOTUYECKMMU Ha-
CJIOCHUSIMU, HEOTIIMYUMBIMU OT MH(PEKLIMOHHOTO 3H-
noxkapavuta [28]. Bo3HMKHOBeHME BereTauMii Ha Kia-
MaHaX, OCOOEHHO €ClId OHM COYETAIOTCS C reMoppa-
TUSAMU B ITOIHOITEBOE JIOXE M "0apaGaHHBIMU" IMaJb-
LIAMH, CO3MAET CJIOXHbIE MpobyieMbl B nuddepeHn-
JIbHOM NUAarHOCTUKE ¢ MHGEKLMOHHBIM 3HIOKApAH-

ToM. OnucaHO pa3BUTUE CEpAEYHBIX TPOMOOB, MMM-
TUPYIOLUUX MUKCOMY cepama. OnHa M3 BO3MOXHBIX
JIOKQIU3aUUMA TpomM0OO3a — KOpPOHApHBIE apTEpHH.
WM paszsuBaetcs npubnusurensHo y 5% a®JI-noso-
XKHTENbHBIX OosbHBIX. [To HaumM maHHBIM, TpOoM603
KOPOHapHbIX apTepuii — Haubosee yactag popma ap-
TEPUAIBHOTO TPOoMOO03a y MYXXYHH C CK§[17]. Bonee
penxoit ¢opmoii kopoHapHo# matonoruu npu ADPC
SIBJISIETCSL OCTPhIA WJIM XPOHMYECKUW peLIMIMBUPYIO-
LU TPOMOO3 MEIKMX BHYTPUMMOKApAMAJIBHBIX KO-
POHApHBIX COCYIOB, Pa3BUBAIOILMICA TPH OTCYTCT-
BUU MPU3HAKOB BOCTIAJIUTENBHOTO WJIH aTEPOCKIIEPO-
TUYECKOTO IMOPaXEHHWsI OCHOBHBIX BETBEl KOpOHAap-
Hblli aprepuit. Ilonaraior, 4yTo 3TOT mpolecc MOXET
BECTH K MATOJIOTUM MUOKap[a, HallOMUHAIOIUENA Kap-
JHMOMMUOIIATUIO C NMPU3HAKAMM PErMOHAPHOrO WIKH 00-
LIEr0 HapyILIEHUs] COKPAaTUMOCTH MHOKAapaa M THIIEp-
Tpodueil 1eBoro Xeayaoyka.

FA®C accouuupyeTcsi ¢ pasBHUTHEM YCKOPEHHOTO
aTepPOCKJIEPOTUYECKOTIO MOPaXeHHs COCYIOB, CBS3aH-
HOro C JMCIMIONPOTEUIEMHUE U THIEPIPOLYKLIUEH
aHTUTE] K OKHCJIEHHOMY JIMIIONIPOTEMHY HHU3KOM
wiotHoctd [21, 23]. K BO3MOXHBIM OCIOXHEHUSIM
A®DC orHocutcs U Al', KoTopast MOXeT GbITh JTaOWIb-
HOM, HEPEIKO COYETAIOLIEHCS C CETYAThIM JIMBEIO W
TIOPaXXeHUEM LepeOpaTbHBIX APTEPHil BAPAMKAX- CHH-
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Ta6nnua 2. Kpurepuu auarnoctuxku A®C (D. Alarcon—Segovia u coasr. [31] B moangukauun J.-C. Piette [70]

Certuartoe nuseno
TpombouuToneHus

PuUBbIYHOE HEeBblHalLMBaHWe 6eEeMeHHOCTM
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JleroyHas runepTeH3us
MNonepeyHbii Mnenut
= T —
B. KnaccudukaumoHHble rpynnbl
YposeHb aKJ1

2
Bobicokuii (> 5 SD) OnpenenexHbIn
YmepeHHbiii (> 2, < 5 SD) BepoaTHbIN
OTcyTCTBYIOT CoMHUTENbHBIV

A. KnuHuyeckue nposisneHus y 667 6onbHbIX (C yGbiBalowein 4acToTon)

YUcno KNUHUYECKUX NPOABNEHUN

1 0
BepoaTHbIA CoMHUTenbHbIV
CoMHUTEenNbHBI OrcyTtcTteyeT
OTtcytcTyeT OtcyrcTByeT

npoMa CHemnoHa, WIM CTaOMIBHOM, 3JI0KAYECTBEH-
HOM, TMpPOSIBJISIIOLLEHCS CUMIITOMAMHU TUIIEpTOHUYE-
ckoit sHuedamonatuu [16, 69]1 Passutue Al npu
A®C MOXeT OBbITb CBSI3aHO C MHOTUMM IMPUYMHAMH,
B TOM YHCJIE€ C TPOMOO30OM MOYEYHBIX COCYIOB, MH-
dapkToM moyek, TPOMGO30M GPIOIIHOrO OTAEA A0p-
Tol ("TiceBOOKOapKTalMs”) U OCOGEHHO MHTparjioMe-
PYJISIPHBIM TPOMOO30M MoOYeK (TakK HasplBaeMasi "Mo-
yeyHass TpoMboTuyeckasi MUKpoaHruomnatus'").! Muk-
poTpoM603 sIBNIsIETCS NMPUYMHON TMOCIENYIOLIErO pa3-
BUTHUS TJIOMEPYJIOCKIIEPO3a, BEAYLUEro K HapyLIEHUIO
dyHKUuY nouek 69].

'K pemxum cocyamcTsiM ocnoxHenusm ADC ot-
HOCUTCSI TpOMOOTHYEeCKasl JIeroyHash TUIIepTeH3us,
CBSI3aHHAsl KaK C PELUIUBUPYIOLUMMU BEHO3HBIMU
SMOOJIMSIMM, TaK M C MecTHBIM (in situ) TpoMOo30M
JIETOYHBIX cOCynoB. OMUCaHO HECKOJBKO OOJIBHBIX C
nepBUYHBIM ADC, y KOTOPBIX IMOPaXEeHUE JIETKUX Xa-
pPaKkTEpU30BAJIOCh AJIbBEOJIIPHBIMU FeMOpPPArusiMM,
JIETOYHBIM KAMWUIIPUTOM U MUKPOCOCYIUCTBIM
TpoM6030M 'BILIOTh 1O pa3BUTHS "ILIOKOBOTO " JIETKOTO.,

I"Hau6onee xapakrepubiM nposiBieHuem ADC ciy-
XHUT akyllepckass matojorusi, [lo HammM IaHHBIM,
yacrora notepu rwioga npu CKB cocraBnsier 91% vy
_6onpHbIX ¢ ad)T u Tonbko 6% y GoabHbIX Ge3 adJl.
TloTteps muioga MOXET HACTYNAaTh B JIIOObIe CPOKU Ge-
peMeHHOCTH, HO Heckouibko vaiue Bo II u III Tpume-
crpax. Kpome Toro, y 6onbpHbIXx ¢ ADC omucaHel U
apyrue ¢GOpMBI aKyILIEPCKOM [MaTOJOTUM: TMO3MHUMI
recTo3, Mpe3KJIaMITCUsI U SKJIAMIICHSI, 3alepXKKa BHYT-
‘PUYTPOOHOIrO pa3BUTHUS IUIOAA, IPEXIEBPEMEHHbIE
ponbls Onucana "HeoHataibHast”w APC y HOBOpPOX-
neHHbIX oT marepu ¢ ADC, 4yTO CBMIETEJIbCTBYET O
BO3MOXHOCTH TpaHcIUTaleHTapHoi nepegayun adJl.

