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B nex1uu mpuBeneHb CBeIeHNS 00 STHOJIOTHH, TaToreHe3e aHtudochomunuanoro cunapoma (ADC), reneTude-
CKOW TPenpacioioXeHHOCT! K ero pa3BUTHUIO. [IpencTaBie bl MOCAeIHIE MEXIYHAPOIHbIE KPUTEPUU TUATHO-
cruku ADC u ero BapuaHThl. JIJaHHBIN CUHAPOM B 3aBUCUMOCTH OT JIOKQJIM3ALUU TPOMOO03a MOXET MOPaXaTh
HECKOJIBKO CHCTeM OPraHoB, moatomy npobiema ADC B Hallle BpeMst SIBJISIETCSI MYTBTHANCIIUILTMHAPHOIA.
Knunuueckue nposiBieHuss AAC nocTaTouHo 00111e (TPOMOO3bI Pa3TNYHON JTOKATU3AI1H ), TIO3TOMY AMAarHO3
MOXeT ObITh BepU(UIIMPOBAH TOJIBKO MpK Hamuuuu aHTrdochonunuanpix antures. Paccmorpena nuddepenim-
anbHas nuarHoctuka ADQC.
Kimouesbie ciioBa: TpoMGobmnst; aHTUHOOCHOTUTTUIHBIN CUHAPOM; aHTUGDOCHOTUITIIHBIE AHTUTENA; CUCTEMHAsI
KpacHast BOJTYaHKa.
s cepuikm: Perretasik TM. AHTU(DOCHDOMUTIUAHBIN CUHIPOM: TUATHOCTUKA U KIIMHUYECKNE TIPOSIBIIEHUST (JIeK-
umst). Hayano-mipaktrueckas pesmaronorust. 2014;52(1):56—71.

ANTIPHOSPHOLIPID SYNDROME: DIAGNOSIS AND CLINICAL MANIFESTATIONS (A LECTURE)
T.M. Reshetnyak

The lecture provides information about the etiology and pathogenesis of antiphospholipid syndrome (APS) and
genetic susceptibility to its development. The most recent international diagnostic criteria for APS and its variants
have been reported. This syndrome can affect multiple organ systems depending on localization of thrombosis;
therefore, nowadays the problem of APS is multidisciplinary. Clinical manifestations of APS are rather general
(thrombosis of different localization); thus, the diagnosis can be verified only in the case of presence of
antiphospholipid antibodies. The differential diagnosis of APS is discussed.
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4. IuddepenimanbHas nuarnoctika AOC



Mporpamma HenpepbiBHOrO NOCNEAMNNOMHOro obpasoBaHna Bpavyed

AHTU(OCHONMUTIUAHBINA CUHAPOM, BIIEpPBbIC ONMMCAHHBIN
B 1986 . G.R.V. Hughes, E.N. Harris u A.E. Gharavi, siBsieTcst
MPUOOPETEeHHBIM TPOMOO(GUINYECKUM 3a0ojieBaHUEM, TIPU
KOTOPOM TIPOIYIIUPYIOTCS ayTOaHTUTENa K (hOCHOTUTTUITHBIM
nMeTepMUHAHTaM MeMOpaH KJIETOK M (pochounuacBsi3pBa-
oM OenkaM KpoBu [1—5]. KnmHuUuYeckue NposIBICHUS,
cBsi3aHHble ¢ aHTUdOochommmuaHbiMu aHTuTenamMu (adJl) B
KPOBH, BapbUPYIOT OT 66CCUMIITOMHOTO HocuTeabcTBa adJI mo
YTPOXKAIOIINX XW3HU TIPOSIBJICHWI, CBS3AHHBIX C pa3MEpOM,
YKUCJIOM U BUJIOM OKKJTIO3UPOBAHHBIX cocynoB [1—5].

OnugemMuoyiornss  aHTHGOCHOIUNUAHOIO  CHHAPOMA.
Hctunnast pacripoctpaHeHHOCTh ADC B MOIMYJISALMKM 0 CUX
nop He m3BectHa. Yacrora oOGHapyxkeHMs pasnnuHbix adJl:
aHTuTen K Kapauoaunuay (aKJI) u BomyaHOUHOTO aHTUKOAry-
ngaTa (BA) — B KpoBM 310pOBBIX JtIoAeit Bapsupyet ot 0 1o 14%
(B cpenHeM 1—5%; B BBICOKOI KOHIIEHTPALIMU — MEHEe YeM Y
0,2%) v yBeTMIMBAETCS Y JIUI] TTOXKMIOTO BO3pacTa, 0COGEHHO
C XpOHWYECKMMU 3a00s1eBaHusaMH [1, 3, 4, 6].

Pesynbrarel ananuza 1000 6onpHBIX ADC, BKIIOYEHHBIX
B MHOTOLIEHTpoBoe wuccienoBanue <«EBpodochomumnum-
MMPOEKT», MIOKA3aJIk, YTO Y MOJIOABIX 3a00JIeBaHIE Pa3BUBACTCS
yarie, YeM B TIOXUJIOM BO3pacTe, BCTPEYaeTcsl OHO Y JeTeil 1
naxe y HOBOPOXIeHHBIX. Kak M npyrve ayToMMMYHHBIE PEB-
Matudeckue 6one3nn, APC valie BCTpeyaeTcs y KeHIIUH, 4eM
Yy MYXXYUH (COOTHOIIeHUE 5:1), 0OBIYHO pa3BUBAETCS B CpeEll-
HeM Bospacte (okojo 35 net). [Ipu BropuunoM ADPC cooTHO-
LIeHWEe XEHIIMH U MYXXYWH cocTaBisieT 7,5:1, a mpu nepBuy-
HoM — 3,5:1. TlepBuunsbtit u BropnuHbii AOC 0GHApyKUBAIOT
MOYTH C OIMHAKOBOI YacToToii [6, 7].

Otuoaorusa. IIpuunael ADC He yCTaHOBIIEHBHI.
M3BecTHO, 4TO MOBBIIEHWE (KaK MPaBWIO, TPaH3UTOPHOE)
ypoBHs adJI B kpoBU HabI0OHaeTCA Ha (DOHE IIMPOKOTO CITEeK-
Tpa OakTepualbHBIX (JieTipa, TyOepKyne3 u 3abojeBaHUs,
BBI3BaHHBIE NPYITUMU MUKOOAKTEPUSIMU, CaTbMOHEJJIE3HI,
cTapUIIOKOKKOBHIE, CTPENITOKOKKOBBIE  WHGEKIUH,
Q-n1uxopaaka W Ap.) U BUPYCHBIX MH(Pekuuii (rematut C,
nHEKLINY, BbI3BaHHBIE BUpYycOoM DmiiTteiiHa—bapp, Bupycom
UMMYHOIEe(UIIUTA YeToBeKa, IIUTOMETaJIOBUPYCOM, IMapBO-
BupycoM B19, aneHoBupycom, Bupycamu Herpes zoster, Kopu,
KpacHyxu u ap.) [1, 4, 6, 8].

IlaTorene3. Ilo coBpeMEHHBIM TIPEACTABICHUSIM,
a®dJI — He TOJBKO CEPOJIOTMYECKUII MapKep, HO M BaXXKHBII
NaTOreHETUUYECKU MeauaTop, BbI3bIBAIOLIUI pa3sBUTHE
OCHOBHBIX KJIMHMYeCKUX mposiBieHnit ADC: Tpombo3a, aKy-
IIEePCKOM MMaTOJIOTHH, UTOIeHU u np. B emom, ad®JI ob1a-
NAIOT CIIOCOOHOCTHIO BO3MEICTBOBATh Ha OOJIBIITMHCTBO MPO-
1IeCCOB, COCTAaBJISIONINX OCHOBY PETYJISILIMU TeMOocTa3a, Hapy-
IIeHUWEe KOTOpbIX TMNPUBOAUT K TUIEPKOATYJSILIUU.
Bzaumoneiicteue a®dJI ¢ pochomnnmaaMu KJIETOYHBIX MEM-
OpaH — CJIOXHBII (heHOMEH, B peaIn3allii KOTOPOTO KII0Ye-
BYIO POJIb UTPaIOTTaK Ha3bIiBaeMble KoaKTophl. HeoOxoauMbIM
ycioBueM 1ytst cBsi3biBaHus aKJI, BBIIEIEHHBIX U3 CHIBOPOTKH
6onbHBIX ADC, ¢ KapAWOJUIIMHOM SIBJISIETCS HaJIMYME TakK
HasbiBaeMoro aKJI-kodakropa, KOTOpblii B OOJBIIMHCTBE
clyyaeB MAEHTU(DUIIMPYETCS KaK eCTeCTBEHHbI aHTUKOAry-
JISTHT KpoBU — fB,-riukonpoteuH 1 (B,-I'TI1). Hapsany c B,-T'TI1
B KadyecTBe KO(MAKTOPOB (MU ayTOAHTUTEHOB) MOTYT BBICTY-
Mathb Opyrve OelKu, MpudeM MHOTHEe W3 HUX MPUHUMAIOT
HEeTNOCPEACTBEHHOE YyJYacTHe B pETYIAIUM CBEePTHIBAHUS
kpoBu. K HUM oTHocAT nmpoTpoMOuH (dakrtop II), 6enok C,
0enok S, aHHeKcuH V, TpoMboMoayauH, dhakropsl V, VII/VIla
u XI1, BBICOKOMONIEKYISIPHBINA U1 HU3KOMOJIEKYJISIPHBI KUHU-
HOTeH, remapus u 1np. [1, 3, 4, 9].

[Toka He scHO, Kakue (akTopbl (reHETUYECKUE U/WIn
CBSI3aHHBIE C OKpYXalollel Cpenoii) MpuBOASIT K obpa3oBa-
Huto adJI, a Takke MoYeMy TOIBKO Y ONpeeIcHHBIX MHINBH -
nyymoB ¢ adJI pazBuBatoTcs KnmHU4IecKue mposiBieHust ADOC.
J. Rauch u coast. [10] cuuTaroT, YTO €CTECTBEHHbIA UMMYHU-
TeT UMeeT PelIaloylo pojib B MexaHusMe pas3Butusi AOC B
IBYX pa3HbIX (pazax: 1) daza uHULIMAMK (MM UMMYHOJIOTH-
yeckasi) u 2) apdekropHas (rmaroaornueckas) daza. Ode oHn
3aBUCAT OT aKTUBAIlMM €CTECTBEHHOTO MMMYHUTETA: B (pase
WHULMAA (MM UMMYHOJIOTUYECKO) POJIb €CTECTBEHHOTO
WMMYHHTETA 3aKJTI09aeTCs B YCUJICHUY afallTUBHOTO MMMYH-
HOro oTBeTa (Hampumep, K Gochoaunua-anonTUYecKuM
KJIeTKaM, CBSI3bIBalOLIMM Oesok, Takoil Kak (3,-I'TI1), mpuso-
ISIUA K TpoayKiuuu poaroxuByiux a®dJl u apyrux acco-
UUPOBAHHBIX C CUCTEeMHOU KpacHoii BomyaHkoit (CKB)
ayTOAHTUTEN, U B ciieayloliieii 3¢ heKTopHOoM (ha3e ecTeCTBEH-
HBIi UMMYHUTET YCWJIMBAeT MOCTTPOMOOTUYECKUM 3(PdekT
yepe3 COCYAMCTHIN 3HAOTENUN (HampuMep, aKTUBALMS WK
paspyllieHue) B MecTe KOHEYHOro Tpomb6o3a. BpokmeHHbIM
WMMYHHUTET MOXET ObITh IPUBENEH B JCHCTBUE JTOKAIbHBIMU
WIM CUCTEMHBIMHM (paKTOpamMu, TaKMUMHU KaK TOBPEXICHUE,
nHOEKLNs, BocnajeHue U ap. JlokazaTeslbcTBa TOro, uro adJl
SIBJISIIOTCST TIATOTEHHBIMU, TTOJTydeHbl Ha MBIITUHBIX MOIECIIAX,
y KoTophix BBeaeHue a®Jl mpuBoauiIo K HeGIaronpusTHBIM
MCcXoJaM, HarpuMep K pes3opOuuu miaoga. B 1o ke Bpems
aBTOPBI OTMEYAIOT, YTO Y MBIIIUHBIX Moaesieit CKB, koTtopbie
nponyuupoBaau Beicokue ypoBHu a®dJl m gpyrue CKB-
acCOMUPOBAHHBIE ayTOAHTHUTENA, ObUT BBHISIBIEH BOJYAHOY-
HOIOJOOHBIN TrIoMepyJoHe(PUT, HO He OBbUIO TPOMOO30B,
HecMOTpsT Ha BbicoKMe ypoBHM a®dJI. Cxoxue MpOsIBICHUS
onucaHbl 1 y nmanueHToB ¢ CKB, y KOTOpbIX MMEIUCh BBICO-
kue ypoBHu a®dJI, Ho He 6bUTO TPpOMO030B [11, 12]. B KoropTe
HaIIUX OOJBHBIX TaKXe OblT oTMedeHBI ciiydan CKB ¢ Bbico-
KMMU ¥ OYeHb BEICOKMMU ypoBHsIMU adJI, HO 6e3 popmupo-
BaHUs TpoMO030B. B TO Xe BpeMsl B Tpex M3 HUX uepe3
HECKOJIBKO JIeT (0T 2 10 4) NpucoenuHeHne UH(MEKIIMU CTaIo
MPOBOLIMPYIOIIUM (haKTOPOM pa3BUTUS TpoMOO3a TIIyOOKUX
BeH HOT. Ponp a®JI B akyliepcKoii maToJoTuM JTOKa3aHa Ha
JTabopaTOPHBIX XUBOTHBIX. YcTaHOBJIeHO BiusHue ad®dJl Ha
OCHOBHBIE 2TaIThl PAa3BUTHS TUIO/IA; UMIUTAHTAIITMOHHBIN TIepU-
Oll, paHHIOI SMOPMOHUYECKYIO CTamWIo, IUIalleHTapHBIA
nepuon. Ha cranuu umraHTauuu (6J1acToreHe3 M Ipolecc
umiutanTaiuu) a®JI HapyliaioT aare3vBHbIe CBOMCTBA OJa-
CTOLIMCTH U KOH(UTYpALMIO KJIETOK TpodobiacTa, 4To Mpo-
JOJKAeTCsl BeCh MEpUO UMITIAHTAIlUM, TTPUBOIS K CHUKE-
HUIO TJYOMHBI MHBa3uu Tpodobdiacta U yCUIEHUI0 TPOMOO-
THYECKUX ITPOIIECCOB B JJAKYHAPHOM CTAINU Pa3BUTHS paHHE!
maneHTel. Ha Gosee mo3mHux cpokax 6epeMmeHHocTu adJI
BBI3bIBAIOT PACIIPOCTPAHEHHbIE U3MEHEHUS B CUCTEME MUKPO-
HUPKYIIIuu  deToruialleHTapHoro komiuwiekca [3, 13].
IIpenmonaraercs, 4YTO OCHOBY aKyHIEPCKOM IATOJOTUHM TIpU
ADC coctaBisgeT TpoM0O03 COCYIOB IUIALICHTH U Tpodobiia-
cra. DTO BeleT K MHMAPKTY IJIAlleHTHI ¢ MOCenyIoeid Tura-
LICHTapHOU HEAOCTaTOYHOCTHIO. Jpyroit MexaHu3M CBsI3aH C
MoJaBJIeHNEM CHHTe3a MPOCTALMKINHA, 1e(PUIIUT KOTOPOro
MOXET BBI3BIBATh TMIIEPTOHYC MaTKu [6, 14].