]Hopaxeﬂne koxu mnpu ADPC xapakrepusyetcs
pPa3HOOOPa3HBIMU TTPOSIBICHUSIMU: ] CETYATBIM JIMBE-
110, Pa3IMYHBIMU KOXHBIMU S13BaMU (HAlIOMMHAIOLIM -
MU TOpaXXeHWe KOXMW TpU JIMBEOO-BaCKYJIUTE, KPYII-
HBIE $I3BbI, HAaITOMUHAIOLIME TAHTPEHO3HYIO TMUOAEP-
MU0, OCThIEOUTHYECKHUE SI3BbI), MypNypOi, JIAIOH-
HOUM U TNONOLUBEHHON PUTEMOM, y3eJIKaMH, MycTyja-
MU, TIOBEPXHOCTHBIM KOXHBIM HEKPO30M, HUTHTAJIb-
HOI TaHIPeHOM, MOBEPXHOCTHBIM TpoMOodnedtuTOM,
3JI0KAYECTBEHHBIMU  aTPO(UYECKUMU  TAITyJIe301T0-
NOOHBIMU TTOPAXEHUSIMH, MHOXECTBEHHBIMU TeMOp-
parussMi B moaHorreBoe joxe [37]./OcobeHHO Bax-
HOE€ 3HAYEHUE UMEET CEeTYaToe JIMBENO, KOTopoe, IO
HalUMM JaHHBIM, SIBJISIETCSI OYEHb XapaKTEePHbIM paH-
HUM npu3HakoM ADC. ; wo

-

" TunuyHblil reMaToNOrMyecKuit npusHak AOPC —
TpoMboLuToneHusi. OOBIYHO KOJIMYECTBO TPOMOOLIM-
TOB cHUXaercsi ymepeHHO — (70—100)-10°/n1 u He
TpebyeT crieraibHoro JeueHus. Pa3BuTtue remoppa-
TMYECKHUX OCJIOXHEHWI HabyiomaeTcsi peako M, Kak
MPaBUJIO, CBSI3aHO C COIMYTCTBYIOLIUM HeheKTOM CIie-
uuduyeckux GakTopoB CBEPTHIBAHUSI KPOBH, MATOJIO-
rMeil Mmoyek WiIM MepeIo3UpPOBKON aHTUKOATYJISIHTOB.
Hepenko BbISIBISIETCS KyMOCIOJIOXUTEIbHASI TEMOJIH-
TUYECKasl aHEMHSI, pexXe — CUHIpoM IDBaHca (coye-
TaHUEe ayTOMMMYHHBIX TPOMOOILIUTOIIEHUM U TEMOJIU-
THUYECKON aHEMUH).

lJIa6opaTopHa51 nuarHoctuka A®C ocHoOBaHa Ha
onpeneneHu BA ¢ rmomollbio yHKIIMOHAIBHBIX TEC-
ToB U aKJI ¢ momoupio UPM c ucnonb3oBaHUEM
MMMOOMIIM30BaHHOTO Ha TBEpHOU ha3e KapIUOJUIIU-
Ha¥aKJl MOTyT OTHOCUTBCA K Pa3MYHBIM W30TUIIAM
uMmmyHornooynuHos (IgG, IgM u IgA). B uenrom BA
o6yianaoT 6onee BbICOKOU crieuugpuyHocThio, a aKJl
— OoJbllieli YYBCTBUTEJIBHOCTBIO IS OUArHOCTUKH
ADC. C pa3BUTHEM KIMHUYECKUX mposiBieHHit ADC
Jy4yuie Bcero ¢ HUMHU Koppenupylot IgG aKJI, oco-
OEHHO €CJIM OHU BBISIBJISIIOTCSI B BBICOKUX THUTpax, HO
MHOrAa B ChIBOPOTKaX GonbHbIX ADC oOGHapyXuBa-
1orcst Tonbko IgM wiu IgA aKJI [64]). B HacTrosiiee
BpeMsI MHTEHCHMBHO W3y4aeTcsi KIMHUYECKOE 3Haye-
HUE aHTUTeN K (PochOoJMNMUICBA3LIBAIOILMM 6ejikaM,
B NepByio ouyepenp aHTUTEN K B,-I'TII. YcraHoBieHo,
4yTOo cUHTEe3 UMeHHO [,-I'TII-3aBucumbix a®JI acco-
LMUUPYETCSI C pa3BUTUEM TPOMOOTHYECKHX Hapylle-
HU B pamkax ADPC, B TO BpeMs KakK CTaHIApTHBII
Meton omnpexaeneHus aKJl ¢ UMMOGMJIM30BaHHBIM Ha
TBEpOOM (ase KapAUOJMITMHOM BBIABISET Kak
B,-I'TII-3aBucumMele, Tak u B,-I'TII-He3aBUcHMEBIE aH-
TUTEJIA, YTO CHUXAET CIEHU(GUYHOCTh Pe3Yy/IbTaTOB.
[TonyyeHbl JaHHBIE O TOM, YTO OOHApy>XE€HUE aHTUTEN
K B,-I'TII nyyure Koppenupyer ¢ pa3BUTUEM TPOMOO-
30B, yeM o6Hapyxenue aKJI [73].

Pa3zpaboraHel  kKiIaccM(pUKAILUOHHBIE KPUTEPUH
ADC [30], ocHOBaHHbIE Ha OMpENENEHHBIX COYeTa-
HUAX KIMHUYECKUX Tpu3HakoB U TUTpoB adJl
(Tabn. 2). Hamu maHHbie [3], mogydeHHBIE HA OCHO-
BaHWU IUIUTEJLHOTO IPOCIIEKTUBHOIO M3y4eHust 260
GonbHbix CKB, CBHAETETBCTBYIOT O TOM, 4r0 'BhIIETE-
Hue "BeposiTHoro” u"coMHutenbHoro” AMC, (B Tom
gncie "apJI-HeraTuBHOro") 'MMeeT BaXHOe 3HAaYEHUE
IUISL €r0 paHHel IMarHOCTUKU., ONHAKO 3TU KPUTEPUH
HYXIAIOTCSI B omnpeaeneHHoW wmomuduxkanum. ' Bo-
NMepBbIX, HE BbI3LIBAET COMHEHUS HEOOXOLUMOCTH
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BKIIIOYEHUSI B YHUCJIO CEPOJOrMYECKHX KpHUTEpHeB
A®DC pesynbratoB onpenenenusi He tonbko aKJI, Ho
1 BA.,'Bo-BTOpBIX, MOJOXHUTENbHBIE PE3yAbTaThl Of-
peneneHust aKJl momxHbl ObIThb MOATBEPXIEHBI Cce-
PUHBIMU (N0 KpaiiHeit Mepe NBYKPAaTHbIM) TECTHPO-
BaHueM aHTUTes[60].;Ilo HaweMy MHEHHUIO, HaTUYUe
onHoro Kiaccuyeckoro npusHaka ADC (peunnuBu-
pylolue TpoM603bl) B COYETAHUM C MEPCUCTUPYIO-
MK BbicokuMu TUTpaMu IgG aKJl u BA Bnoaxe
JIOCTaTOYHO "JUIS1 MMOCTAHOBKU JAMarHosa “omnpeneneH-
Horo" ADC, ocobeHHO y MyXuuH![17].