Takum obpaszom, paszputne ADPC peanmsyeTcs 3a CUeT
HecKoJIbKUX B3aumMononoHsomux aPJI-3aBucumsix u a®dJl-
He3aBUCHMBIX MEXaHU3MOB. BO3MOXXHbBIE MeXaHU3MBI BITUSTHUS
a®dJI ycI0BHO MOTYT OBITh pa3aesieHbl Ha T'YMOpaJIbHbIE U KJIe-
TOYHbIe (Tads. 1) [1].

TeHeTnyeckasd npeapacnoiokeHHOCTb K aHTHdocdom-
nuaHOMY cuHapoMy. M3BecTHO, uTo y manueHToB ¢ ADC vacto-
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Ta6nuya 1 Bo3moXHble mexaHu3mbl geicteus adJl [1]

TymopanbHbie KneTounble

[ofaBneHne akTUBHOCTY aHTUKOArynaHT-  JHAOTeNnanbHas knetka (3K):
HbIX 6€NKOB: — YCUNEHNE NPOKOArynsHTHON
— yrHeTeHue akTueauum 6enka G, akTusHocTmn 3K,
— NPUOBPETEHHAR PE3NCTEHTHOCTb — ycunexue akcnpeccumn TO,
aKTuBnpoBaHHoro 6enka G, — YCUNEHMe aKcnpeccun

— NOJaBMeHne aKTUBHOCTN 6enka S, KMA,

TPOMBOMOLYINHA, — HapyLUeHWe CUHTe3a Npo-
— N0JaBMeHNe aKTUBHOCTI aHTUTPOM- CTALMKINHA,

6uHa Il — yCUreHne CuHTe3a hakTopa
— MOJAABJIEHNE aKTUBHOCTN [iz-FI'H Bunnebpanaa,

— HapyLueHne yHKLMOHaMb-

IKCNO3ULNSA aHUOHHBIX PocdonMniaoB p
HOWM aKTUBHOCTY TPOMGO-

Ha KNeTOYHOI MembpaHe B peaynbTare

paspyLUeHIst aHHeKcuHa V MOZLyNuHa,
. — WHAYKUmMs anonTo3a IK
Ocnabnexne 0cthonMNMA3aBUCMMON
akTuBaumy (hakropa XI v yroeTeHue TpomGoumTb!:
ubpUHONM3a; — YCUNEHNE CUHTE3a TPOM-
60oKcaHa,

— YBENMYEHNE YPOBHA HIMEUTOpA
aKTusaropa nnasmMuHorexa I,

— CHWXEHWE YPOBHS aKkTueatopa
MNa3MUHOTEHA,

— nopasnexune akrop XlI-
3aBMCUMOro ubpuHonu3a

Lpyrue:

— HapyLLUeHne CuHTE3a NpocTarnaHan-
HOB,

— yBeNMYeHne CUHTE3a aH[oTENNHA 1,

— NepPeKpecTHas PeakTMBHOCTb C
OKMCNEHHbIMU NIUNONPOTENHAMN,

— yBennyeHue cuntesa T®, nHrmbm-
TOpa aKTUBaTOpa NNa3mMuUHoreHa |,

— aKTMBALMA CMCTEMbI KOMMEMEHTA

— yCUneHue cuHTe3a haktopa
aKTMBaLMUN TPOMGOLITOB,
— arperauus TpOM60OLMTOB

MoHouuTbI:
— WHAYKUMS akcnpeccunu TO

TMpumeyanne. KMA — KneTouHble MOnekynbl agreaunn, T® — TKaHeBblii hakTop.

Ta CKB u apyrux ayroMMMyHHBIX 3a00JieBaHMI, BKIIOYas
TpOMOOTHYECKYIO TpoMboruToneHndeckyto mypmypy (TTII) u
ayTOMMMYHHBIN TUPEOUINT, BBIIIE, YeM B OCTaJbHOM TMOIYJIs -
muu. [eHeTUeckue (hakToOphl, BOBMOXHO, UMEIOT 3HAUeHHUE B
nipeapacnonoxeHHocTd K ADC. 33% poncTBeHHUKOB MallMeH-
T0B ¢ ADC 6pn a®JI-nmo3utuBHbl. Crabass KOppemsiius
otMedeHa Mexny ADC 1 moauMopdU3MOM peLieNTOPOB UMMY-
nornobynuna (Fey RITA) [1, 3, 15, 16].

Anenu TIIaBHOTO KOMILIEKCAa TUCTOCOBMECTHMMOCTH
(HLA) BHOCAT TOJBKO YaCTUYHBINA BKJIAl B T€HETUYECKYIO
MpeapaciojoXeHHOCTh K pasputuio ADC. TeHetmueckue
W3MEHEHUsI OEJIKOB CBEPTHIBAIOIIEH CHCTEMBbI KPOBH MOTYT

MPUBOJUTD K BBIPAXKEHHOMY YBEJIMYEHMIO pUCcKa TPOMOO30B.
HaubGonee yactTo B €eBpOINencKoOi 1 aMEpUKAHCKOM MOTyJIsi-
LIUSAX BBISBISIIOTCS TPU TOUYEYHBIC TEHETUUECKUE MYTAlLUU:
JeliieHoBcKass Mytauusi (akropa V cBepThIBAaHUS KPOBU
(3aMeHa apruHMHA Ha TJIULIWH B TOJUIMENTUIHON ILeNHn
Hykieotuaa 1691 B momoxenuu 506), myrtamus G20210A
reHa nporpoMmobuHa u gedext C677T rena 5,10-meTuIeHTE -
Tparuapodonarpenykradbl (MTI®P). Yactora OCHOBHBIX
HacJeayeMbIX TpOMOOMGMINI CYIIEeCTBEHHO BapbHpPYeT Kak
BHYTPY 3IOPOBOU TOMYJSIIIUN, TaK U CPEAU IAI[MEHTOB C
TpoM6o3amu. [IpoBeaeHHBIE WMCCIEIOBAaHUSI HE BBISIBUIN
CBSI3M MEXIY KIMHUYeCKUMHU TposiBieHusMu ADC u mepe-
YUCJIEHHBIMU MyTallMSIMU, XOTSI pELIMAUB TpoMOO3a, a TaKXKe
YUCJIO TPOMOOTUYECKHUX BIU30A0B JOCTOBEPHO Yallle BCTpe-
qanuch y 60abHBIX ADPC ¢ TeHETMYECKMMM MYTallMsSIMU
(tabn. 2) [17-20].

JnarHocTMyecKie KpuTepun aHTH(OCHOIMIIIHOIO CHH-
npoma. Kputepuu nuarHosa ADC pa3pabaThIBaIOTCSI C MOMEH-
Ta ero onucaHus. [locieaHue MexXayHapoaHbIe TUAarHOCTHYE-
CKHe KPUTEpUM BKIIOYAIOT KIMHUYECKUE M CEPOJIOTMYECKHUE
npu3Haku. K KIMHWUYECKUM TPOSIBICHUSIM OTHOCSITCSI TPOM-
603 cocyna Jo60oro Kainbpa M JIOKaau3anuu (BEeHO3HBINA 1/
WIN apTepualibHbI, WM MUKPOLMPKYJIATOPHOTO pycia) W
aKylepckas natojiorus [2].

Kaunuueckue kpumepuu

Cocyducmultii mpom603

OauH unu 6oJiee KIMHUYECKUX 3MU30I0B apTepralbHO-
ro, BEHO3HOro TpoM0o3a WJIM TPOMOO3 MEJKUX COCYIOB B
110001 TKaHU UJu opraHe. TpomM003 J0KEeH ObITh MOATBEPXK-
IeH BOCIIPOU3BEAeHUEM U300paXeHus, AOMILJICPOBCKUM
HCClIeIOBaHUEM WM MOPGOJOrMYECKH, 3a UCKIIOYEHUEM
IMOBEPXHOCTHBIX BEHO3HLIX TPOMO030B. Mopdosoruueckoe
TOATBEPKIEHNE TOJDKHO OBITh TIPEACTaBICHO 0e3 HaTudus
3HAYUTETLHOTO BOCTIAJIEHUSI COCYIMCTOM CTEHKM.

Ilamonoeus 6epemennocmu:

a) omuH uiau Oosee ciayyaeB BHYTPUYTPOOHOI ruGenu
Mopdoornyeckn HopMaIbHOTO TuIoaa mocie 10 Hex
recrauuy (HOpMaibHbIE MOP(OIOrMIeCKre IPU3HAKI
1Iofa JOKYMEHTMpoBaHbl Ha Y3W wiu Hemnocpen-
CTBEHHBIM OCMOTPOM ILJIO/A), WA

0) onuH wiKu OoJiee ciydaeB MpeXIeBPEeMEHHBIX POJOB
Mop@doJIOrMyecKM HOpPMaIbHOTO Iuioga A0 34 Hen
recrallid M3-3a BBIPAXXEHHOM IPEIKIAMIICUM, WIK
SKJIAMIICMM, VIA BBIPAXXEHHOM IIAlEHTAPHON HEIO0-
CTaTOYHOCTH, WJIH

Ta6nuua 2 HactoTa BCTpe4yaemocT Hanbosiee pacnpoCTPaHEHHbIX MyTaLnii
LledhexTsi Bctpeyaemoctb, %

B 06wWen nonynAum Yy 60NbHBIX € TPOMGO3aMK y 60nbHbIX ¢ ADC*
®akrop V Leiden 5-10 (cpegu 6enoii pacsl) 25 5-15/7
Mpotpoméun 20210 G-A 2 6 8-5/6
Mosbiwenne hakropa VIl (>1,5 eg/mn) 11 25 -
Ledouunt aHTuTpom6uHa i 0,02 1 0-0,02
Neduuut npotenHa C 0,2-0,4 3 1
Neduumt npotenHa S ? 1-2 1
Mytaumsa C677T B reHe 5,710-MTI®OP 5-15 25 20-33/27
G4/G5 B reHe PAI-1 22 24 27

Tpumeyanne. * B yncnutene — faHHble NUTEPATypbl, B 3HAMEHaTeNe — CO6CTBEHHbIe pe3ynbtarsl; 5,70-MTI®P (Tonbko romMo3n-

roTHble); PAl-1 — reH nHrM6uTopa akTMeaTopa nnasmuHorexa 1.
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B) TpHU UJu GoJiee MocieIoBaTeIbHBIX CTy4yaeB CIIOHTAH-
HBIX abopToB 10 10-if Hexmenu recTauuu (MCKIOYE-
HUE — aHaTOMUYECKHE Ne(DEKTh MaTKH, TOPMOHAJTb-
HBIE HapYIIeHWs], MAaTePUHCKUE WIN OTIIOBCKUE XPO-
MOCOMHBIE HapyIIeHUs ).

Jlabopamopnote kpumepuu

Aumumena k kapduoaununy 1gG- umm IgM-uzotuna,
BBISIBJISIEMBIE B CBIBOPOTKE B CPEIHUX WJIM BHICOKUX KOHIIEH-
Tpalusx Mo KpaiiHeil Mepe 2 pa3a He MeHee 4eM uepe3 12 Hen
CTaHIAPTU30BAaHHBIM  MMMYHOGMEPMEHTHBIM  METOIOM
(NDOM).

Anmumena k B,-TTl1 (antu-p,-I'Mfl) I1gG- u/unu IgM-
W30TUIIA, BBISIBISIEMbIE B CBIBOPOTKE B CPETHUX VIIA BBICOKMX
KOHIIEHTpALIMSIX TI0 KpaifHeil Mepe 2 pa3a He MeHee ueM Jepe3
12 Hen cranmaptuzoBaHHBIM DM,

BA 6 naasme B 1ByX Uiy 0oJjiee ciaydasix UCCJIEIOBAaHUS C
MPOMEXYTKOM He MeHee 12 Hexm, ompenenseMblii COINIAaCHO
pexkoMeHaauusiM MexXayHapoaJHOro oOllecTBa TPOMOO30B U
remMocrasa (MccienoBareiabckas rpymnma nmo BA/dochomumnumn-
3aBUCUMBIM aHTUTENIAM):

a) yIUTMHeHVe BpeMEHM CBEePThIBaHUS TU1a3Mbl B hocdo-
JIATIMI3aBUCUMBIX KOAryJIOTUIECKUX TeCTaX: aKTUBU-
pPOBAaHHOE YaCTUYHOE TPOMOOIJIACTUHOBOE BpPEMSI
(AUTB), xkoanunoBoe Bpemsi cBepTbiBaHusi (KBC),
NpoTpOMOMHOBOE BpeMsi, TECThl ¢ simaMu Paccena,
TEKCTapUHOBOE BPEeMSI;

0) OTCYTCTBUE KOPPEKIINY YIUTMHEHWST BPDEMEHU CBEPTHI-
BaHUsI B CKPMHUHTOBBIX TECTaX IPU TPOBEICHUM
TECTOB CMEIIUBAHUS C TOHOPCKOM TJI1a3MOif;

B) YKOPOUEHME WIM KOPPEKLHUs YIJIUHEHUS BPEMEHU
CBEPTHIBAHUSI B CKPMHWHTOBBIX TECTaxX MpHU no0aBie-
HUU PochOoTUTUIO0B;

T) UCKJIIOUEHUE IPYTUX KOoaryaonaTuii (Hanpumep, UHTU-
outopa ¢daktopsl VIII cBepThIBaHMS KPOBU WU/ rema-
puHa), yIIMHSIOMNX Ghochonunua3aBUCUMbIe TECThI
CBEPTHIBAHUS KPOBH.

ADC duaenocmupyemcs npu Haruvuy 00H020 KAUHUHECKO-

20 U 00H020 cepoaoeuyeckoeo kpumepus. ADPC uckaouaemces,
ecau menee 12 ned uau 6onee 5 nem eoviagagiomes a®JI b6e3 kau-
HUYEeCKUX NPOsSGAeHUN Uau KAuHuueckue nposeérenus 6ez a®DJl.
Hanuuue eposicdennvix uau npuobpemeHHbvIX GaKmopos pucka
mpom60306 ne uckaouaem ADPC. Boavhovie donchvt Gbims cmpa-
muguyuposansvl ¢ Haauvuem U omcymcmeuem haKkmopog pucka
mpom60308.