TNuddepenunanpuas auardoctuka ADC nposo-
IUTCSI C LUMPOKUM KpYyroM 3aboJieBaHMIA, MpoTeKaio-
IMX C COCYAMCTHIMM HapyueHusiMU. Heobxonumo
noxuepkHytb, yro npu APC Habmonaercs oueHb
OoJIbIIOE  KOJMYECTBO KJIMHUYECKUX TMPOSABIEHUI
("mceBaIOCMHAPOMOB"), KOTOpPbIE MOTYT WMUTMPOBATD
BACKY/JUTBI, UH(EKUMOHHBI 3HIOKAPAUT, OMYXOJIU
Cepaua, pacCesiHHbIA CKJIEpo3, renatut, Hedpur,
1 1p. B To xe Bpems cieayer NpuHUMaTh BO BHUMa-
HUe BO3MOXHOCTh coueTaHuss ADPC ¢ pasnTuuHbIMU
3a6osieBaHUSIMU, HalIPUMEP CUCTEMHBIMU BaCKYyJIUTa-
MU U aTepoCKJIIEPOTUYECKUM MOPAXKEHUEM COCY/IOB,
YTO MOXET MMETb CYLUECTBEHHOE 3HAaYeHHE B IJIaHe
TepaneBTUYECKONH TAKTUKH.

IMonarator, yto' A®C noyxeH GbITh 3aM0103peH B
Cllyyasix pasBUTUS TPOMOOTUYECKHMX HapYIIEHUIA
(0COOEHHO MHOXECTBEHHBIX, PELMAUBUPYIOLIUX, C
HEOOBIYHOHN JIOKAJIM3aLMeil), TPOMOOLIUTOEHUU U
aKyLIepcKOii MaToJOTUU Y JIUL MOJIOJOTO U CPEJHEro

-BO3pacTa, a TaKkKe MpU HEOOBSICHUMOM Tpombo3e y

HOBODOXIEHHBIX, B CJlydae HEKpo3a KOXHU Ha (oHe
JIeYEHUs] HEMPAMBIMU aHTUKOATYJISIHTAMK U Y GOJb-
HBIX C YIJIMHEHHbIM AaKTUBUPOBAaHHBIM YaCTUYHO
TpoMborutacTuHOBbEIM BpeMeHeM (AUTB) npu ckpu-
HUHIOBOM MCCJIEIOBaHUH.

Knuuuueckue nposisnenusi ADC otnuyaroTcs BblI-
PaXeHHOM reTepOreHHOCTHIO, YTO HAIIUIO OTPaXeHMe
B CYLIECTBOBAaHUM MHOTOOOpa3HbIX BapUAHTOB Teye-
HUsl (WM cyOTHITOB) 3TOro 3abGoneBanus. Beiaesior
cienyroume ocHoBHble opMbl ADC [31, 32]:

1) ADC y GOJNBHBIX C JIOCTOBEPHBIM IHArHO30M
CKB (BropuyHsiit ADC);

2) AOC y OONBHBIX C BOJIYAHOYHOMOTOOHBIMU
MPOSIBJIEHUSIMH; ’

3) mepBuyHsIii ADC;

4) "xatactpoduyeckuii” APC (ocTpast AUCCEMU-
HUPOBAHHAsI KOAryJonarTus/BacKylonarus) ¢ OCTpbIM
MYJIBTUOPTraHHBIM  TpoMOO30M,  HANOMMWHAIOLUI
JABC-cuHIpOM WIU TPOMOGOTHUYECKYIO TPOMOOMEHU-
YECKYIO MypITypy;

5) a®JI-HeratuBHbIil ADC.

[Teyenue ADC, TIXeCTh M PACIPOCTPAHEHHOCTD
TPOMOOTHYECKMX OCJIOXHEHMI Hempeackasyema. Y
onHux 605bHEIX ADC nposiBisieTcs: MPeUMYILECTBEH-
HO BEHO3HBIMU TPOMOO3aMH, Y APYITUX — MHCYJIbTOM,
y TPETbUX — aKyLIEpCKON MaToJIoOrUeid UM TPoMOO-
uuroneHueii.; [Tonaraior, yTo npuMMepHO MOJIOBUHA
60JIbHBIX A(EC CTpajaeT nepBUyHoit ¢opmoit 3abose-
BaHMA. OIHAKO BOMPOC O HO30JOTMYECKON CAMO-
crosATeNIbHOCTH TepBuyHOro AMC 10 KoHLIAa HesiCeH.
HmeroTcs naHHbIe 0 TOM, yTo nepBuyHbli APC uHO-
ra MOXeT ObiThb BapuaHToM Hayana CKB [17, 59].
Hao6opoT, y HEKOTOpBIX GOJIBHBIX € KJIACCHYECKOM
CKB B ne6iote B najbHeiilieM Ha nepBblil IUIAH MO-
IyT BbICTYnaTh npusHaku ADC, KoTopble U omnpene-
JIAIOT NporHo3 3abosneBaHus. Hawwu wucciemoBaHus
[37, 50] u maHHbIe nUTEPATYpHI [76] CBUOETEIBCTBYIOT

00 OTCYTCTBMM CYLIECTBEHHBIX Pa3MyWil B CIEKTpe
KiMHuYeckux npossieHnit APC y 6oJIbHBIX ¢ mep-
BUYHOI M BTOpMYHOI opmamu 3ab6oneBaHus. B mo-
cleiHue roabl obcyxmaeTcsi BO3MOXHOCTD CYLIIECTBO-
BaHMsl Tak HasbiBaemoro "adJI-HeraTuBHOro" Bapm-
aHta ADC, npu KOTOpPOM HMMEIOTCSl XapaKTepHbIe
KJIMHUYECKHE NpOSIBJIEHHUS MATONOTMHU, HO OTCYTCTBY-
IOT KJIacCHYeCKHe ceposiornyeckue Mapkepel — BA u
aKJI. B cbiBopoTkax HEKOTOPBIX TAKUX GOJNBHBIX 06-
HapyxuBaloTcst Tojibko aHTtutena K B,-I'TIl B otcyrer-
Bue aKJI [73].

B uenom passute ADPC CylECTBEHHO yXyiuaeT
BbDKMBAEMOCTb M KauecTBO XU3HU GosbHbIX.;Ha oc-
HOBAaHMM JAHHBIX MPOCMEKTUBHBIX MCCIENOBAHUN K
HEONaronpuATHBIM MPOrHOCTUYECKUM (aKTOpaM oT-
HOCSIT apTepuaibHbie TPOoMOO3bl U TpOMOGOLKTOIE-
HUIO, a TaKXe MepcUCTUpYIOLIee YBEIUYEHUE TUTPOB
adJI [35, 40]7Y GonbHbix ADC mocie 1MepBoro MH-
CyJIbTa PUCK MOBTOPHbIX HApYLUEHU MO3roBOro Kpo-
BooOpatuueHus: nocrturaet 20% B TeYEHHE MEPBOTO ro-
na u 60% B Teuenue Beeit xusnHu [73].