Ceponormyeckumu Mapkepamu ADPC spisiorcst adJl.
A®C — 3T0 enMHCTBEHHOE TepareBTUUecKoe 3abosieBaHue,
NIMAarHOCTUKA KOTOPOTO TPEOYET 00513ameabHo20 1ab0paTopHOTO
noareepxaeHus. K ceponornueckum mapkepam APC, cormac-
HO MEXIYHapOIHBIM JMAarHOCTUYECKUM KPUTEPUSIM OTHeCe-
ubl: aKJI, u/umu BA, u/wnm antu-B,-I'TI1 [2, 21-23]. B 3aBu-
CHMOCTH OT TTo3uTUBHOCTU 110 adJI peKOMeHIOBaHO CTpaTH-
dunmpoBath 601bHBIX ADPC 1O ClIeAYIOIIMM KaTeropusiM:
I — BbIABAEHME OOJiee YeM OJHOro JaboOpaTOPHOIro Mapkepa
(B moboii komorHaumn); Ila — Tronpko BA; I1Ib — Tombko aKJI;
IIc — Tonbko anTU-B,-I'Tll. Ins BKIItOYEHUSI B CEpOIOTHYE-
ckue Mapkepbl ADOC npyrux aHTUTEN, TAKUX KaK aHTUTeNla K
MPOTPOMOMHY, KOMILIEKCY MPOTPOMOMH—(ochaTuauIceprH,
AHHEKCUHY U [Ip., TPeOYIOTCS JaJlbHEeWIIe UCcCaeI0BaHusl, TaK
KakK T0Ka He MOJIy4yeHOo YOeAUTeNbHBIX JOKA3aTeAbCTB UX AMa-
THOCTUYECKOU 3HAYMMOCTU. DTO OTHOCHUTCS B TOM 4YHCIE K
IgA-aKJI, IgA-antu-B,-I'TI1.

IMpoduas a®JI MoxXeT yKa3sIBaTh BBICOKMIA VT HU3KHI
PUCK moceayroimx TpoM603oB [3, 23, 24]. Beicokuii puck
TpoM003a ompeaeIseTcs MpY MO3UTUBHOCTH 110 BA 1 110 Tpem
tunam a®JI (BA + aKJI + antu-B,-I'Tl1), a takke nis CKB
MPpY U30JIMPOBAHHOW TOCTOSTHHOW To3uTuBHOCTU 10 aKJI B
BBICOKMX U CpeIHUX YpoBHsAX. HU3KMii puck Tpombo3a acco-
LIUUPYETCS ¢ M30JMPOBAHHBIM MEPUOANYECKUM BBISIBICHUEM
a®dJI B cpemHUX M HU3KUX YPOBHsIX [23].

Knaccudukanua antudocdoiunninoro CcuHapoma.
B HacTosiiee BpeMs pasnudyaloT cienymoomme rmoaruinbl ADC
[25, 26]:

* ADC (Ha ¢doHe 100010 3a00JIeBaHus, Yalle Ha (poHe
ayTOMMMYHHBIX; onrcaH B 1985 1.);
niepBruuHbIii AQC (omucan B 1988 1n);
kartacrpoduueckuii (KADC; ommcan B 1992 1);
ceponeratuBHblil AOC (CHADC; Boifie/icH B OTOC/Ib-
Hyto rpynmny B 2000 r.);

BeposiTHbIE ADC (omucan B 2005 1), mwiu npeADPC
(BbiaeneH B 2005 ).

B 2007 r. BbIIEICHBI:

* MUKpoaHruomnarudeckuii AOC;

* peunguBupytonmii KA®C;

* MEPEKPECTHBIN CUHIPOM.

ADC mnoapasnensieTcss Ha MEPBUYHBIA M BTOPUYHBIA,
pasBuBiuiics Ha ¢oHe CKB unm apyrux ayToMMMYHHBIX
3a00JieBaHU1, BOJYAaHOUHOMOAOOHOIO CHUHApPOMA, a TaKXe
Ha (GoHe MHMEKIUN, OMyXOJaU, MPUMEHEHUS JIEKapCTBEH-
HBIX TIperapaToB W BacKyiauToB. OMHAKO TOCKOJBKY Iep-
BuuHBbIH ADC MoxeT ObITh BapuaHToM aebrora CKB, mocto-
BEpPHBIA NMAarHo3 MOXeT ObITb BepUGMUIIMPOBAH TOJbKO
B TIpoliecce IJIUTEIbHOTO HaOJIOAEeHMsS 3a MallMeHTaMK
(=5 net ot Havana 3a6oaeBaHus) [2, 3]. CxoXecTb KIMHUKO-
JTabopaTOPHBIX MPU3HAKOB MTEPBUYHOTO K BTOprnuHOTO ADC
TOCITy>XKUJIa TIOBOJIOM JUISI PellleHUs] He pa3lessiTh 3TU NBa
BapuaHTa. B To e BpeMs B AuarHose CJemyeT yKa3bIBaTh
conyTcTBymoliee 3a6oeBanue. K moaruny nepsuynoro AOC
oTHocuTcs cuHapoM CHeamoHa — codeTaHue LepedpoBa-
CKYJISIDHBIX HapyIIEHUM C JTUBEAO MPU BBISIBICHUN B KPOBU
adJl [4].

CyIIIeCTBYIOT COCTOSTHMSI, TIPY KOTOPBIX B MTOCIIEAYIONIEM
pa3BUBAIOTCS OKKIIO3UsS cocyna (ceryatoe juBeno — CJI),
HEBPOJIOTUYECKUE MPOSIBIEHUS (XoperOpPMHbIE TUIIEPKUHE-
3bl, IEMUEIMHU3UPYIOLINE MU3MEHEHUS], UMUTUPYIOILIUE pac-
cessHHBIN ckiepo3), adJI-omocpenoBaHHasT TPOMOOIIMTOIIE-
Hus, moTeps 1wioga mo 10 Hem rectamuu. Jlio6oe M3 3THUX
COCTOSTHUI MOXET TPeNIeCTBOBATh Pa3BUTHIO TOCTOBEPHOTO
A®DC. Ha ceromgHsIHuA AeHb 000CHOBAHO BBIICIICHUE BEPO-
atHoro APC, wm npeADPC [25—27]. DTOT AUarHO3 MOXKET
OBbITh YCTAHOBJIEH Y MAIlMEHTOB C BBICOKMMM WJIM CPEIHUMM
ypoBHsIMU a®JI B KpOBM MpPU HAJTUIUU OJTHOTO M3 CIICTYIOIIMNX
MPU3HAKOB: TPOMOOLIMTOIICHUH, TIOPaXKeHUS KJIAITAHOB Cep/Lia
(HeuHexkmoHHoro), CJI, HedpponaTuun, — HO 6e3 TpomMOO3a,
aKyIIepCKO MaTOJIOTHH W IIPY OTCYTCTBUM APYTOTO ajIbTepHa-
TUBHOT'O 3200JIeBaHUS.

Kamacmpogpuuecxuii anmugpocgpoaunudnstii cunopom —
otnenabHas ¢popma ADPC, KoTopast MOXET pa3BUBAThCS B paM-
Kax KaK BTOPUYHOTO, TaK 1 repBruuHOro AQMC, oHa XapaKTepu-
3yeTcsl pacrpoCTPaHEHHBIM TPOMOO30M, YaCTO MPUBOASIIIINM K
MOJIMOPTaHHON HEMOCTaTOYHOCTH M THOeIu MNallieHTOB,
HecMoOTps Ha nedenue [4, 28—30]. KADC Bkiaoyaer mopaxe-
HUE CJIEAYIOLIMX OPTaHOB U CUCTEM:

» koxu (akpounanos, CJI, nHGAPKTHl KOXM, TaHTpeHa

MaJIblieB, UIIIEMUYECKUE SI3BHI);
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* CepIeYHO-COCYAUCTOM CUCTEMBI (TaXUKapaus, 3J10Ka-

YeCTBEHHAs] TMIIEPTEH3US, OKKIIO3USI MEIKUX COCY-

IOB);

CHCTeMBI OpTaHOB JbIXaHWUS (TaXWITHOD, OCTPBIU

peCIMpaTopHBId IHUCTPECC-CUHIPOM B3POCHBIX —

OPIC);

HEPBHOM CHCTeMbl ¢ OOIIMMHU CHUMITOMaMu (pac-

CTPOMCTBA IICUXMKM, 3MOLMOHAIbHAS JaOMUIbHOCTD,

CTYIIOP), SMUICNTU(MOPMHBIMU TpHUIIAAKaMH (CyI0-

POXHBIN TIPUTIANIOK, STWIETITUIECKUI CTaTyC), 09aro-

BBIMU CUMIITOMaMU (CHMITTOMAaTHKa OCTPOTO HapyIIe-

HUS MO3roBoro KpoBoobOpaieHus — OHMK, MHoXe-

CTBEeHHas nepudepruyeckas MOHOHEMpOIaTus);

* mmouek (ypeMusi, TUIepKpeaTuHUHEMMS, TPOMOOTHYE-
CKast MUKPOAHTHOITATHS ITOYEK);

* MHGAPKTHI IPYTUX OPTaHOB (HAATIOYEYHUKOB, TIEYCHU,
COCYIOB OpbIXENKHU).

Juaenocmuueckue kpumepuu Kkamacmpoghuueckoeo
anmugocghoaunudnoeo cundpoma [4, 29]

1. BoBieueHune Tpex uiau 6ojee opraHoOB, CUCTEM /WA
TKaHe#l (KeJaTeTbHO WHCTPYMEHTAJIbHOE TOATBEpKICHUE
OKKJTIO3MM COCYIOB; BOBJICUCHHME TOYEK OIpeneisIeTcs] Kak
TOBBILICHWE YPOBHS KpeaTUHUHA Ha 50%, apTepuanbHOE 1aB-
nenue Boire 180/100 MM pT. cT., mpoTenHypus >0,5 r/cyr).

2. Pa3BuTHe MOTMOPraHHBIX MPOSBIECHUI OTHOBPEMEH-
HO W4 B cpoK <1 Hen.

3. Mopdosiornueckoe MOATBEPXKIECHUE OKKITIO3UU COCY-
JIOB TI0 KpaiiHeil Mepe OTHOTO OpraHa WUJiu TKaHU (MOXeT ObITh
TIPENICTaBIEHO HapsILy C HAJIMYMEM MTPU3HAKOB BaCKyJIUTa).

4. Ceponoruyeckoe rnoarsepxaeHue Haanuus adJI-BA
nm aKJI (ecnm y 6osbHOTO paHee He nuarHoctupoBaics ADC,
Hanmmurie a®J1 1oKHO OBITH TOATBEPKIEHO B IBYX MCCIIEN0BA-
HMSIX C TIPOMEXKYTKOM >6 Hel).

Jlocmosepnouii KADC: Hajimure BceX YeThIpeX IMPHU3HAKOB.

Bepoammuuviii KADC:

— BCe YeThIpe MPU3HAKA, OIHAKO BOBJIEUEHBI TOJIBKO J1Ba

opraHa, CCTEMbI U/WIN TKaHU;

— Bce YeThIpe MpU3HaKa, 3a UCKITIOUYEHNEM CEePOIOTHUe-

ckoro uccienoBanus (Haauuust adJT) 6 Hen Hasas;

— 1, 2, 4-i1 npu3HaKuy;

— 1, 3, 4-i1 mpu3HaKy U pa3BUTHE 3-T0 ciIydasi TpoMO03a

3a nepuon >1 Hen, HO <1 Mec, HECMOTpPsI Ha aHTUKOA-
TYJSIHTHYIO TePaIuio.

Bzaumocessb mexncdy kaaccuueckum anmugochoaunuonvim
CUHOPOMOM U Kamacmpopuueckum anHmu@oc@oiunuoHbiM CUH-
dpomom. Tlpu ADC (mepBMYHOM/BTOPUYHOM) ITPOUCXOIUT
OKKJIIO3MSI TIPEUMYIIIECTBEHHO KPYITHBIX COCYIOB, B MEHbIIEH
CTEIeHW pa3BUBAETCs MHUKpoaHrumomnaTtusi. Hamportus, mpu
KA®C mnpeobnamaeT MUKPOAHTHUOIIATUSA, a TPOMOO3BI KpyI-
HBIX cocynoB HaOmopatorcs pexe. Jdns KADC xapaktepHO
pa3BUTUE CUHIPOMAa CHCTEMHOIO BOCIAJIUTEIBLHOIO OTBETa
(CCBO), torna xak nmpu ADC ero HeT. [1o JaHHBIM JIUTEpPATy-
pbl, y manuenta ¢ ADC manc passutuss KADPC cocrapisger
84,5%. KADC moxer TpaHchopmupoBatbesi B ADC ToNBKO B
26% cnyuaes [26, 27].

KA®C — HoBag 6oJe3Hb, KoTopas conpsikeHa ¢ ADC,
OIHAKO CYIIECTBEHHO OTJIMYaeTcsl oT Kiaccuyeckoro APC un
BKJTIOYaeT [3, 26, 29]:

* TSDKEJIYIO TPOMOOLIMTOIIEHUIO;

» nposBienne CCBO, rmaBubpiM 06pa3zom OPC, koTo-

poro He 6biBaet rpu ADC;
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MPU3HAKK CHHIpPOMA AUCCEMUHHWPOBAHHOTO BHYTpPU-
cocymucToro cBepteiBaHus (JIBC-cunmpom);
PacCIIpOCTPaHEHHYIO TPOMOOTHYECKYI0 MUKPOAHTHO-
MaTUIO U, CJIEIOBAaTeIbHO, BOBJIEUEHUE MHOTUX KU3-
HEHHO BaXKHBIX OPTAaHOB U CUCTEM;

CHMIITOMATUKY, UMUTHPYIOLIYIO «OCTPBIi SKUBOT»;
CYOKJIMHUYECKYIO HEA0CTaTOUHOCTh HAaAIIOY€YHUKOB;
BBICOKYIO CMEPTHOCTh, HECMOTpPSI Ha ITPOBOAUMYIO
Teparnuio.

Pevyuousupyrowuic kamacmpopuueckuit anmughocghonu-
nudnwtii cundpom. Ilo fTaHHBIM MeXIyHapOJHOIO perucTpa no
peructpammun KADC, y 9 (3,2%) u3z 282 nanuenroB ¢ KADC
B TOCJEAYIOleM OTMEUEHbl PEeLUIAMBBI TPOMOO30B (BCEro
35 peunauBoB). Y 6 MallMEHTOB Pa3BUIOCH IO JABa PELIMIUBA,
y IBOUX — I10 TPYU PELUANBA, M Y OMHOTO MallMeHTa CyMMapHO
obi10 17 perumuBoB KADC. B 9 u3 18 snu3omoB penuanBa
KA®C BbIsIBIIEHBI TPUTTEPHBIE (PAKTOPHI — MHMEKIIU, TIPUEM
MepopasibHbIX KOHTPALIENTUBOB, MeJiKas TpaBMa [3, 29].

Ocob6enHocTaMu peunnnupytomero KA®C gpiasioTcs
MPU3HAKM MMKPOAHTUONATUH, B 72% ciyyaeB coueTarolnecst
¢ reMoiMTHYecKoil aHemmeil. Hambosee yacTo mopakaioTcs
MO3I, TTOYKU, Ceplie U Jerkue, yacto auarHocrupyercst TTTI-
MOAOOHBIN cUHApOM. CMEpPTHOCTh NPHU PEIUANBUPYIOIIEM
KA®DC cocrasnsiet 43% [27].

Muxkpoaneuonamuueckuii anmugocgoaunudnotii cunopom
(MA®DC). B 2007 . AOC ¢ niperMyIeCTBeHHBIM IMOpaXkKeHeM
MMKPOCOCYIOB OBLT BBIIEJICH B OTIEIbHYIO (DOPMY U MOJTYIHIT
Ha3BaHue MA®C, koTopkIit BKiodaer [25, 27]:

* TTTI-nogoOHBIN CUHAPOM;

HELLP-cuHapoMm (Ha3BaHHBII IO TMepBbIM OyKBaM
MPOSIBIICHUIA — TeMOJIUTUYECKAss aHEMMsl, TTOBBIIIE-
HHME ypOBHEll aMUHOTpaHcdepas, CHIKeHUE TpoMOo-
LIMTOB) BO BTOPOIl MOJIOBUHE OEPeMEHHOCTH WM B
paHHEM TTOCJIEPOIOBOM TIEPUOIE;

+ KADC 6e3 TpoMO030B KPYITHBIX COCY/IOB;
peruauBupyoomuii KADOC;

* IBC-cunapoM B couetaHuu ¢ HaamuueMm adJI Takke

MOXET paccMaTpuBaThesa Kak moatun MADC.

B Hacrosiee Bpems akTyasibHa IIpo6ieMa MHTEHCUBHOM
Teparnuu MaueHToB ¢ cericrucoM, adJI 1 moTmopraHHOM Heo-
CTaTOYHOCThIO, a Takxke ¢ JIBC-cuHapomom. Y 060JbLIOTO
ypcia manueHToB ¢ JBC-cunapomom BhistBiIsioTcs adJl.
Kiannnueckasa cumnromarrka JIBC-cunapoma u AOC cxoxa,
HO OHU pa3/IMyaloTcs 1Mo MexaHu3My pasutus [31, 32]. B kiu-
Hudeckoir KaptuHe JIBC-cuHIpoma BBISIBISIIOTCS MUKPOaH-
TMOTIaTUsI, TPOMOOIIUTOTICHUST W TIOMOPTaHHAsI HEeIOCTaTOU-
HocTb. JIBC-cunapom quarHoctrpyetcst B 20% ciyuaeB KADC
[33-37].

C apyroii CTOpoOHbI, TPOMOOTUYECKAsI MUKPOAHTUOIIATUS
MOXET BCTPEYAThCS TIPU CICAYIONINX COCTOSTHUSIX:

* KAD®C;

» IBC-cungpome;

* renapuH-uHIyLUpoBaHHOU TpoMmOonuronenuu (I'MT)

B accoumanyu ¢ adJI 1 reMOIUTUIECKOI aHEMUEIA;

* HELLP-cunnpowme;

* TTII-mono6HOM cuHIpOMe (TTPY HAJTUIUW TEMOJIUTH-
YeCKOil aHEMUU U TPOMOOIIMTOTICHUM) B acCOIMALINNI
cadJl.

Kpome Toro, BoT4yaHOUHBIN BacCKYJUT (OKKITIO3UST MEJ-

KHX COCYIOB, TPOMOOLIMTOIEHUSI, TEMOJIUTUYECKAsT aHEMUST U
a®JI) Takke Moxet umutupoBath MADC [36, 37].

®opmbl MADC MOTYT UMETh CXOXHE YEPThI: TPUITEP-

Hble akTOpH! (HarmpuMmep, MHPEKIUS, TpUeM JIeKapCTBEHHBIX



Mporpamma HenpepbiBHOrO NOCNEAMNNOMHOro obpasoBaHna Bpavyed

npenaparoB, 6€peMEeHHOCTb, OHKOJIOTHSI ), TOXOXUE KIMHUYe-
CKUE TIPOSIBJIEHUsI, a TAaKXe CXOXYI0 Teparuio, HalpuMep
WHGY3UN TOHOPCKOM TUIa3MBbl U YeJTIOBEYECKOTO UMMYHOTJIO-
oynuHa [3, 27].

HELLP-cundpom u anmughocghoaunuonoiii cunopom.
HELLP-cunapom (reMonuTvyecKkasi aHeMWUsI, IMOBBILICHUE
YPOBHEN MEYEHOYHBIX 9H3UMOB, TPOMOOLIUTOTNIEHNSI) BBISIBIISI-
eTcsl BO BpeMsl OEpeMEHHOCTHM W B IOCJIEPOIOBOM IEPUOIE
(Ha3BaHMWE IO TEPBHIM OYKBaM KIMHWYECKUX TIPOSIBJICHUN B
aHm1os3blYHOM Bapuante) [4, 28]. [Ipu HELLP-cunapowme,
nmo3utuBHOM TI0 a®dJI, HEBO3MOXHO poxopa3pelieHue.
Heobxonumsl MHMY31HM TOHOPCKOM OAHOTPYIITHOW TIa3MBbl.
¥V muorux nanueHtok ¢ AOC u KA®C B aHaMHe3e BBISIBJICH
HELLP-cunapom. IlaieHTKu ¢ mpeskaaMIrcueit, cornpoBo-
xnasuiericst pazsutueM HELLP-cunapoma, umenu BbICOKME
ypoHU adJI. Ormucans! nHOAPKTHI TeueHu B pamkax HELLP-
cuHapoMa, mo3utuBHoro mo adJl [27]. Tpom6Go3bl mpyroit
JIOKaJIM3aliy BCTPEYaIOTCsl C MEHbLIEH YaCTOTOM.

Ceponecamuenstiic.  anmugpochoaunuonviii  cunopom.
Junarno3 CHA®C MoxeT ObITh YCTAHOBJIEH OLIMOOYHO, €CIIU
TIPEebIIYIINe TTOJTOXUTETbHBIE TecThl Ha adJl cramu HeraTuB-
HBIMU Ha (DOHE Teparuu, WIA B CBSI3U C TEM, YTO Y HEKOTOPHIX
ManueHToB ypoBeHb a®JI MOXKeT CHIXKaThCsI BO BpeMst TPOMOO-
3a (norpednenue) [4, 38]. Heodoxomumo uccienoBanue aKJl
BCEX KJIACCOB UMMYHOIJIOOYJIMHOB, a TAKXKe aHTUTEJl K IPYTUM
dochomununam, KOTophIe eile He BKIIIOUEHBI B CEpPOIOrhde-
ckue kputepunn ADPC. JuddepeHnmanbHas TUarHOCTUKA C
NPYTUMU 3200JIeBAaHUSIMU, COTIPOBOKIAIOIIIMMICS TPOMOO3aMU
B MocJieayomeM, HeooxonuMma. ToTbKO CepOHEeTraTUBHBINA CHH-
npoM CHennoHa SIBJISIETCSI TPUMEPOM, CEPOHETaTUBHBIM I10
a®dJI [4]. Tonararot, yto CHADC npeacrasisieT Apyryro Ipyi-
Ty COCTOSTHUIA, OTIMYAIONIYIOCS TI0O MEXaHU3MY BO3IEUCTBUS Ha
COCYIUCTBIN IHIOTENWI (IJIaBHBIM 00pa3oM apTepuabHBIIH,
HanpuMep KOXHBbIN UK epeOpoBacKyIsIipHblit) [4, 39].

Knunuveckas kapTuHa aHTidochoJIUNMAHOr0 CHHIAPOMA.
dakTruecku OO0 OpraH WIM CHUCTEMa OPraHOB MOXET
BOBJIEKATHCSI B IMaTojorndeckuit mpouecc [1, 3, 4, 6, 40]. B
ocHoBe cocyaucToit maroioruu mpu ADPC J1eXUT HEBOCTIAIM -
TeJbHasT TPOMOOTHWYECKass BacKyJIOMATUsI, 3aTparvBaloinas
COCY/IBI JTIO00TO Kaiunbpa M JIoKaau3aluid — OT KaIlIISIpOB
1o aopThl [41, 42]. CaMbIMU YaCThIMU U XapaKTePHbIMU MPO-
sseieHusiMu ADC ciyxaT BEeHO3HbIE TPOMOO3bI, BBISIBIISIEMbIC
npuMepHO B 59% ciydyaeB, apTepuajibHbie TPOMOO3bI pa3Bu-
BalOTCS IPUMEPHO y 1/3 MalyeHTOB, B CBIBOPOTKE KOTOPHIX
ob6HapyxeHbl aDJI, 'y 13% GONbHBIX BBISBISIOTCS U apTepu-
aJibHble, U BeHO3HbIe TpoMOO3bl [43—45]. Haubosnee obiiee
nposiBieHne ADC — TpomM603 rTyGOKMX BeH TOJIeHEl, YacTo-
Ta KOTOPOTO KoJiebieTcst oT 29 10 55% y 601bHBIX, HAOTI0IaB-
muxcs 6osee 6 yer [18, 45, 46]. IIpumepHo B 50% ciyyaeB
9TU MalUUEHTbl MUMEIOT COMYTCTBYIOUIYIO TPOMO03IMOOIUIO
nerounoit aprepuu (TDJIA) [18, 44—46]. [IpuBoaUM KIMHU-
yeckue mnposineHus: AOC B 3aBUCUMOCTH OT Kanubpa u
JIOKQJIM3alMK TIOPaskeHHOTO COCya.

Kaunuueckue nposeaenus anmughocghoaunuonozo cundpoma

Tpombo3 kpynnbsix cocydos — 3TO OTHETBHOE TIPOSIBIIEHUE,
(HampuMep, IyTH a0PThI, CTBOJIA A0PTHI).

Heepoaoeuueckue: mpexonsiire HapylUIeHUsST MO3TOBOTO
kpoBooOpaieHus (ITHMK), uiiemuyeckurie UHCYIbThI, XOpe-
nGOpMHBIE TUNEPKUHE3BI, SMWIEIICUS, JEMEHIIUSI, TTonepey-
HbI{ MUEJTUT, 3HLedaronaTsi, MUTPeHb, MCEBIOOMYX0IEBbIE
MopaXxeHusl LieHTpaabHOI HepBHOI cructeMbl (LIHC), Tpom603
BEHO3HBIX CHHYCOB, MHOXECTBEHHBIE MOHOHEBPUTHI.

Ogmansmonoeuveckue: TpoMOO3 apTepuyd U/WIM BEHbI
CeTYaTKM, CHHIPOM IIPEXOISIIIEi CIEMOThL.

Koorcrvie: TpoMOO(IEOUT ITOBEPXHOCTHBIX BEH, SI3BBI HOT,
IHUCTaJbHAsI WIIEMUSI, CUHIPOM «(pHOJIETOBOTO Tajblia»
CTOITHI.

Kapouonoeuueckue: MHGAPKT MUOKapaa, IMOpaxeHUe
KJIaIlaHOB Ceplilia OT YTOJIIEHUs 10 (OPMUPOBAHUsI BereTa-
LUiA Ha KJalaHax, BHyTpUCEpAeYHbIe TPOMOBI, aTePOCKIIE-
po3 (?).

Jleeounbie: 53MOOVISI IGTOUHOM apTepUU, JIETOUHAs TUTIEP-
TEH3HSI, TPOMOO3 JIETOYHOM apTepuH, aTbBEOJISIpPHbIE TeMOppa-
TUH.

ApmepuanbHbie: TPOMOO3 CTBOJIA a0PThI, TPOMOO3 KpYM-
HBIX ¥ MEJIKMX MaruCTPaJbHBIX apTePUIA.

Iloueunvie: TPOMOO3 apTepuy/BeHBI ITOYKU, WHOAPKTHI
MOoYeK, OcTpas IOoYeYyHass HEIOCTATOUHOCTh, MPOTCHUHYPHS,
remMaTypusi, He(pOTUUECKUI CUHAPOM.

Keaydouno-kuweuynvie:  cunapom  banna—Kuapu,
UH(APKT TeuyeHU, MHGAPKT XEJIYHOro My3bipsi, WHGApKT
KUIIEeYHUKA, MHOAPKT Cele3eHKH, MaHKPeaTUThbl, aCLUTHI,
nepdopanus IUIIeBoAa, UIIEMUYECKIE KOJIUTHL.

Dudokpurnbie: THGAPKT HAIITOYCYHNKOB WY HAAIIOUey-
HUKOBAsI HEAOCTATOYHOCTh, MH(MAPKTHI SIMUKa, MHMAPKT Mpe-
CTaTeJIbHOM Xese3bl, MHMApKT TUmodu3a WIM TUIIOTaJaMO-
runodu3apHas HeIOCTaTOYHOCTb.

Y OonbHBIX C TepBBIM TPOMOO30OM B apTepuajbHOM
pyciie TIOBTOpPHBIE TPOMOO3BI TakKKe dYallle pa3BUBAIOTCS B
aptepusix. Ecim e mepBsIM TpoMO0O30M ObLT BEHO3HBIN, TO
TIOBTOPHBIE TPOMOO3bI, KaK MPaBUJIO, TPOUCXOIST B BEHO3-
HOM pyciie [43, 44].

IMopaxenue LIHC npu ADC Hanbonee HeOIATOMPUST-
HO B mporHoctuyeckom oTHouieHuu. MHcynstel u [THMK
CITyXaT TIPOSIBIEHUSIMU TpoM0O03a U, COOTBETCTBEHHO, TIPU
BoisiBieHUN a®JI B KpoBU OTHOCATCS K nocTtoBepHOMYy ADC
[39]. Bblpaxk€eHHOCTb KJIMHUYECKOW CHUMIITOMATUKU 3aBUCUT
OT Kaimbpa nopaxkeHHoro cocyaa. Menkue nH(papKThl Mo3ra
MOTYT MTPOTEKaTh 03 BBIPaKEHHOM KIMHUYECKOW CUMIITOMA-
k. O6 3TOM CBUIETENBCTBYET BBISIBIEHUE TIpU MOpdoIo-
TUIECKOM WCCIIeNOBAHUU MHOXECTBEHHBIX HUIIEMHUYECKIX
0YaroB pa3IMYHON JIOKaIW3allMM W JaBHOCTU B CIIydasx C
yKa3aHMEeM Ha €JWHHWYHbIe HapylIeHUsS MO3TOBOTO KPOBO-
o6pamenus [39, 47]. Iatonorus IIHC npu ADC accouunpy-
€TCSI CO MHOXXECTBEHHBIMHU PACIpOCTPaHEHHBIMU MH(bAPKTa-
MU (Pa3TMIHBIX Pa3MEPOB — OT MUKPO- O OOIIMPHBIX) B
KOpe TOJIOBHOTO MO3Ta, Ha TpaHWIle KOPHI M OeJloro Bellle-
CTBa, a TakxXe B camMoM OeioM BeuiecTBe [39, 48, 49].
Mopdonornuecku 3T¥ U3MEHEHUST XapaKTepU3YIOTCsl OTCYT-
CTBUEM BOCHAJIUTENbHBIX W3MEHEHUI: (GUOPUHOUIHOTO
HEeKpo3a, MHPUIBTPALIMU COCYIUCTON CTEHKH JIEUKOLIUTAMH,
OTCYTCTBUEM MUKpoaHeBpu3M [39, 48].