Jleyenue AOC

MBenenne Gonbhbix ADC TMIPENCTABISIET CIOXHYIO
npo6ieMy. ,DTo CBS3aHO C HEONHOPOMIHOCTBIO MaTore-
HETUYECKMX MEXaHMU3MOB, Jexaumx B ocHoBe ADC,
MONMUMOPGUIMOM KIMHUYECKUX MPOSIBIEHUM, OTCYT-
CTBUEM JOCTOBEPHBIX KIIMHUYECKUX U JIAOOPATOPHBIX
MoKa3zaTesei, MOo3BOJSIOIIUX MPOTHO3UPOBATh PELU-
IMBUpPOBaHUE TpoMOGOTUYECKUX HapylteHuit Hampu-
Mep, peUMIMBUpOBaHHE TPOMOO30B HE BCEraa Koppe-
JUpyeT ¢ u3MeHeHueM TUTpoB a®JI U aKTUBHOCTBHIO
OCHOBHOTo 3aboneBanus mnpu BropuyHoM ADC (Ha-
npumep, aktuBHocts CKB).J

T Bce Xe MOJAraioT, YTO PUCK pPELUAWBUPOBAHUS
TpoM6030B 0COGEHHO BBICOK B CIIEAYIOLIUX CIYy4asix:

1) y 60sbHBIX MOJIOZOTO BO3pacTa C MEPCUCTUPYIO-
M BbicOKUM ypoBHeM aKJI (B,-TTII-3aBucumoit
nonyasitMu aHntuten), BA wiu antuten x B,-I'TII;

2) MpY HAJIMYUM PELIUAVBUPYIOLIMX TPOMOO30B U
(uM) aKylepcKoit MaToJoruu B aHAMHE3E;

3) mpu Apyrux ¢dakTopax pucKa TPOMOOTHYECKUX
HapylueHuit (AT, runeprunuaeMust, KypeHue, puem
Op&JIbHBIX KOHTPALENITUBOB), aKTUBHOCTH IaTOJIOTHU-
yeckoro npouecca (npu CKB) [67];

4) npu ObICTPON OTMEHE HEMNPSIMBIX AHTUKOAry-
JISIHTOB;

5) mpu coyetaHnu BbICOKMX TUTPOB a®JI ¢ mpyru-
MH HapyLIEHUSMW CBEPThIBAHMS, (B MEPBYIO OYepeb C
myTauueit ¢daxtopa V, a BO3MOXHO, U HeHULUTOM
JIpPYrUX KoaryJasiqMoHHbIX 6enkoB (aHTuTpoMmOuH III,
6esok C uinu 6ey1oK S) MM rOMOLMCTUHEMUEH.

MBenenue 60nbHBIX ADC OCHOBBIBAETCS HA HA3HA-
YeHUM aHTUKOATYJSIHTOB HEIMpPSIMOTO NEHMCTBUSA U aH-
THArperaHToBy (HMU3KUE [03bl aCIUpPUHA), KOTOpHIE
LLMPOKO MCIOJB3YIOTCS Il MPOdUIAKTUKUA TPOMOO-
30B, He cBs3aHHbIX ¢ ADC,[44, 60]. Ho ucnonp3oa-
HHE 3TUX MPENapaToB 31€Cb UMEET OCOOEHHOCTH, 4YTO
B MEPBYIO OYEPEND CBSI3aHO C 60Jiee BBICOKUM PHUCKOM
peLUIVBUPOBAHUSA TPOMOO30B, 4eM B OOILEi IToITy-
nauuM 60NbHBIX TpoMOodwIKeit, a Takke ¢ HeoOXo-
JUMOCTbIO JIEYEHMS] Bemyllero 3aboyeBaHus (TpHU
sropuyHOoM ADC).

I'TlonaratoT, 4T0 y GONBHBIX C BBICOKUM YPOBHEM
a®J] B chIBOPOTKE, HO 0€3 KIMHUYECKUX MPHU3HAKOB
ADC (B ToM yKcie y GepeMEHHbIX XeHIUH 6e3 aKy-
1IEPCKOii MAaTONOTMU B aHAMHE3€) CleayeT OrpaHu-

KnuHuyeckaa MeguuyuHa, 2, 1998




YUTBCS HAa3HAY€HUEM HEOONBIUMX 03 acnUpHHA
(75 mr/cyT)., OnHaKo 3TH JMUA HYXHAOTCS B TIUA-
TEJIbHOM JIMHAMUYECKOM HaOJI0IeHUH, TaK KaK pUCK
TPOMOOTHYECKUX OCMOXHEHMI Yy HMX BECbMa BBICOK
[46, 57].TTIo HaleMy MHEHHIO, B CXEMY JIEYEHHS Ta-
KUX OOJIBHBIX LeNecoobpa3sHO BKIIOYATh MIAKBEHW,
KOTOPbIA OT/IMYAETCSI OYeHb HU3KOH TOKCHYHOCTHIO
[18] 1 He ToJBKO OKa3bIBAET TIPOTMBOBOCHAIMUTENb-
Hoe HeiicTBUE, HO U 00JamaeT aHTUTPOMOOTUYECKOH
(momaBisieT arperalMio M aare3sMio TpoMOOLIMTOB,
yMEHbILAeT pa3Mep TpoMOGa) U rUMOJIUITUIEMHUYECKOMN
aKTUBHOCTBIO [68]. JleyeHue r1akBeHUIOM (B coyeTa-
HUM C HU3KHMMU J103aMM acrupuHa, a Nnpu Heobxoau-
MOCTM M C OPYrMMM NpernapataMu) MOoKa3aHO ITOYTH
BceM, 601bHBIM ¢ ADC.TOgHaKO BO3MOXHOCTb MC-
MOJIb30BaHMUSI TUTAaKBEHWIA MPU aKyLIepcKoil MaroJo-
TMU HYXIAeTcs B JAJIbHEHIIEeM MOATBEPXIEHUH. ;