B mocnenHre muarHocTUIecKre KPUTEPUY He BKITIOUEHBI
TaKue TPU3HAKU, KaK COCYIMCTHIC TOJIOBHBIC OOJU TIO THUITY
MWTPEHM, TIONEPEYHbIA MUEIUT, MPOSIBJICHUST Harlofobue pac-
CesSTHHOTO CKJIep03a, SMWJIETICUM U XOpeU, MOCKOJIbKY UX 3Ha-
yuMOCTb He noka3aHa. [Ipu BeiaBienuu a®@Jl (B cpenHe- win
BBICOKOTIO3UTUBHBIX KOHIIEHTPAIIMSIX) ¥ OOJBHBIX C TIepedrc-
JIEHHBIMU TPU3HAKAMM TIPY OTCYTCTBUM IPYTOTO 3a00JIeBaHMS,
a TakKe TpoM603a WU aKyIIepCKOW TaTOJIOTUM OHU TOJIEXaT
MPOCIIEKTUBHOMY HAOJIOAEHUIO C IHUAarHO30M BEPOSITHOTO
ADC, mm ipeADPC, Tak Kak B OyIyILIEM Y HUX MOXeT cop-
MupoBatbcs aocToBepHbli ADPC (pUCK pa3BUTHS TpoMOO3a
BBICOKMIA) [2, 25, 26].
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KianHunyeckas KapTHHa mopaxeHus Jerkux npu APC
Takxke MHoroo6passa [8, 16, 41]. TpoM603MGOIMS JIETOYHBIX
COCYIOB M UH(MAPKT JIETKOTO — HanboJiee YacThIe MyJIbMOHO-
JIOTUYECKUE TPOSBICHUST 3TOTO cuHapoMa. CITeKTp IyJIbMO-
HoJlornyecKuX mposiBieHnit ADC MOXHO MPOCISIUTh B MHO-
rOLIEHTPOBOM MeXIyHapoaHoM ucciienoBaHuu: TOJIA orme-
yanach y 14,1% GoONbHbBIX, JerouyHas rumnepreHsus — y 2,2%,
MUKPOTPOMOO3bI Jierkux — y 1,5%, dubposupyrouuii aibbe-
omut —y 1,2% [7, 41]. Ha npyrue, 60siee peakue mposiBICHUSI,
Takue Kak OPIC, nerouHsle remopparuu u TpoM003 CTBOJIA
JIETOYHOM apTepuu, IpuXxoauiaoch 1mo 0,7%, oHM BBISIBISIUCH
npu KA®C [3].

Oco00ro BHUMaHMS 3aCy>KUBAET MOpakeHue KJianaHoB
cepana y nauueHToB ¢ a®JI. KimmHudyeckue mposiBjeHUs mopa-
xeHus cepana mpu ADC noBoJIbHO pasHOOOpa3HbL. [1pu aToM
HE BBISIBJIECHO 3HAYMMBIX PA3IMUMii B TMOPaXEHUU CEepAeIHO-
cocynuctoii cuctemsl ipu ADC Ha dpore CKB u nepBruyHOM
ADC [42, 47]. Y 6onbHbix CKB 1 ADC BcTpeyaroTest TakkKe
npyrue ayroantutena (La, Ro). OHu MoryTt yyacTBoBaTh B pa3-
BUTUU TIaTOJIOTUU CEpAlla, KOTOpash COYETaeTcs ¢ APYTUMM
KIIMHUKO-J1abopatopHbiMU niposBieHusMu ADC. [NopakeHne
CEPIeYHO-COCYNUCTON CHCTEMBI YCIIOBHO MOXKET OBITh pasfie-
JIEHO Ha TIaTOJIOTMIO KJIallaHHOTO amrapaTa cepilia, Imopaxe-
HUe KOpOHApHBIX apTepuii U Muokapaa [1, 4, 40, 42].

Ilamonoeus kaanarnos cepoya:

* [IceBnoMHMEKIIMOHHBII SHIOKAPAUT C BereTallUsIMMU.

* HemocTtaToyHOCTh M/WJIM CTEHO3 MUTPAILHOTO, aop-

TaJBHOTO U/ TPEXCTBOPYATOTO KJIATIAHOB.
* YronueHue, (GpuOpo3 M KaJbLIMHO3 CTBOPOK KJlara-
HOB.

Ilopaxcenue koponapHwix apmepuii:

* OCTpBII MHDAPKT MUOKApIa;

* HecTaOWJIbHAS CTCHOKApAWSI,

* PecTeHO03 MOoCJie a0PTOKOPOHAPHOTO IITYHTUPOBAHWS;

* PECTeHO3 TOoCJie YPECKOXHON TPaHCIIOMUHATBLHOR

KOPOHapHOI aHTMOTIACTUKH.

ITlopaxcenue muoxapda (kapouomuonamus).

Jlpyeas namonoeus cepOeyHo-cocyoucmoi cucmemoi:

* BHYTPUCEPIACYHBIC TPOMOBHI;

* 1IepeOpPOBaCKYJISIpHBIE HapyIIeHWs] U3-3a KapANOTeH-

HOI1 3M00/1Y;

* apTepMalibHasl TMTIEPTEH3US;

* JIErOYHAasl TUTIEPTEH3USI.

BonpHBle ¢ KapauMoBacKyJISIpHBIMM 3a00JeBaHUSIMU
(KB3), mmeromme COOTBETCTBYIOIINIM KPUTEPUSIM THATHO3
ADC, N0KHBI OBITH CTPATU(MDUITMPOBAHEI TTO HAIMYNIO (haKTO-
poB pucka Tpom6o3a [18, 44—46]. K HUM OTHOCATCS M3BECT-
Hble dakTopbl pucka KB3: Bo3pact (>55 et — mist My>KuuH 1
>65 — I XEHINMH); apTepvajbHasi TUIEPTEH3Us; aualbeT;
MOBBIIIEHNE YPOBHSI XOJIECTEPUHA JIMIIONPOTEUIOB HU3KOM
TUTOTHOCTH WJIM CHUKEHUE YPOBHSI XOJIeCTepUHA JTUTIOTIPOTEH -
JIOB BBICOKOMU TUTOTHOCTH; KypeHUe; HACJIEICTBEHHOCTh (HaJN-
Yyye y pOACTBEHHUKOB TepBoit tuHuy KB3 B Mosiomom Bo3pac-
Te); BLICOKMI MHIEKC Macchl Tena (>30 Kr/m2); MUKPOaIb0y-
MUHYpPUS; BPOXIEHHBIE TPOMOOGWMIMHU; MPUEM OpaJTbHBIX
KOHTpPALENITUBOB;, HE(GPOTUUECKUIM CHUHIPOM; MMMOOMIN3a-
LIUST; XUPYPTUUYECKIE BMEIIATEIbCTBA; HAJIMYME OHKOITATOJIO-
ruu [46]. PytunHoe uccienosanue a®dJI, kak y 6onbHbIx KB3,
He PEKOMEHIYeTCsI, KpOMe MOJIONBIX IMAallMeHTOB, Y KOTOPHIX
WCKJIIOYEHbl Apyrue ¢GakTopbl pucka Tpomb6oza [2, 3].
BrisiBieHne MUKpPOTpOMOO3a B CEP/LIe WIM BHYTPUCEPACYHbII
TpOMO HEM3BECTHOI 3THOJIOTUM HE OIpPaBIbIBAeT MCCIIEIOBa-
Hue ad®Jl.
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YacroTra BOB/IeUeHHUS KjallaHOB cepaua (OT yTOJIIEHUs
0 HAJIMYMST BereTaluii U HAJTOXEHU! TPOMOOTHYECKMX Macc
Ha xinanaHax) npu ADC konebaercs or 10 mo 60%, a o maH-
HBIM HEKOTOPBIX aBTOPOB gocTuraet 82%. M3meHeHus Kiiama-
HOB CepJlia Yalle COYeTaloTCs C apTeprabHBIMU TPOMOO3aMHU.
TucTomopdonornyeckue wuccaenoBaHus KIamaHOB cepala
nonTBepauian yyactue a®dJI B pa3BUTUM BTOW MATOJOTHMM.
C moMouIplo UMMYHODIIOOPECIIEHTHOTO WCCIEIOBaHUS B
CY0HIOTETMAIIBHOM CJIO€ KJTAITAaHOB CEP/IIia BHISTBIICHEI THHE -
HbIE OTJIOXEHUST UMMYHHBIX KOMITJIEKCOB, B COCTaBE KOTOPBIX
o6napyxensl aKJI. ¥ 9% mnanuenrtos ¢ adJI mopaxkeHue Kia-
MaHOB cepjlla BcTpeyaeTcs B nebloTe 3aboseBaHMs, HO 0e3
TPOMOO30B WM aKyluepckoi marosioruu [1, 3, 6]. ITpu nckio-
YeHUM APYrux 3abosieBaHuUil (Hampumep, WHQEKIIMOHHOTO
SHIOKAPINTA, XPOHUIECKOU peBMAaTUIECKOl OOJIE3HU CepIlia)
NaHHasl KaTeropusi OOJTBHBIX Habomaercst o mosony adJI-
acCOLMMPOBAaHHOTO IMOPOKa CepALa. DTU MALIUEHTBI HYXIAI0T-
cs B HaOMIOACHUU U TPODUIAKTUYECKOH aHTUTPOMOOTHYE-
CKOI1 Teparnuu.

a®DJI-accoyuuposannoe nopasxcemue KAANAHO8 cepoua
xapaktepusyercss Hammunem B KpoBu a®Jl (abopaTopHBIit
kputepuit ADC) B coueTaHUU C BBISIBICHHBIM TIOBPEXICHUEM
KJIAITAaHOB IO JaHHBIM 3Xokapauorpaduu (DxoKI), w/vmm
peryprutaiueii, u/uim CTeHO30M MUTPAJbHOTO (M/WIU aop-
TaJbHOI0) KJlanaHa, u/Wjau KOMOMHUPOBAaHHBIMM HAPYILIIEHMS -
mu. UccrnemoBaHue KiIamaHOB MOXKET OBITh BBITIOJIHEHO C
IMOMOIIBIO upecnuiieBogHoi DxoKI wiu 6e3 Hee [25, 26].

[MokazaTensiMu MOBpeXIeHNS KJIallaHOB CITYXKaT:

WX YTOJIIEHHUE >3 MM;

JIOKaJIbHOE YTOJILEHWE CTBOPKM KJIallaHa B MPOKCHU-
MaJIbHOW WJIY CpeIHel 4acTu;

HEpPOBHBIE y3€JKM Ha IMPEACepAHON ITOBEPXHOCTU
MUTPATBHOTO KJarmaHa W/WIW Ha XeJIyJ0YKOBOM
TTOBEPXHOCTU a0PTATBHOTO KJIalaHa.

IlaTonorust KiamaHOB HOJKHA OBITh IONTBEPXKIcHA
nonmiaep-9xoKI. MHTepnpeTaliio pe3ylbTaTOB BBIOJHSIIOT
nBa crenuanucta mo dxoKI. DyHKIMOHAIbHOE U 0OBEKTUB-
HOE COCTOSTHHME OLIEHMBAIOT 10 MEXIYHAPOIHBIM KPUTEPUSIM
MMAarHOCTUKY OOJIE3HU Cepalia.

IMpu nammuum ad®JI-accOMUPOBAHHOTO TOPAKEHUS
KJIAITAHOB Cep/IIia CJIeAYeT UCKITI0YaTh OCTPYIO pEBMaTUIECKYIO
smxopaaky (OPJI) u uHdexkumoHHbIi sHTOKapauT. [1armeHThI
¢ nocroBepHbIM ADC nckIToyaroTcs U3 JaHHO# rpymnnsl. [Ipn
nogo3peHun Ha CKB 3TOT nuarHo3 mokeH OBITh MOATBEPK-
eH KPUTepUsIMU AMEPUKAHCKOW KOJJIETUM pPEBMATOJIOTOB
(ACR). HecMoTpst Ha BBICOKYIO YacTOTY BOBJIEUEHMs KJjara-
HoB cepana mpu ADC, Mayio cBeneHUI 06 UCXOHax 3TOM MMaTo-
JIOTUH, 32 WCKIIOYEHUEM MpeodianaHus TpomMOosMOoImye-
ckux ocnoxHeHuit. [Tpu ADC peako pa3BUBAeTCsT BhIpaXKEH-
Hasl cepieuHasl HeIOCTaTOYHOCTh, TPeOylolasi ONepaTUBHOTO
BMeIIaTeTbCTBA.

CgezieHus 00 vcxoax MPOTE3UPOBAHUS KJIAMIAHOB MPU
A®C cBomsITCS B OCHOBHOM K omucaHuIo cirydaeB. Y. Berkun u
coaBT. [51] mpoBenu aHanu3 10 OOJBHBIX, HAOIIOAABILIMXCS B
TeueHue 13 jieT, KOTOpbIM ObUIO MPOBEAEHO MPOTE3MPOBAHUE
KianaHoB cepaua (y 7 — MUTpaibHbIe KJIalaHbl, y TBOUX —
aopTaNbHBIE U Y OMHOTO — MUTPAJIBHBIN W aOPTAIbHBIN).
HuTepec npencrasisier TRICTOMOPMOTIOTUYECKOE UCCIIeT0BA-
HHMe 3THX KjIamaHoB. Bce TKaHM KiamaHOB OBLIM HepaBHO-
MEpHO YTOJILEHBI, C Pa3JIUYHON CTEMEHBIO pa3pylIeHUs
KOJIJITAT€HOBOTO CJI0S1 U MPU3HAaKaMU XPOHUYECKOTO BOcmaie-
nusi. HeoBackynsipusaius BeisiBisUIach B 9 u3 12 kinanaHos,
KalbuuduKkalus pa3iuuHoil creneHu — B 5. Bereranuu, ot
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BUAMMBIX TOJIBKO MOJ MUKPOCKOIIOM 0 OKPYIJIBIX U 60pO-
aBYATHIX OOpa30BaHUil, BBISIBISIEMBIX MAaKpPOCKOITMYECKH,
UMETUCh BO Beex caydasx. [Ipu rucTomornaeckomM mucciieno-
BaHWM OHU COCTOSUITM U3 (UOPUHOBBIX TPOMOOB C MUHU-
MaJIbHBIM BOCTIAJIMTEIBHBIM WHGUIBTpaToM. [lo pe3yibra-
TaM PEeTPOCHEKTUBHOIO aHalu3a OTMEUYEHa BbICOKAsi CMepT-
HocThb 00bHBIX ADC rmociie MmMpoTe3MpoBaHMsI KIallaHOB:
y IBOMX U3 HUX CMEPTh HACTYIWJIa B paHHEM MOCIeoTepalu-
OHHOM niepuoze (¢ 1-to 1Mo 22-if AeHb), ellle Y ABOUX — Yepe3
13 1 96 mec mocite onepanuu. JAByM GOJIBHBIM ObLIO IIPOBE-
NIeHO TIOBTOPHOE IIPOTe3MpOBaHWE KJamaHOB depe3 52
u 90 Mec. M XOTA HUKTO U3 MallMEeHTOB HE UMEJ FeMopparu-
YEeCKMX OCJIOXKHEHUI, TpoMOO3MOOJUM ObUIM y ABYX U
[THMK — y ogHOro 60J1bHOTO. ABTOpPHI CUMTAIOT, YTO MpPHU
BBIOOpE TIPOTE30B KJAIlaHOB JJISI 3TO KAaTerOpUM OOJBHBIX
cJIemyeT MpeanoYnTaTh Mexannueckue. KpoMe Toro, TakTuka
MPeAONePalIMOHHONM U TTOCICONepallMOHHOM Tepanuu Tpeoy-
eT JaJibHellei oTpaboTKU.

Kapaouoxupypruueckue BMeniateabctBa npu APC
SIBJISTIIOTCSI cepbe3HOi mpobiemoii. P. Massoudy u coaBt. [52]
ormcanu 5 6onbHBIX ADC (y Tponx ADC GBI TMarHOCTUPO-
BaH JI0 U y JIBOMX — TIOCJIE OTIEpaIli), KOTOPbIEe TTepeHeCTn
KapauoJyiornuyeckue onepanuu ¢ mapra 1999 r. mo mapt 2004 r.
Bbuiu mpoBeneHbI: TpaHCIUIAHTALMS CepAla W JIETKUX —
y 1 00JIbHOTO, YHAOBEHTPUKYJIOILJIACTUKA — Y 1, OMBEHTPUKY-
JISIpHAs pe3eKIIMs y4acTKa SHIOBEHTPUKYISIpPHOTO (hrdpo3a u
TpoMba — y 1, TuTacTMKa MUTPAJILHOTO KJlallaHa M a0OPTOKOPO-
HapHOE IMYHTUPOBaHMWE — y | U TTaCTMKa MUTPATHLHOTO KJla-
rnaHa ¢ 3aKpbITHEM OBaJIbHOTO oTBepcTUsl — Yy 1. Tpoe 0oJib-
HBIX YMEpJM HEINOCPEACTBEHHO IIOCje oOIepaluu, IBOe, Yy
KoTopbIx nuardo3 APC Obl1 U3BECTEH [0 OIEepalin, BEIKHU-
. OOUH MalMeHT yMep Yyepe3 Tof M3-3a Me3eHTEPUaIbHOTO
TpoM003a. ABTOPHI OTMETHJIM, YTO, HECMOTPSI Ha PEAKOCTh
A®DC, ono6HbIe O0IBHBIE MOTYT BCTPEUATHCSI B KapIUOXU-
pyprudeckoit mpaktuke. HeoGbsicHUMBbIE TPOMOO3BI y Kap-
MMOJIOTMYECKUX OOJIbHBIX TOJKHBI HACTOPaXXMBaTh KapIuo-
xupypros B otHomeHnu AMC. TakuM mnamyeHTaM MOIYT
noTpedoBaTbcsl 00jiee MHTEHCUBHASI aHTUTPOMOOTHYECKAs
Tepamnus 1 TIaTeJIbHBIN MOCIeAYIOINH MOHUTOPWHT.

Enie omHUM TpU3HAKOM, KOTOPBIM acCOIMUPYETCST C
a®dJI u MOXeT IpealIecTBOBAaTh PAa3BUTHIO TPOMOO3a WU
aKylIepCcKOi TaTOJOTUHU, SBJSETCS TPOMOOILMTONEHUS.
B nepBbix nuarHoctuyeckux kputepusx ADC oHa oTHOCH-
JJacb K OCHOBHBIM IIPOSIBICHMSIM CHMITOMOKOMILJIEKCA.
TpombouuTonenus: Bcrpedaercs B 27,7% ciy4aeB IEpPBUIHO-
ro AOC u B 22,4% cnyyaeB BTopuuHOoro. OTMe4eHo, 4To y
38% OONBHBIX C ayTOMMMYHHON TpOMOOILIMTOIEHWYECKOM
IypITypoii MOTYT BhISIBIATECS a®JI, ipu 3ToM y 60% 13 HUX B
TeUYeHMe TMOCIEeAYIOIIUX 5 JIeT pa3BUBaIMCh TPOMOO3bI pa3-
JIMYHOM JIOKAJIM3allMu, ToTaa Kak y 001bHbIX 0e3 adJI TpoM-
603bl HaOmomanuch B 2,3% cnydaeB. [emopparmueckue
OCJIOKHEHUSI, HECMOTpPSI Ha TPOMOOLIMTOIIEHUIO, HabJoaa-
IOTCS PeIKo, W, KaK IPaBWJIO, OHU CBSI3aHBI C COIYTCTBYIO-
muM aedekToM crneuududyeckux ¢GakTopoB CBEPTbhIBAaHUS
KpOBMU, TTAaTOJOTHUEN MOYEK WU MePeao3UPOBKOM aHTUKOATy-
JaHTOB. B 20% ciyyaeB TpOMOOIIMTONEHUSI MOXET TMpe/lie-
CTBOBaTh Pa3BUTUIO HocToBepHOro ADC, 4TO OIpaBIBIBACT
BoiieneHune adJl-acconnmmpoBaHHON TPOMOOIIUTOTICHUH.

aDJI-accoyuuposannas mpoméouumonenus XapaKrepu3sy-
eTcs HajauaueM B KpoBu adJI (cormacHo J1abopaTOPHBIM KpH-
tepusim ADC) B codeTaHMM CO CHIKEHHMEM YKMCIa TPOMOOLIM -
ToB: yMepeHHbIM (<100 * 10°/71) i BeIpaxeHHBIM (<50 * 10°/71),
MMOATBEPKACHHBIM IBaXXObl C MHTEPBAJIOM He MeHee 12 Hem.

Hannune CKB mnu ayTouMMYHHOM TPOMOOLIMTOIIEHUM SIBJISI-
eTcs KputeprueM uckimodeHus a®JI-accounmpoBaHHONM TPOM-
OOLIMTOTIEHUH.

boawubie ¢ TTII, ABC-cuHapoMoM, NceBIOTPOMOOLIU-
tonenueir 1 'UT, a Takke mamueHTsl ¢ moctoBepHbIM ADC
TakKkKe UCKIIIOYAIOTCS U3 3TOTO ONpeAcSIeHUSI.

TpoMm6GouuTonenus mpu APC yaiie ObIBa€ET yMEPEHHOM!
(50—100+10°/m). B 5—10% cnyyaes BbIABIsETCS BbIPAXKEHHAs
TpoMboumTonieHust [53]. Ona Bctpevaetcst mpu KADC wim
HABC, kotopsrii couetaetcst ¢ AD@C. I[Ipu CKB tpoMGounTo-
TMEHNST JOCTOBEPHO Yallle BO3HUKAET y 60JbHBIX ¢ BA (B 55%
ciayvaeB) u aKJI B kpoBu (y 29%), yeM y martueHToB 6e3 adJI.
B 70—82% cnyuyaeB GonbHble CKB ¢ TpoMGoiuToneHueii, a
Ttakxe 30—40% GOJIbHBIX ¢ UAMOIATUYECKON TPOMOOIIUTOTIE-
Hudeckour mypmypoit (MTII) Owim adJI-mo3uTUBHEIE.
WUTII — 3aboneBaHUe, KOTOPOE OOBIYHO aCCOLUMUPYETCS
C KPOBOTOYMBOCTBIO, HO MOXET IPOTeKaTb ¢ TPOMOO30M
y 60sbHBIX ¢ adJI. Puck passutusa ADC yBenrnuuBaeTcsd Mpu
BoisiBiIeHNH ¥ 60sbHBIX MUTIT adJI B kposu. IlpocnekTuBHOE
HaOmoneHue 3a 82 6onbHbeIMU U TII B TeueHue 5 neT rmokasa-
110, 9TO rpuMepHO 60% GonbHEIX ¢ aDJI MMenn B OCIEAyIO-
meM TpoM603, Toraa Kak cpenu adJI-HeraTMBHBIX OOJbHBIX
¢ UTII on Bo3HUKa uinb B 2—4% ciaydaeB [54]. B pykoBon-
cTBe AMepUKaHCKOIo o0IecTBa remarosioroB 1996 r. uccie-
noBanue a®JI mpu UTII He aBiasgercs pyruHHBIM. M xorsa
npeamnonaraetcs, uto a®JI y 6onpHbIX ADPC u UTII paznuya-
IOTCST MEXOY co00ii, 000CHOBAHHOTO 0Ka3aTeJIbCTBa 3TOTO
TIPEATIONIOXKEHNS He TIOJTYIeHO.

a®dJI B kpoBu BcTpevarotcs Takke npu TTII, Kotopast
MoxeT ObITh ociioxkHeHneM CKB u pexe orMeuaercst y 001b-
Heix ADC 6e3 apyroro 3aboneBanus. KimmHnueckass KapTuHa
KA®C u TTII cxoxa. JlabopaTtopHsiM MapkepoM TTII siBis-
eTcA HajJuyue B KpOBM (DparMEeHTHPOBAHHBIX SPUTPOILIUTOB.
Onucanbl gepuuut ADAMAT-13 winm Hanuyde aHTUTEN,
UHruoupytomux 3toT 6eok, pu TTII [55].

I[emonuTnyeckass aHeMUs — elle OJHO TeMaToJornuye-
CKoOe IposiBlieHKe, onrcaHHoe B cBs3u ¢ adJI, koTopoe paHee
OTHOCWJIOCh K IOMOJHUTENbHBIM mposBieHusIM ADC.
B 0630pe nmurepatypst 2004 1. y 46 GoabHbix ¢ adJI 1 remato-
JIOTUYECKUMHU HAPYIIEHUSIMA UMEJNCH CIeNYIOIINe CUHAPO-
MBI [6, 56]:

« TTIIl/reMoMUTUKO-ypeMUYeCKUI cUHAPOM — B 33%

clyJaes;

* KADC — B 23%;
OCTpast IToYedHast HeIOCTATOYHOCTh — B 15%;
3J10KaueCTBEHHAas TuTiepTeH3ust — B 13%;
HELLP-cunnpom, HaG1tonaeMblii y 6epeMEHHBIX WK
B paHHUIA MOCEPOAOBOI nieproa, — B 4%.

IMopaxenue nmoyex y 6onpHBIX ¢ adJI B mepByro ouepeanb
TpebdyeT uckmoueHus CKB 1 cucteMHBIX BacKylIuTOB. TpomM003
Kak Hedposornueckoe npossieHrne AP C BcTpeyaeTcst A0BOJIb-
Ho penko [57]. Ipu uccregoBanuu 1000 6ompHBIX ADC [7]
BBISIBJICHBI:
nopaxeHue TMoYyek (TJOMepyasipHble TpPOMOBI,
MH(APKT MoYeK, TPOMOO3 MOYEUHOI apTepuun, TPOM-
603 MMOYEYHOIi BeHbl) — B 2,7% cily4aes;
KEJTYIOYHO-KUIIIEYHBIE TTPOSIBICHUS (TpoMOO3 CoCy-
JIOB TIUIIIEBOJA UJIU Me3eHTepraibHbIX) — B 1,5%;
WHbAPKT ceneseHku — B 1,1%;
MHGAPKT MOIKeTyI0uHOM xene3sl — B 0,55%;
cuHapoM Anaucona — B 0,4%;
nopaxeHue nedyeHu (cunapom bamma—Kwuapu, TpoM-
603 Menkux aprepuii neuenn) — B 0,7%.
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VY 6onbiinHeTBa naureHToB ¢ ADC HabaoaaeTcs ToMb-
KO OeccMMNTOMHAsl yMepeHHas MpoTeuHypus (<2 r/cyr) 6e3
HapyueHus1 GyHKIIMYA TTOYeK, HO y HEKOTOPBIX MOXET pas-
BUTBCSI OCTpasi WIM MOIOCTPasi IOYeYHasi He0CTaATOUHOCTD C
BBIPAXEHHON MPOTEMHYPUEN (BILUIOTh OO HEDPOTUUECKOTO
CHHApPOMA), aKTUBHBIM MOYEBBIM OCaAKOM U apTepUaibHOUI
runepreHsueit. [Ipu CKB mopaxeHue Mmoyek MOXeT ObITh
CBSI3aHO KaK C MUKPOTPOMOO30M, TaK U C UMMYHOKOMILIEKC-
HBIM TIOpaXeHWeM KIyOOYKOB, ONHAKO W30JMPOBAaHHBIN
MUWKPOAHTUOTPOMOO3 BCTPEUaeTCsi CpaBHUTENBHO penko. [1o
JAHHBIM OMOTICUY TTOYEK, MUKPOTPOMOO03 KITyOOUKOB SIBIISIET-
cs BeAYIIMM MOP(OIOTUYECKUM MPOSIBICHUEM MOPaKEHUS
noyek Tosibko y 10% nanuentos ¢ CKB. TpoM603 nmoyeyHbIx
apTepuii MOXeT IMPUBOAUTL K MH(APKTY IMOYEK, KOTOPBIM
TIPOSIBIISIETCS] OTHO- VJIM IBYCTOPOHHUMU OOJISIMU B TIOSICHU-
e, reMaTtypueil, HapymieHueM (GYHKIIUUA TMOYeK, BBICOKON
apTepuajibHON runepreH3ueil. Hampotus, TpoM603 moyed-
HBIX BEH OOBIYHO MPOTEKAeT 6ECCUMITOMHO U TOJIBKO MHOTIA
COIPOBOXIAETCS BBIPAXXEHHBIMU OOJISIMM U HapylIeHUEM
GyHKIMHU Moyek. MopdhoaoTudecKy MopaxkeHue MoYeK Mpu
ADC xapakTepusyeTcsi HEBOCHMAIMUTEIbHOU OKKIIO3UEN
TIOYEUHBIX COCYIOB, BapbUpys OT TPOMOO3a TIIOMEPYIISIPHBIX
KanuwuIsIpoB 10 TpoMmbo3a TMOYEYHOU apTepuyd M BEHHBI.
IMpumepHoO B 3% ciyyaeB OTMEYEHO U30JIMPOBAHHOE TIOpaXe-
Hue noyek y a®JI-mo3uTUBHBIX GOJIBHBIX, KOTOPHIX HEOOX0-
IrMO Habsoaath o nosonay adJI-accounupoBaHHOK HeDPO-
maruu [3, 4, 6, 57].
aDJI-accoyuuposannaa nepponamus [25] xapakrepusy-
eTcst HamureM B kpoBu a®JI B coueTaHUU € TUCTONIOTMYECKUM
BBISIBIEHWEM TPOMOOTMYECKONH MUKPOAHTUOMATUU, BOBJIEKA-
IOLLEN KaK apTepHobl, TaK U KaMWJUISIPbl KIyOOUKOB, W/UU
HaJTM4MeM OIHOTO Win 0osiee U3 CIeAyIOIINX TPU3HAKOB!
* (pubpo3Has TUMepIUIa3uss WHTUMBI, BOBJIEKAIOIIAs
OpraHu30BaHHbIE TPOMOBI C peKaHanu3aluuei i 6e3
Hee;
* (Gpudpo3 nan prdPO3HOKIETOUHASI OKKITIO3US apTepuit
WY apTepuorn;
* OOJIBILIIME 30HBI aTPO(PUIECKUX KaHAJbIIEB, ComepKa-
WX 203WHOMWIBEHEIE [IMTUHIPEI.

Backynut, TTII, reMOIUTUKO-ypEMUYECKUI CUHAPOM,
3JI0KaUYeCTBEHHAsI TUTIEPTEH3USI U APYTHe MPUYNHBI XPOHUYE-
CKOl TOYETHO! HETOCTAaTOYHOCTH NCKItoyatoTcs. [larmeHTs
¢ noctoBepHbIM ADC TakKe UCKITIOYAIOTCS U3 3TOTO OTpesie-
JIEHUSI.

IIpu Hanmuuu CKB nepeuyncieHHble U3BMEHEHUS CIISIy-
eT nuddepeHIMpoBaTh OT U3MEHEHUI, CBS3aHHBIX C BOJYA-
HOYHOI HedponaTuei [58].