|JlaHHDBIE TTPOCHEKTHBHbIX HCCIE€IOBAaHUN CBUIE-
TENBCTBYIOT’O TOM, YTO Y GOJIBHBIX C JOCTOBEPHBIM
BTOPUYHBIM U nepBUYHBIM ADC npu JIe4YeHUH BbICO-
KVUMH O3aMU HENPSMOTO aHTUKOAry/IsiHTa Bapdapu-
Ha, MO3BOJISIIOLIMMHU MOIIEPXKUBATh COCTOSIHUE TUITO-
KOAryJsillui Ha ypoBHe Ooyiee 3—4 1Mo MeXAyHapo-
HOMY MHAekcy HopMmanusauuu (International Nor-
malisation Ratio-INR), otrmeuyaetrcs mnoctoBepHoOe
CHUXEHUE YacTOThl PELUMIMPOBAHMUSI TPOMOOTHYE-
CKUX ocioxHeHuity[41, 72]. OgHako neyeHue Bapda-
PUHOM TMPUBOOUT K YBEJUYEHUIO KPOBOTOYMBOCTH,
MIPONOPLIMOHANIbHOM cTeneHu ymiuHeHust INR (kax-
noe ysennyeHue INR Ha 1,0 accounupyercst mpumep-
HO ¢ 40% yBenuyeHUEM pucKa KpoBoTeueHuit). Kpo-
Me Toro, y 6onbHbIX ADC yacTo HaGIOAAIOTCH BhIpa-
XeHHbIe crnoHTaHHbIe KosiebaHust INR, uto cyiecr-
BEHHO 3aTPYIOHSIET MCITOJIb30BaHUE 3TOrO IMOKAa3aTelis
JUISI MOHUTOPMHTA JiedeHus1 BapdapuHoM [62]. Heo6-
XOIMMO UMETh B BUIY, YTO BapdapuH MOXET B3aUMO-
IEeCTBOBATh C pPSIIOM JIEKAPCTBEHHBIX ITPENapaToB
(HanpuMep, a3aTUONPUHOM, KOTOPBIA IIMPOKO UC-
noyib3yetcs i jedeHusi CKB), yto crocoGcTByeT
Pa3BUTHUIO PE3UCTEHTHOCTU K BapdapuHy [71]. Tleye-
Hue acriupuHoM (100 Mr/cyT) B coye€TaHUU C MPEeaHU-
3010HOM (10—15 Mr/cyT) He ycTtymaer o 3¢ heKTuB-
HOCTM HM3KMM mo3aM Bapdapuna (INR 2,0—2.6), Ho
CYLIECTBEHHO IIPEBOCXOOUT HMMYHOCYIIPECCUBHYIO
tepanuio (nmpexHu3onoH 0,5—1,0 Mr/Kr B CyTKu B co-
YeTaHWM C a3aTUONPUHOM MM LHKIO(OCHAHOM). |
HenaBHO ObLIO YCTaHOBJIEHO, YTO JieYeHUE Bapdapu-
HOM B OTHocuTesJbHO HU3Koil no3e (INR B mpenenax
2,0—2,9) ctonp xe 3pdeKTUBHO ISI MPOPUIAKTUKH
peuUOMpoBaHUSI TPoMOO30B, KaK U 0ojiee BBICOKHUE
no3sl mperapata (INR 3,0—4,5) [60]." Camo no ce6e
neyeHue rmokokoptukoumamu (I'K) u uutotokcuye-
CKMMHU MpernapaTamMu, Kak MnpaBuio, HedadpdeKTUBHO,
32 UCKIIOYEHHWEM cjydyaeB "KaracTpoduyeckoro"
A®DC unmu o6octpenust CKB. Heobxomimo umets B
BUIY, YTO IUTUTEJIbHASI DIIOKOKOPTMKOUIHAS Tepamnusi
MOTEHLMAJIbHO MOXET YBEJIMYMBATh PUCK PELIUAUBU-
poBaHUsl TpoM6o30B [60].

' YMepeHHass TpoMOOLMTONEHMSI, HEpeaKo Haoo-
naemasi npu ADC, Kak mpaBuiio, He TPEOYeT JIeYeHUsT
WIK Koppurupyetcss HebGonpwumnMu go3amu 'K, Onu-
caHbl pesucteHTHble K 'K ¢dopmer TpomGouuTore-
HUM, TPU KOTOPbIX I(PGEKTUBHBIMU ObLTH HU3KHE
IO3bl aclMpUHa, NATNCOH, maHa3oy, BapgapuH. [lo
mHeHuI0 B. Hunt u M. Khamashta [46], y 60JbHBIX C
TpoMGouuToneHueir B mnpemenax (50—100) - 10°/n
MOXHO MCIOJIb30BaTh HebosblliKe N03bl BapdapuHa
(INR 2,0-3,0), a Gonee cyliecTBEHHOE CHMXEHHE

ypPOBHS TPOMOOLIUTOB NMKTYeT HEOOXONAMMOCTh Ha-
sHayenust 'K wiam pgaxe BHYTPUBEHHOrO BBEIAEHMS
HMMYHOTJ00yIMHa.

JleyeHue OONBHBIX C aKYUIEPCKOM MaTojJoruei
cpelHUMH (BbicokMMH) no3amu 'K, nonynsipHoe B
80-x romax, B Hacrosiliee BpeMsi MpPAaKTHYECKHU He
NpPUMEHSIETCS U3-3a pa3BUTHSI MOOOYHBIX 3¢ddeKToB
Kak y matepu (cuHapom Kyumura, AT, nuaber), Tak
1 y ruona. Ucnonb3oBanue BapdapuHa Bo BpeMs Ge-
PEMEHHOCTH TMPOTHBOMOKA3aHO, TaK KaK 3TO IPHUBO-
OUT K BapdapuHOBOW 3SMOpuonatuu (HapyllueHHe
pocTa KOCTeH, TMIIOIIa3usi HOCOBOM MeperopoaKkH,
HEBPOJIOTMYECKHE HapylueHus1). B To Xe BpeMs jieye-
Hue rerapuHoM B mo3e 5000 EJl 2—3 paza B nmeHb
(0cO6EHHO HU3KOMOJIEKY/ISIPHBIM TEMapUHOM) B CO-
YeTaHUM C HU3KUMM [03aMM aCIMPHHA XEHIUMH C
NPUBBIYHBIM HEBbIHALUMBAHUEM OEpeMEHHOCTH [10-
3BOJISIET MOBBICUTb YACTOTY YCIEIUHBIX PONOB IMpHU-
MEPHO B 2—3 pa3a U CYLIECTBEHHO IPEBOCXOOHUT IO
3¢deKTUBHOCTM TOpMOHaIBHYIO Tepanuio [47, 53].
OnHako HEOOXOOUMO MUMETh B BUIY, YTO JJIMUTEIbHAS
rernapuHoTtepanus (ocobeHHo B coyeTaHuw ¢ I'K) mo-
XeT MPUBOIUTH K Pa3BUTHIO ocTeornopo3a [65]. B or-
JIETbHBIX KIMHUYECKUX HAOMIOOEHUSIX WU HeOOJb-
LIMX OTKPBITBIX MCITBITAHUSX coobiuaercst 06 a¢dek-
TUBHOCTM I1a3Macepe3a, BHYTPUBEHHOTO BBENECHUS
MMMYHOIJIOOYJIMHA, MPOCTAUMKIUHA, (GUOPUHOIUTH-
YecKUX TMpernapaToB, IpernapaToB pbIObEro Xupa y
XKEHIUMH C aKylepckoil martojorueit [46]. JleyeHue
rutaamagepesoM, BeicokuMu no3amu I'K (B Tom gucie
MyJbC-TEPANUsi) U LIMTOCTATUKAMU MPOIOJIKAET OCTa-
BaTbCSI OCHOBHBIM METONOM IIpU “Kartactpoduye-
ckoM" ADC.

FOnpeneneHHble HaZeXIbl BO3JAralOT HA MCIOJb-
30BaHME HU3KOMOJIEKYJISIDHOIO TrerapuHa, THUKJIOMU-
JWHA U MeHTOKCU(WILINHA, a 0OCOOEHHO Ha BHeIpe-
HME HOBBIX METONOB AHTHKOATYJISIHTHOI Tepamuu,
OCHOBaHHBIX Ha MCIIOJIb30BAaHUU ApPrUHAJIOB, THPYH-
IUHOB, AHTUKOATYJISIHTHBIX IMENTUIOB, AHTUTPOMOO-
LMTAapHBIX areHTOB; (MOHOKJIOHAJIbHBIE AHTUTENA K
TpoMbouutam, RGD-nentuner). OcoGeHHO GOJBIION
HMHTEpeC MpEACTaBsieT oleHKa 3¢ GeKTUBHOCTH MH-
rMOUTOPOB amonTo3a (B TOM YHMCJie aHTHOKCHIAHTOB),
MOCKOJIbKY Pa3BUTHE aroITO3a SHAOTEIUAIBHBIX KIIe-
TOK SIBJISIETCS. OJHUM U3 KJIIOYEBBIX (PaKTOpOB, obec-
MEYMBAIOIIMX UX MPOKOATYJISTHTHbIE CBOMCTBA.

TaxuM obpasoMm, B HacTtosiiiee Bpemss ADC crieny-
€T pacCMaTpuBaTh KaK YHUKAJIbHYIO MOJENb ayTOMM-
MYHHOM TpOMOGOTHYECKOI BACKYJIOMATHH, HU3Yy4EHHE
KOTOpOIl MMEET CylLeCTBEHHOE 3HAauYeHWe IS pac-
IIMGPPOBKH B3aMMOOTHOLLUEHUH MEXIy TaKUMHU (byH-
JaMEHTAJIbHBIMU MATOJIOTMYECKUMU MPOLIECCAMH, CO-
CTaBJISIIOIUMMU OCHOBY COCYIHMCTOM ITaTOJIOTHU IpHU
3a00JIeBaHUSIX YeJIOBEKa, KaK aTepOCKJIEPO3, BAaCKY-
JIUTBI, HapyLLUEHUS CBCPPIBaHHH KPOBM U IAaTOJIOTHS
cucTeMbl UMMyHHTeTa. | HecMOTpsi Ha HOCTUTHYTBIA
Mporpecc, U3yyeHHe MEXaHM3MOB Pa3BUTHUSI, KIMHH-
YeCKUX 0COOEHHOCTEN M MOOXOMOB K JIEUEHHUIO COCY-
IUCTOM MaTOJIOTMU MPOIOJIKAET OCTaBaTbCsl OJHOM U3
Hauboynee  aKTyalbHbIX  MYJBTUOUCLUIUIMHAPDHBIX
npoGjeM COBPEMEHHON METULIMHBI, IS PELUEHUS
KOTOpOii HeoOXonUMO OObENUHEHUE YCUIIUI CIeLra-
JIUCTOB Pa3JIMYHBIX 00IacTeil MEOUIIMHBI, pEBMATOJIO-
roB, KapAMWOJIOTOB, HEBPOIIATOJIOrOB, AaKyIEepOB-TH-

KnuHuyeckaa MeguuuHa, 2, 1998

HEKO0JIOroB, UMMYHOJIOI'OB.



JUTEPATYPA

1. AnexGeposa 3. C., Haconos E. JI., Ilpyanuxosa JI. 3. u ap.
KinHuueckoe 3HaueHUE ONpCACACHHA BOIYAHOUYHOIO aHTH-
KOary/IsiHTa M aHTUTeN K Kapavonunuuy // Tep. apx. — 1988.
— Ne 10. — C. 84—86.

2. Anex6eposa 3. C., Pemernak T. M., Poaencka-Jlonosok
C. I. u ap. Backynonatusi y 60JbHBIX CHCTEMHOH KpacHOH
BONYaHKoM ¢ aHTH(OoCchHOAUNUAHBIM cHHIpoMoM // Tam xe.
— 1995. — Ne 5. — C. 41—44.

3. AnexGepona 3. C., Pemernsx T. M., Komeaesa H. M. u ap.
AuTHhOCHONUNUAHBIA CHHAPOM NMPH CUCTEMHON KpacHoi
BOJIYAHKE: OLICHKA AMATHOCTHYECKHX M KJIACCH(UKALMOHHBIX
kputepues // Knun. men. — 1996. — Ne 6. — C. 39—42.

4. Bapanos A. A., IlIuakuna P. I1., Haconos E. JI. Kaunnye-
CKOC 3HAYEHHE aHTUTE] K KapAHONMMUHY NPH Y3EJKOBOM re-
puaprepuute // Pesmatonorusi. — 1992, — Ne 2. — C. 27—
32.

S. IIxysenona B. C., Haconos E. JI., Kosanes B. 10. u np. AH-
THTEJAa K KapAWOJIMMHHY NPH OCTPOH peBMAaTHYCCKOH Jnxo-
panke // Kaun. Mea. — 1992. — Ne 2. — C. 66—71.

6. Kanamuuxosa JI. A., Haconos E. JI., Kymek6aesa A. E.,
I'pagesa JI. A. Cunapom CHeanoHa (CBSI3b C QHTUTENIaMM K
Kapauonununy) // Knun. men. — 1988. — Ne 6. — C. 32-37.

7. Kanamunxosa JI. A., Haconos E. JI., Crosanosnu JI. 3. u ap.
Cunapom CHeanoHa ¥ nepBUUHBIK aHTHdOChONUMNUAHBIH
cuHapoM // Tep. apx. — 1993. — Ne 3. — C. 64.

8. Kapnos IO. A., Haconos E. JI., Buabunnckas M. 10. u ap.
IMpossaenus UBC u cocTosiHME KOPOHAPHBIX apTepuit y
60JIbHBIX aHTH(})OCHONUMUAHBIM CHHAPOMOM // TaM xe. —
1995. — Ne 10. — C. 27—-31.

9. Haconos E. JI., AnexkGeposa 3. C., Anekcanaposa JI. 3. u 1p.
AHTHTEIa K KapAHOJMNUHY: METOA OMpEAEIeHUs] U KIMHUYE-
cgoe 3Hauyenue // Knuun. men. — 1987. — Ne 11. — C. 100—
104.

10. Hacomnos E. JI. AHTHGOCHONNNUAHBIA CUHAPOM: KJIMHHUYE-
cKasi U MMMYHOJIOTHYECKasl XapakTepucTuka // Tam xe. —
1989. — Ne 1. — C. 5—13.

11. Haconos E. JI., Apabunse I'. I., Cyrpaaues A. B. u ap. AH-
TUTENA K KapAMOJMIMHY NpH Hecrneuuduueckom aoproapre-
puure // Kapanonorus. — 1991. — Ne 10. — C. 8—12.

12. Haconos E. JI., Hoesa E. A., Kosanes B. 10. u np. Auture-
Jla K KapAWOJIMITMHY MpHU HUHpapKTe MHOKapaa U HecTabuib-
Ho# creHokapauu // Tam xe. — 1992. — Ne 5. — C. 32—34.

13. Haconos E. JI., Kapnos 0. A., Anek6eposa 3. C. u 1p. AH-
THUHOCHONUNMUAHBIA CHHAPOM: KapAMOJIOTMYECKHUE acreKkThl /
/ Tep. apx. — 1993. — Ne 11. — C. 80.

14. Hacownos E. JI., Pa6osa T. B., IlInuronkosa O. B., Anekcan-
nposa E. H. AHTH®OCHONMMUAHBIA CUHAPOM B neavaTpuu //
Iet. peBMaTon. — 1995. — Ne 1. — C. 67—72.

15. Haconos E. JI., Bapanos A. A., Illnakuna H. II., Anekbepo-
Ba 3. C. [MTatonorusi cocynoB npu aHTU(HOCGHOJUNMUAHOM CHH-
npome. — M.; SIpocnasib, 1995.

16. Haconos E. JI., Kapnos IO. A., Anexéeposa 3. C. u 1p. Ap-
TepuaibHasl TMIEPTeH3Uss ¥ aHTU(HOCHOIUNUAHDIA CHHAPOM
// Tep. apx. — 1996. — Ne 2. — C. 37—40.

17. Haconos E. JI., AnexkGeposa 3. C., Kmoksuna H. I'. u 1p.
AHTUDHOCHONUITUAHBIA CHHIPOM NPU CUCTEMHOM KpacHOM
BOJIYaHKE y MYX4MH // KnuH. mex. — 1996. — Ne 4. —
C. 18—22.

18. Haconos E. JI. AHTUManspuitHbie npenapaTbl B peBMaToJIO-
ruu: HoBble nepcrnekTuBbl // Tep. apx. — 1996. — Ne 1. —
C. 67—71.