Buomncust mouku He SBISETCST OOIIETTPUHSATHIM MCCIIENO0-
BanuveM nipu ADC. OHa BBITIOTHSETCS TIPYU HATUIUU COOTBET-
CTBYIOLIMX MOKa3aHMIA.

TpomboTHyeckass MUKPOAHTHOMATHSI C peKaHaTIN3alu-
eii TpoMO0B, 0OHapyXKeHHasl B OMonTaTe MoYekK y OOJbHBIX C
A®C, no mMHenuto M.C. Amigo u coaBT. [59], mo3Bossier
CYUTATh, YTO TIOPAXEHUE MOYEeK MPU JTaHHOM 3a00JIeBaHUU
UMeeT UIIeMUIECKYIO IPUPOIY M He CBA3aHO C BACKYJIUTOM.
B TO Xe Bpemsl THCTOJOTMYECKWE KPUTEPUU IOYECUHOU
MHUKPOAHTMOMATUM TPEOYIOT BalMIaluu (MTOATBEPXKACHUS).
Mopdonornyecku nopaxexue nodek mpu ADC xapakrepu-
3yeTCS HEBOCTAJIUTEIBHON OKKJIIO3UEH MOYEUYHBIX COCYIOB,
Bapbupysl OT TPOMOO3a TIIOMEPYJISIPHBIX KaIJLISIPOB 10
TpoM0O3a TOYEYHOI apTepuu W BeHBl. W3MeHeHus 3Tu
OOBIYHO MPOSIBISIIOTCS CIACAYIOIIMMHU TUCTOJOTMYECKUMU
MpU3HAKAMMU:

* MOpaXEHHbIE apTepuu U apTepUosbl YacCTO HMEIOT
TPOMOOTHMYECKIE TIOBPEXIEHUST, KOTOPbIE TIPUBOIST K
pEaKTUBHOMY MYKOWIHOMY YTOJNIIEHUIO WHTUMBI W1
TUTIEPIUIA3UK MBITIIEYHON 000JI0UKY;

* B KaNWUIsIpax IJIOMEPYJT BBISIBIISIIOTCS TPOMOBI B CBSI3U
C ME3aHTHOJIU3NCOM;

* oTMeyvaeTcs hoKaibHas aTpodusi KOPbl B COYETAHUU C
(hubpo30M MHTEPCTULINS, KOTOPAsI, BEPOSITHO, SIBJISIET-
CsI CIIEICTBUEM WIIIEMUU TKAHEH.

JlepmaTosornyeckue mposiBjieHuss anTugochoIMNIHOrO
cunapoma |3, 4, 6]. AOC acconmupyercst ¢ IMUPOKUM CIIEKTPOM
KOXHBIX MposiBIeHul (puc. 1, 2):

+ CJL.

* XpoHUYECKHE SI3BbI KOXMU:

— SI3BBI, TOJOOHBIE TIOPAXKEHWIO KOXKY TP BACKYJIUTE;

Puc. 1. MopaxeHue Koxu npu ADC: a, 6 — aHeTOAEPMA; B — raHrpeHa nanbLes KUCTEN; r — reHepanin3oBaH-
HblIii HEKPO3 KOXM; 4 — XPOHUMYEecKas Tpochuyeckas f38a KOXN roneHn
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Puc. 2. PazHosuaHocTu CJ1 npu A®C: a — kpynHoe apesoBuaHoe CJT; 6 — menkoe apesosuaHoe GJl;
B — nuBefo-sackynut y 6onbHoi CKB+A®G; r — menkoe CJT npaBunbHOi opmbl

— KpPYIHBIE SI3BBI, TOJ0OHBIE TAHTPEHO3HOM MUOIEP-
MUU;
— MoCTTpoMOO(IeOUTHYECKUE SI3BHI.
* [IceBmoBacKyIMTHBIE TTIOPAKEHUST KOXKM:
— myprypa;
— DpuUTeMa JagoHHasT U TTOOIIBEHHAS;
— Y3eJIKH;
— IYCTYJIBI.

* MHoXecTBeHHbIE KPOBOU3IUSIHUSI B HOTTEBOE JIOXKE.

* [loBepXHOCTHBIII HEKPO3 KOXKWU.

+ [anrpeHa magblieB pyK U HOL.

* TpomM0OOdIeOUT MOAKOXKHBIX BEH.

* 3J10KauecTBEHHbIE MaIyJI0NOA00HbIE BBICHITTAHMUSI.

* AHeTOaEpMMUSI.

Cpenu KoxHbIX mposiBieHuii ADPC Haubojee 4acTo
BoisiBsiercss CJI (livedo reticularis), KoTopoe 3acimykuBaeT
BHUMAaHUs KaK MO MEXaHW3My CBOETO BOZHMKHOBEHUS, TaK 1
10 coveTaHuIo ¢ npyrumu puzHakamu ADC.

B Hekoropbix ciydassx CJI cTaHOBUTCSI MMOCTOSIHHBIM,
MSITHUCTOCTh KOXM OoJiee BbIpaxkeHa, HallOMUHasi CJIOMaH-
HbIE CYYKU [IepeBa, YTO, BUAUMO, OTPENEeNNIIO ero Ha3BaHue —
npeBoBunHoe uBeno (livedo racemosa). OObBIYHAST JIOKATH-
3aIMsl 3TOTO pUCYHKa — KoXa Oenep, ATOMUIl, TUled, OJHAKO
B TSDKENBIX CJIydasiX OTMedYajioch pacIlpocTpaHeHWe ero Ha
KOXY JIMLa, KUCTEH C IIMAHOTUYHBIM OTTEHKOM KOHYMKOB
MaJbLEeB.

a®DJI-accoyuuposannoe cemuamoe augedo ONpPEICIICTCS
mpu Hammuuu B KpoBu a®JI (corytacHO 1abopaTOPHBIM KPUTE-
pusm ADC) B coueranuu ¢ CJI — MOCTOSHHBIM, HEOOpaTH-
MBIM, TIpU COTpeBaHUM (DUOJIETOBBIM, KPACHBIM WJIM CUHUM
CeTYaTBIM WJIH MSITHUCTBIM MOPaKeHUEM KOXH TYJIOBUIIA, PYK
U/WIK HOT, KOTOPOE MOXET COCTOSITh U3 MPaBWJIbHON (hOPMBI
HETPEePBIBHBIX OKPYXHOCTEe! (IIOCTOSIHHOE JIMBEIO) WIU
HEeNpaBWJIBHBIX TIPEepPHIBUCTBHIX KpuBHIX (livedo racemosa —
npeBoBUIHOE JUBeno). lllupuHa pa3BeTBIEHUS MOXET OBITH
>10 mMm (kpynHoe CJI) wiu <10 mm (mesnkoe CJI).

Oco0oro BHUMaHMS 3aCIyXMBalOT KOXHBIE MPOSIBIIE-
HUSI, UMUATHUPYIOLINE BaCKYJIUT.

OTMeueHO pa3BUTHE NUCCEMUHUPOBAHHON MEJTaHOMBI y
5 6onbHbIX ¢ a®J] 1 HA hoHe edeHrst THTePhEPOHOM a., TIPH-
yeM y 4 W3 HUX B TOCJEAYIONIEM Pa3BUIUCh TPOMOO3BI.

Pa3BuTrie orpaHWYEeHHON MeJTaHOAEPMUM Yy OMHOM Hallei
60s1bHOM ¢ ADC He OBUTO CBI3aHO ¢ IIPUEMOM JIEKAPCTBEHHBIX
MpenaparoB, HO CPEIU STUOJOTUIECKUX (PAKTOPOB 00CYyKIaal-
Cs1 M TOKCUKOAJIJIEPTUYECKUI BAPUAHT.

[MepBuuHas aHeTOAEPMUS SABISIETCS PENKON PA3HOBUII-
HOCTBIO aTpouyecKux (2JIaCTOJUTUUECKUX) 3a00JIeBaHUM
KOXH Y MHOTA OMKUCHIBAETCS B COYETAHUM C QyTOUMMYHHBI-
MHU 3200JIeBaHUSIMU, OCOOEHHO C IMCKOUIHON KPAaCHOMW BOJI-
yankoii unu CKB, HO MMeeTcs1 HECKOJIbKO COOOIIEHU O
HaJIMYMU 3TOTO THUIMA KOXHOM MATOJOTMH TPU MEPBUYHOM
ADC.

Penkoe mposiBneHune mopaxeHust koxu mnpu APC —
reHepaJIn30BaHHbBI HEKpo3 Koxu. KinnHuueckue nposiBie-
HMSI HEKPO3a KOXH CXOXHM C TeMHU, KOTOPbIE BBISIBISIOTCS Y
MaluKMeHTOB ¢ TpoMOoduausMu npu aedunute nporenHa C
Wi S (€CTeCTBEHHBIX aHTUKOATYISIHTOB), KPHUOTJIOOYIUHE-
MWW WIN KpuoduOpuHOreHEMUH. B HEKOTOpBIX cirydasx
MOAOOHBIE U3MEHEHUsT OTMEUAlOTCS Hapsily ¢ HaJIWdueM B
kpoBu a®dJI. B MHOroLEHTPOBOM €BpPONEICKOM HCCIen0Ba-
HUM [7] IIMPOKO pacmpoCTpaHEHHbIE HEKPO3bl KOXHW TpU
oocnemoBannu 1000 6oapHEIX ADC ObUIH BBHISIBIIEHH B 2,1%
ciyyaeB. Hauasio pa3BuTusi HEKpo3a KOXU OOBIYHO OCTPOE, C
WHTEHCUBHBIX O0JIE3HEHHBIX ITyPITYPHBIX TSITEH Ha KOXe. DTU
W3MEHEHUs Yalle JIOKAJIM3YIOTCS Ha HoTaX, siTomuIlax, HOCY,
VILIHBIX PAKOBUHAX.

Ilopaxenue a3 npu anTHhOCHOIMIMIHOM CHHIPOME.
KparkoBpeMeHHBIE TPUCTYIbl MOTEPU 3pEeHUST (amaurosis
fugax) Ha omwH WM oba IJla3a, BBIMAAEHME TOJIC 3peHMS,
TIOJTHAsT TIOTePs 3PEHUST — 3TO YaCTh Kaylo® HAIIMX OOJBHBIX,
MOTPeOOBABIINX OCMOTPA OKYJINCTA. BBIABISIIUCH OKKITIO3WS
apTepuii WM BEH CETYATKU C HEOBACKYJISIpU3alMeil paayKHO
000JI0YKH, Mpexonsiasi AUIUIONUS, PEeTUHOMNATUs, aTpobus
IrcKa 3puTesibHOro HepBa. B koropre u3 1000 60abHBIX 3ape-
TMCTPUPOBAHBI ClieAyIoline o(TaibMOJOrMYecKre MposiBie-
HUS: KpaTKOBpeMEeHHas ToTepst 3peHus (amaurosis fugax) — y
5,4% GOBHBIX, TPOMOO3 apTepuii ceTyatk — y 1,5%, TpoM003
BeH cetyatku — y 0,9%, HeliponaTusi 3pUTEIBHOTO HEpBa — Y
1% [7]. Ilpexonsiinye HapyIICHUST 3PEHUST MOTYT ObITh CBSI3aHbI
¢ 1IepedpabHOI, a He C OKYJISIpHOI uitemueit. OncaHo 6osee
4yacToe BOBJICUYEHME 3agHero cermeHra rinasa npu ADPC mo
CPaBHEHUIO C TIEPETHUM.
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ODHIOKPUHHBIE HapymeHus npu aHTHdOoCGHOIHNUIHOM
curapome. Y 60abHBIX ADC BOZHUKHOBEHHE 00JIeil B XKUBOTE,
COIPOBOXIAIOIIMNXCS PE3KOM CIa00CThIO, MOXKET OBITh IPO-
SIBJICHUEM HAaJIIOYEYHUKOBON HETOCTATOYHOCTH W3-3a
OKKJIIO3UW COCYIOB HaaIlOYeuyHHMKOB |3, 4, 6]. B nmureparype
npuBoautcst aHanu3 86 60abHBIX ADC (80 caydaeB U3 IUTe-
paTypbl U 6 COOCTBEHHBIX) C MOpaXeHHWEM HaANOYEYHUKOB
[25, 26]. ¥V 36% 13 HUX HAAMOYEYHUKOBAsI HEJOCTATOYHOCTh
ObLIa IEPBBIM KIMHIYeCKUM mpu3HakoM ADC, 53% umenu B
aHaMHe3e TPOMOO03 IPYruxX KPYITHBIX cocynoB. B 33% ciyyaes
MopaXkeHue HaJIIOYeYHUKOB pa3BWIOCh B paMkax KADC.
VY 14% 60nbHBIX ABYCTOPOHHUE MHMAPKTHI HAANOYECYHUKOB
OBLIM HaXOJKaMU Ha ayToricuu. Mopdoaornyeckoe ucciaeao-
BaHue ObUIO MpoBefeHO B 22 ciydasx (B 16 — ayromcusi, B
Tpex — OMOIICUS MOJ MOA KOHTPOJIEM KOMITBIOTEPHOI TOMO-
rpaduu, B ABYX — yHajeHWE HaAIlOYeYHWKAa WU B OIHOM —
JlarmapoTtoMusi ¢ ouoricueii). Bo Bcex ciydyasix rucTojioruye-
CKOT'0 MCCJIe0BaHNS ObLT MCKJIIOUYEH BaCKYJUT U OCHOBHBIMU
HaxoJKaMU ObLJIM TeMopparuu, pexe ABYCTOPOHHUE MHap-
KThl HAANIOYEYHUKOB. M3 npyrux sHHOKPUHHBIX HapyIIEHU
y 601pHBIX ¢ adJI, KaK TTpaBUIO, UMEIOIIUX U APYTHE KIUHU-
yeckue mposiBieHus ADC, omnmucaHbl TUMONMUTYUTAPU3M,
TUIepnapaTupeos, TUIO- U TUIIePTUPEO3, TMaberT.

AKymepckas narojorusi npu aHTHUGOCHOIUNUAHOM CHH-
apome [2, 60]. TIpunsiTo cieayiollee ornpeneieHre Heblaro-
MPUSATHBIX aKyIIEPCKUX UCXOIOB:

* CIIOHTaHHBIN a00PT (BBHIKUIBIII),

* PEelUIUBUPYIONIUE TMOTepru OepeMEeHHOCTH (peruan-
BUPYIOIIE BBIKWABIIIN) — NBa U Oojiee IociienoBa-
TeJIbHBIX CITOHTAHHBIX a00PTa;

* MpeaMOprOHMYecKas IoTeps Iioaa (OT MOMEHTa
3a4aTus 10 5-i1 Helear recTalnm);

* 9MOpHUOHMYECcKas TToTeps T1oaa (0T 5-ii mo 9-if Hemenun
recraiuu);

Tabnuua 3 OupdepeHunansHas guarHoctuka AOC

* MpeXIeBpeMeHHbIe POnabl (POXIEHWE XUBOTO WU
MepTBoro 1miona ¢ 20-ii mo 37-ii Hemenu TecTalluM,
ITOCJIe TOTO TIEPHOIa POILI CUUTAIOTCS CPOYHBIMU);

* rubeb TUIoNa (paccMaTpuBaeTCs Kak BHYTPUYTPOOHasT
rubenp B nepuop nocie 10 Hea recTaluu, poxieHue
MepTBOTo 1uioAa — nocie 20 Hell recTalum).