19. Haconos E. JI., Anex6eposa 3. C., Canoxun K. B. u 1p. AH-
THAHAOTEJIMANBHBIE aHTUTEA MPU CUCTEMHOIN KpacHOW BOJI-
YaHKe Y MYXYMH: CBSI3b C MOpaXeHWeM Moyek U aHTHudocho-
JIMMUOHBIM cHHApOMOM // Tam xe. — Ne 6. — C. 46—49.

20. Haconos E. JI., Canoxun K. B., ®omuuesa O. A. u 1p. AH-
TUIHAOTENHANIbHBIE AaHTUTE/IA U MOPaXeHHUE KJIaraHOB cepALa
npyv aHTUGOCHOIUNMUAHOM CUHAPOME: aHAJIU3 MaTOTeHeTUYe-
(2:12<ux mexaHusmoB // KnuH. Men. — 1997. — Ne 2. — C. 17—

21. Haconos E. JI., ITonkosa T. B., E¢pemos E. E. u 1p. AHTH-
TejJa K OKMCJIEHHOMY NPOTEUHY HM3KOM TUIOTHOCTU TMPH CHUC-
TEMHO} KpacHoii BonyaHke // Tam xe. — Ne 9. — C. 45—52.

22. MTanvkeesa M. E., Cumoposa M. B., Kysneunosa T. B. u 1p.
CHHTE3 U UCCIeNOBaHUE AaHTUIEHHBIX CBOWCTB MENTHAHBIX
¢parmeHTOB GeTa2-rauMkonporenHa-1 // BuoopraH. XUMusi.
— 1996. — Ne 9. — C. 678—685.

23. Ilonkosa T. B., Ilokposckmit C. H., Anek6eposa 3. C. u 1p.
JlunonpoTenH(a) NpU cUCTEMHON KpacHOW BoJvaHKe //
KnuH. men. — 1998. — Ne 1.

24. Ilpyaunkosa JI. 3., Anexkbeposa 3. C., Hacomnos E. JI. u 1p.
Ponb aHtuTen K dochonunuaaM B pa3BUTUM TpoMGoTHYE-

25.

26.

27.

28.

29.

30.

31.

32.

33

34.

3s.

36.

3

38.

39.

40.

41.

42.

43.

44.

45.

46.

47.

CKHX OCJOXHEHHH M aKyllepcKoW MmaTojormu // Tam xe. —
1989. — Ne 6. — C. 59—64.
Tpyanuxosa J. 3., AnexGeposa 3. C., Haconos E. JI. u np.
TpomGoTHUYECKHE OCNIOXHEHUS NMPH CUCTEMHO# KpacHOH Boj-
yauke // Tep. apx. — 1989. — Ne 7. — C. 98—100.
Purmkosa M. M., Bymuyk H. B., Kosanes B. 1O., Haconos E. JI.
AHTHTENa K KapAHOJMIUHY NpPH PEBMATHUECKON MOJUMHa-
MM M 6onesun XoproHa // Knun. men. — 1993. — Ne 2. —
C. 33-35.
Tpaskuna U. B., Usanosa M. M., Haconos E. JI. Kinnuxo-
UMMYHOJIOTHYECKasl XapaKTepUCTHKa MOPAXEHHUs LUEHTpalb-
HOW HEpBHOI CHCTEMBI MPU CUCTEMHOW KpacHOW BoMYyaHKe:
CBSI3b C aHTUTENaMH K KapavonunuHy // Tep. apx. — 1992. —
Ne 5. — C. 10—13.
Cepraxosa JI. M., ®omunuesa O. A., Buabaunckas M. 1O.
u ap. OcoGeHHOCTH MopaXeHUs1 KJarnaHoB cepAua rnpu aHTH-
doconunuanom cunapome // Kinn. Men. — 1996. — Ne 9.
— C. 39—42.
Ya3zosa U. E., Haconos E. JI., Camconos M. 10. u np. An-
THTENAa K KapAMOJMMUHY NpH MEPBUUHOMN JIETOYHOH runep-
teHauu // Tep. apx. — 1994, — Ne 12. — C. 20—23.
Alarcon-Segovia D., Perez-Vazquez M. E., Villa A. R. et al.
Preliminary classification criteria for the antiphospholipid syn-
drome in systemic lupus erythematosus. A prospective analysis
of 500 consecutive patients // Medicine (Baltimore). — 1989.
— Vol. 21. — P. 275—-286.
Alarcon-Segovia D., Cabral A. R. The concept and classifica-
tion of antiphospholipid/cofactor syndrome // Lupus. — 1996.
— Vol. 5. — P. 364—367.
Asherson R. A., Khamashta M. A., Ort_ii-Ro_s J. et al. The
"primary" antiphospholipid syndrome: major clinical and sero-
logical features // Medicine (Baltimore). — 1989. — Vol. 68.
— P. 366—374.
Asherson R. A., Cervera R., Piette J. C., Shoenfeld Y. The
antiphospholipid syndrome: history, definition, classification,
and differential diagnosis // The Antiphospholipid Syrdrome /
Eds R. A. Asherson et al. — Boca Raton, 1996. — P. 3—12.
Cervera R., Asherson R. A., Lie J. T. Clinicopathologic cor-
relations of the antiphospholipid syndrome // Semin. Arthr.
Rheum. — 1995. — Vol. 24. — P. 262—272.
Drenkard C., Villa A. R., Alarcon-Segovia D., Perqz-Vazquez
M. E. Influence of the antiphospholipid sydnrome in the sur-
vival of patients with systemic lupus.
Ford S. E., Kennedy L., Ford P. M. Clinicopathologic corre-
lations of antiphospholipid antibodies: an autopsy study //
Arch. Path. Lab. Med. — 1994. — Vol. 118. — P. 491—495.
Frances C., Salozhin M., Le Tonqueze K. et al. Anti-endothe-
lial cell antibodies (AECA) in large series of Sneddon’s syn-
c61rome // J. Amer. Acad. Derm. — 1995. — Vol. 33. — P. 64—
8.

Frances C., Piette J.-C. Cutaneous manifestations of Hughes
syndrome occuring in the contex of lupus erythematosus //
Lupus. — 1997. — Vol. 6. — P. 139—144.

Ginsberg J. S., Wells P. S., Brill-Edwards P. et al. Antiphos-
pholipid antibodies and venous thrombosis // Blood. — 1995.
— Vol. 86. — P. 3685—3691.

Gulko P. S., Reveille J. D., Koopman W. J. et al. Anticardiol-
ipin antibodies in systemic lupus erythematosus: clinical corre-
lates, HLA association, and impact on survival // J. Rheum. —
1993. — Vol. 20. — P. 1684—1693.

Hamsten A., Norberg R., Bjorkholm M. et al. Antibodies to
cardiolipin in young survivors of myocardial infarction: an as-
socatioin with recurrent cardiovascular events // Lancet. —
1986. — Vol. 2. — P. 113—115.

Harris E. N., Charavi A. E., Boey M. L. et al. Anticardiolipin
antibodies: detection by radioimmunoassay and association
with thrombosis in systemic lupus erythematosus // Ibid. —
1983. — Vol. 2. — P. 1211—1214.

Hughes G. R. V., Gharavi A. E., Harris A. E. The anticardi-
olipin syndrome // J. Rheum. — 1986. — Vol. 13. — P. 486—
489.

Hughes G. R. V. The antiphospholipid syndrome: ten years on
// Lancet. — 1993. — Vol. 324. — P. 341—344.

Hughson M. D., McCarty-Farid G. A., Brumback R. A.
Spectrum of vascular pathology affecting patients with an-
tiphospholipid syndrome // Hum. Path. — 1995. — Vol. 26. —
P. 491—495.

Hunt B. J., Khamashta M. A. Management of the Hughes
syndrome // Clin. exp. Rheum. — 1996. — Vol. 14. —
P. 115—117.

Inbar O., Blank M., Faden D. et al. Prevention of fetal loss in
experimental antiphospholipid syndrome by low molecular
weight heparine // Amer. J. Obstet. Gynec. — 1993. —
Vol. 169. — P. 423—426.

KnuHuyeckana MeguuuHa, 2, 1998



48.

49.

50.

51.

52.

. 53.

54.

35.

56.

57.

58.

59.

- 60.

61.

Italian registry of antiphospholipid antibodies. Thrombosis and
thrombocytopenia in antiphospholipid syndrome (idiopathic
and secondary to SLE: first report from the Italian registry) //
Haematologica. — 1993. — Vol. 78. — P. 313—318.
Kalashnikova L. A., Nasonov E. L., Borisenko V. V. et al.
Sneddon’s syndrome: cardiac pathology and antiphospholipid
agtibodics // Clin. exp. Rheum. — 1991. — Vol. 9. — P. 357—
361.

Kalashnikova L. A., Nasonov E. L., Stoynovich L. Z. et al.
Sneddon’s syndrome and the primary antiphospholipid syn-
drome // Cerebrovasc. Dis. — 1994. — Vol. 4. — P. 76—82.
Khamashta M. A., Guadrado M. J., Mujic F. et al. The man-
agement of thrombosis in the antiphospholipid antibody syn-
drome // New Engl. J. Med. — 1995. — Vol. 332. — P. 993—
997.

Khamashta M. A., Asherson R. A. Hughes syndrome: an-
tiphospholipid antibodies move to thrombosis in 1994 // Brit.
J. Rheum. — 1995. — Vol. 34. — P. 493—494.

Kutteh W. H. Antiphospholipid antibody-associated recurrent
pregnancy loss: treatment with heparin and low-dose aspirin is
superior to low dose aspirin // Amer. J. Obstet. Gynec. —
1996. — Vol. 174. — P. 1584—1589.

Le Tonqueze M., Salozhin K., Dueymes M. et al. Role of
beta2-glycoprotein 1 in the antiphospholipid antibody binding
t%Gcndothelial cells // Lupus. — 1995. — Vol. 4, — P. 179—
186.

Levine S. R., Brey R. L. Neurological aspects of antiphos-
pholipid antibody syndrome // Ibid. — 1996. — Vol. 5. —
P. 347—353.

Lie J. T. Vasculopathy in the antiphospholipid syndrome:
thrombosis or vasculitis, or both? // J. Rheum. — 1989. —
Vol. 16. — P. 713—715.

Lockshin M. D. Which patients with antiphospholipid anti-
body should be treated and how? // Rheum. Dis. Clin. N.
Amer. — 1993. — Vol. 32. — P. 227—-230.

Love P. E., Santoro S. A. Antiphospholipid antibodies: anti-
cardiolipin and lupus anticoagulant in systemic lupus ery-
thematosus (SLE) and in non-SLE disorders // Ann. intern.
Med. — 1990. — Vol. 112. — P. 628—698.

Lynch A., Malar R., Murphy J. et al. Antiphospholipid anti-
bodies in predicting adverse pregnancy outcome: a prospective
study // Ibid. — 1994. — Vol. 120. — P. 470—475.

McCrae K. B. Antiphospholipid antibody associated thrombo-
sis: a consensus for treatment? // Lupus. — 1996. — Vol. 5. —
P. 560—570.

McNeil H. P., Chesterman C. N., Kliris S. A. Immunology
and clinical importance of antiphospholipid antibodies // Ad-
vanc. Immunol. — 1991. — Vol. 49. — P. 193—280.

62.

63.

64.

65.
66.

67.

68.

69.

70.

71.

. 72

73.

74.

* 75.

- 76.

Moll S., Ortel T. L. The INR is invalid in monitoring warfa-
rin anticoagulant therapy in patients with lupus anticoagulant /
/ Lupus. — 1996. — Vol. 5. — P. 522.

Mujic F., Cuadrado M. J., Lloyd M. et al. Primary antiphos-
pholipid syndrome evolving into systemic lupus erythematosus
// J. Rheum. — 1995. — Vol. 22. — P. 1589—1592.

Nassonov E. L., Kovalev V. Yu., Alekberova Z. S., Solovjov
S. K. Prediction of thrombosis in patients with systemic lupus
erythematosus: the role of antibodies to cardiolipin // Sov.
Arch. intern. Med. — 1992. — Vol. 64. P. 348—353.
Nelson-Piercy C. Heparin-induced osteoporosis in pregnancy
// Lupus. — 1997. — Vol. 6. — P. 500—504.

Pelletier S., Landi B., Piette J. C. et al. Antiphospholipid
syndrome as the second cause of non-tumor Budd—Chiary
syndrome // J. Hepat. — 1994. — Vol. 21. — P. 76—80.

Petri M. Thrombosis and systemic lupus erythematosus: the
Hopkins lupus cohort perspective // Scand. J. Rheum. —
1996. — Vol. 25. — P. 191—193.

Petri M. Hydroxychyloroquine use in the Baltimore Lupus
Cohort: effects on lipids, glucose and thrombosis // Lupus. —
1996. — Vol. 5. — Suppl. 1. — P. S16—S22.

Pictte J. C., Cacoub P., Wechsler B. Renal manifestations of
the antiphospholipid syndrome // Semin. Arthr. Rheum. —
1994. — Vol. 23. — P. 357—366.

Piette J.-C. Diagnostic and classification criteria for the an-
tiphospholipid syndrome: a "mission" impossible // Lupus. —
1996. — Vol. 5. — P. 354—363.

River G., Khamashta M. A., Hughes G. R. V. Warfarin and
azathioprine: a drug interaction dies exist // Amer. J. Med. —
1993. — Vol. 95. — P. 342.

Rosove M. H., Brewer P. M. C. Antiphospholipid thrombo-
sis. Clinical course after first thrombotic events in 70 patients /
/ Ann. intern. Med. — 1992. — Vol. 117. — P. 303—308.
Roubey R. A. Immunology of the antiphospholipid antibody
syndrome // Arthr. and Rheum. — 1996. — Vol. 39. —
P. 1444—1454.

Scott T. F., Hess D., Brillman J. Antiphospholipid antibody
syndrome mimicking multiple sclerosis clinically and by mag-
netic resonance imaging // Arch. intern. Med. — 1994. —
Vol. 154. — P. 917—920.

Vaarala O., Manttari M., Manninen V. et al. Anticardiolipin
antibodies and risk of myocardial infarction in a prospective
cohort of middle-aged men // Circulation. — 1995. — Vol. 91.
— P. 23-27.

Vianna J. L., Haga H. J., Tripathi P. et al. Comparison of
the primary and secondary antiphospholipid syndrome: a Eu-
ropean multicenter study of 114 patients // Amer. J. Med. —
1994. — Vol. 96. — P. 3—9.

KnuHuuyeckana MeguyuHa, 2, 1998