Ucxonp! maronoruu 6epemeHHocTH pu ADC BKITIOYAIOT
caenyliee: HeoObsICHUMas rudesb ruioaa rmocie 10 Hex recra-
LMY, paHHSAS MPESIKIAMIICUST WJIM SKJIAMIICUS, BHYTPUYTPOO-
Hasl 3aJepkKa pa3BUTHS IUIONA, CIydau >XKWBOPOXICHUS IO
34-i1 Hexenu rectalyu, TPOMOOIMOOJIMYECKUE OCIOXHEHMS,
CBSI3aHHBIE C OepeMeHHOCThI0. He MmoaTBepXXIeHO BUsSHUE
a®dJI Ha HeycIelIHbIe UCXOAbl MCKYCCTBEHHOI'O OILIOA0TBOPE-
HUS. PUCK BBIKUIBIIIEH KOPPENIUPYET ¢ YBEIUIEHUEM YPOBHS
IgG-aKJI. IloTteps mioma MoXeT HAaCTYIUTh B JIOObIE CPOKU
OepeMeHHOCTH, HO HeckoJibko yaie Bo I1 u IIl Tpumectpax.
OrnrcaHbl TPOMOOTUYECKHE OCTIOKHEHUSI ¥ HOBOPOXKICHHBIX
or Matepeil ¢ ADPC, YTO CBUAETEIBCTBYET O BO3MOXHOCTHU
TpaHCIUIalieHTapHoi repenaun adJl.

Juddepenupanbuas AMArHOCTUKA aHTU(HOCHOIMIUIHOTO
cunapoma. [IpoBoguTCa ¢ y4eTOM MMEIONIUXCS KIMHUYECKUX
nposiBiieHuit. CylecTByeT psifi TEHETUYECKH IeTePMUHUPO-
BaHHBIX ¥ MPUOOPETEHHBIX 3a00JIeBaHUI, KOTOPbIE TTPUBOIST
K peLMAMBUPYIOILEH MoTepe 6epeMeHHOCTH, TPOMOOIMOOIM-
YECKMM OCJIO)KHEHUSIM WM OOHOBPEMEHHO K TEM U APYTUM
(tabm. 3).

NuddepeHunanbHasi TMarHOCTUKA ¢ TPOMOO3IMOOoIUe-
CKUMU 3a00JIEBaHUSIMUA 3aBUCUT OT JIOKATU3AIUY TTOPAKEHUS
(BEeHO3HBII, apTepHabHbII WK U TO, U apyroe) [8].

ITpu BEHO3HBIX OKKJIIO3USIX, €CJIU OMPEEISIETCS TOIbKO
BEHO3HbIN TpoM003 uian TOJIA, MMEIONIYIOCS CUMIITOMATUKY
caenyeT nuddepeHmponatsb ¢ [3]:

* MMPUOOPETEHHBIMU ¥ TEHETUIECKUMI TPOMOO(DUITUSIMU,

» nedexramu puOpMHOIN3A;

3abonesanus

Knuuuyeckue nposiBnexuns

CUCTEMHbIE BACKY/IUTbI

Y3eNKOBbI/ NONNAPTEPUUT

06nUTEpPUpPYIOLLAA TPOMBOAHTMUT
(60nesHb broprepa—-BuHusaptepa)

[emMopparnyeckmit Backynut

BucoyHbIin apTepuut (6011€3Hb XOPTOHA)
Hecneumdunyeckuin aoptoaptepuuT (605e3Hb Takascy)
TTN (60ne3Hb MoLukosuLa)

CJ1, mucTanbHas raHrpeHa KOHEYHOCTeN, 13Bbl KOXMU, HEKPO3bl KOXNM, nopaxexue LIHC, noyvek

Peuunansnpyolmin MUrpupyoLLmin onebut, AucTanbHas raHrpeHa KOHeYHOCTeN, A3Bbl KOXM, HEKPO3
KOXU, MHChapKT MUoKapaa, TpOM603 cocyaoB 6pbhKeiki, nopaxeHue LIHC

leMopparuyeckme BbICbINaHNs HA KOXE, A3Bbl 1 HEKPO3 KOXU, MOPaXEHNE NoYeK

Tpom603 apTepuin ceTHaTku, roioBHbIE 605K

CWHApOM Ayru aopTbl, NOPAXEHWE KNanaHoB cepaua

PeunameupytoLne TpomM603bl COCYA0B Pa3NNYHOM0 Kanuépa, TPOMOOLIMTONEHNS, FeMONUTIYECKas

ayTOMMMYHHaa aHemMua

[eMONUTUKO-ypeMMYECKUn CUHLPOM

Peuuausupytolme TpoM603bl COCYLOB Pa3NIMYHOr0 Kanuopa, nopaxeHue noyek, reMonuTuyeckas

KOXHbI BacKynuT

0PN

CKB
Cknepoaepmus

HacnencTseHHble (B pesynbrate MyTaunid CBEPTLIBAOLLNX
(hakTOpOB, NNA3MEHHbIX aHTUKOAryNSHTOB)

NBC-cunapom

Ty6epkynes, BUPYCHble renaTuTbl U ap.

aHemus, remopparum
$13Bbl 1 HEKPO3bI KOXW, NMNBE0-BACKYNUT
Pesmartuyeckne 3abonesanns

dopmupoBaHue NOPOKOB cepAua, TPOME03bI COCYA0B Pa3NUYHON NOKaNnU3aumm
(4awe LUHC n koHeyHOCTeIA) NO MEXaHU3MY KapAnoreHHoONW TpoM60aMbonnm

TpomM603bl, reMaTonormyeckne HapyLLeHus, NBeao
JInBeno, AUCTanbHas raHrpeHa KOHEYHOCTEN, A3Bbl KOXU
Tpombogpunnm
PeunamsnpytoLne Tpom603bl COCYA0B PA3NNYHOMO Kanmbpa 1 NoKann3auum, KOXHble A3Bbl

Tpom603M60AMYECKNE OCNIOXKHEHUS, TPOMOOLMUTONEHUS, KOXKHbIE A3Bbl
VIHGheKUMOHHbIE 3a060/16BaHNS
Tpom603m60NMK, NONEPEYHbIA MUENWT, NIUBESO
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* HEOIJIACTUYECKMMHU W MUETONpoaudepaTUBHbIMU

3a00JIeBAHUSIMU;

* He(OPOTUIECKUM CHHIPOMOM.

V nu11 ¢ BeHO3HBIMU TPOMOO3aMU MOJIOXe 45 JIeT ¢ HaJu-
YreM POICTBEHHUKOB ITEPBOI CTETIEHU POJCTBA C TPOMOO3aMu
B MOJIOIOM BO3pacTe HEOOXOAMMO UCKIIOYaTh T€HETUYECKUE
tpombodumun. Uccnenoanme adJI ciaenyeT mpoBOAUTE MPHU
HEKOTOPbIX SHIOKPMHHBIX 3a00/€BaHUSIX: 00JIE3HU ANIUCOHA
u tunonutyutapusme (cuaapome Lllvxana). Xorsa ykazanue Ha
BEHO3HBI TPOMOO3 SIBJISIETCS MOKa3arejeM TpoMOopuiInye-
CKOTO CTaTyca, HEKOTOpbIE COIYTCTBYIOIIME KIMHUYECKHUE
MPOSIBIIEHUSI MOTYT ObITh MPU3HAKOM CHCTEMHOTro 3aboseBa-
HUs Cc 0OoJjiee BBICOKMM PHMCKOM BEHO3HOTO Tpom0o03a.
Hanpumep, ykazaHue B aHaMHe3€e Ha 00JIE3HEHHbBIE SI3BbI CIM-
3UCTBIX 000JI0YEK MOJIOCTH PTa U TEHUTAIMI Y MOJIOIBIX TTaIl-
€HTOB C BEHO3HBIMU TPOMOO3aMU TPEOYeT UCKITIOUeHUS 00J1e3-
Hu bBexyera, mpu Kotopoit, momooHo ADC, mopaxaroTcs
COCY/Ibl JTI00OT0 Kajauobpa.

I1pu BeIsIBIEHUY TPOMOO3a TOJILKO apTepUabHOTrO pyciia
HUCKJTIOYAIOTCS CIeMyIoNINe 3a00IeBaHMS:

* aTepoCKIIEPO3;

* oMboymu (TIpU MepUATEIbHOM apuUTMHUU, MHKCOME

Tpencepausi, SHIOKAPIUTE, XOJECTepPOJIOBbIe 3MOO-
JIbl), UH(pApPKT MHOKapaa ¢ TPOMOO30M KeTyI0UYKOB
cepaLa;

* IeKOMIIPECCUOHHBIE

00JIE3HB);

» TTIl/reMONMUTIKO-YpEMUUECKUI CUHIIPOM.

Oco6oro BHMMaHUsI TpeOYIOT MOJOIble MAlUEHTHI C
HWHCYJIbTaMU, Y KOTOPBIX 60Jiee yeM B 18% cirydaeB BBISBIISIOT-
csa a®JI B kpou [39]. HekoTtopsie adJI-mo3utuBHbIE OOIBHbBIE
MOTYT UMEThb KIIMHUYECKUE TTPOSIBJIEHUS, CXOIHBIE C PACCEesTH-
HBIM CKJIEPO30M, — CJICAICTBME MHOXECTBEHHBIX liepeOpaib-
HBIX WHGAPKTOB, TOATBEPXKIEHHBIX TIPU MarHUTHO-
pe3oHaHcHOU Tomorpaduu. ITomoOHBIN TUIT MOBPEXACHUS
LIHC otmeuaeTcst ipu paccesiHHOM CKJIepo3e U LiepeOpaibHO
ayTOCOMHO-JIOMUWHUPYIOIIIEH apTepruomnaTiu ¢ MOJIKOPKOBBIMU
uHpapKkTaMu M JieiiKosHIedanonaTueii. DTUX MalMEHTOB
HEOOXOMMMO TIIATEJIBHO PacCIpalliBaTh O HATUIUU B CEMbIX
POINCTBEHHUKOB C UHCYJIBTaMU U JIEMEHIINel B MOJIOIOM BO3-

cocTosiHMA  (KeCcCOHHas

pacte. [1pu ayrornicuu B MOAOOHBIX Cydasix HaXOdsT MHOXe-
CTBEHHBIE TIIyOOKUE MeJlKKe MH(apKThl Mo3ra U Audy3HyI0
JelikosHuedanonarro. JaHHBIN TeHeTUYeCKUi IeheKT clie-
ieH ¢ 19-it xpoMocoMoii.

IIpu coueraHHBIX TpoMOO3ax (apTepUaJbHOM U BEHO3-
HOM) HEOOXOAMMO UCKIIOYATh:

* HapyllleHus B cuctemMe pudpuHoau3za (IuchudprHO-
TeHEMMUS WM Te(PULIMT aKTUBAaTOPa IJIA3MUHOTEHA);
TOMOILIMCTCMHEMMST,

MuesonpoiudepaTuBHbIe 3a00IeBaHUs, TOJTUIUATE-
MU,

napajoKcajbHas HOUHasl FeMOIJIOOMHYPUS;
TUTIEPBI3KOCTh KPOBU (HAIpUMep, MpU MakKporjaoody-
JIuHeMuu Banbactpema), cepnoBHIHOKJIETOYHAS
0OJIe3Hb U T. I1.;

BaCKYJINTHI;

napajgoKcaabHblii SMOOTU3M.

[Ipu coyeTaHUU PEeLIMAUBUPYIOIIUX OKKIIO3UNA MUKPO-
LUPKYJIITOPHOTO pycia ¢ TpoMOOLUUTONeHUeH auddepeHLm-
aJlbHBI OWArHoO3 IIPOBOIUTCS MEXIY TPOMOOTHYECKUMM
MMKpoaHruonartusmu (tadi. 4) [6].

NudbdepenuunanbHas auarHoctnka mexny ADPC u
TPOMOOTUYECKUMH  aHTHMOMATUSIMM  9acTO  CJIOXKHAa.
Heo06xon1MMo yuuThiBaTh, YTO HE3HAUUTEJIbHASI TPOMOOLIMTO-
nenus npu ADC MoxeT ObITh CBSI3aHA C aKTUBALIMEH TPOM-
OOLIMTOB U UX MOTPeOICHUEM; MHOTHE KIMHUYECKHE U J1ab0-
paTtopHbie TPOSIBIeHUST MOTYT ObITh obmumu it CKB u
TTII. TTIT moxeT pa3Butbes y 60abHbIXx CKB 1, Hao60por,
a®JI moryt 66T ipu TTI1, TeMOTUTHKO-YPEMUIECKOM CUH-
npome 1 HELLP-cunnpome, a IBC B 25% ciryyaeB oTMeda-
erca npu KADC. UccnenoBanue a®dJl Kak CKpUHUHIOBBIX
TECTOB ITOKA3aHO MallMeHTaM C TPOMOOIIUTONIEHUEN HESCHO-
ro reHe3a, 0COOCHHO OEpeMEHHBIM C TPOMOOLUTOIICHUEH,
KOTJla PUCK Pa3BUTHUS TeMOpparuii n3-3a TpOMOOIIUTOTIEHU
" pucK TpoM6o3a u3-3a adJI yxyamialoT UcXol Kak y Tioja,
TaK U y MaTepu.

KoxxHble mposiBieHus, HauboJIee YacToe Cpe KOTOPhIX —
JIUBENIO, MOXET UMETh MECTO TIPU Pa3IMUHBIX PEBMATUIECKMX
3a00J1eBaHMsIX. bojee Toro, KoxXHbIe HEKPO3bl, KOKHbBIC SI3BHI,
W3MEHEHWe OKPAcKW KOXW OT OJeTHOCTH O TTOKPAaCHEHWS

Ta6nuua 4 OCHOBHbIE KNUHUYECKNE K naﬁopaToprle Npu3Haku, cBa3aHHbIE
¢ TpombouutoneHuen npu AOGC n TpOMBOTUYECKUMU MUKPOAHTUONaTuamMm [6]

Mpu3naku A®C KA®C T nBC
BosneyeHue novek +- ++ +— +—
Bosneyenme LIHC +— +4 + -
MonuopraHHas He[oCcTaTo4HOCTb +- ++ ++ +-
lemopparuu - ¥ - 4
AHTUTENA K TpOMOOLMTAM +— +— —— —_
Mpamas peakuus Kym6ca no3utusHa +— +- —— _—
LLncTounTsl -— - r+ .
[unodu6puHorenemusa -- - - 4
Yanuxenne A4TB +=* +=* - o
nao -- +- —- +4+
MnokomnnemeHTEMMS +- - —xx __#
AHO+ - - — %% __#
adfl+ ++ ++ - - #

TMpumeyanne. NODO — npoaykTbl fAerpagaunn uopuHorena. * — OTpuuaTenbHbIii TECT CMeLUMBaHUA (Npyu onpeaeneHnn BA);
** _ NO3UTUBHBIA TECT CMeLIMBaHNA (Mpi onpeaenesnn BA); * — TTI mMoxeT 6bITb accoLumposaa ¢ CKB; # — [IBC MoxeT 6biTh

accoumnmnposaH ¢ KA®C.
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Tabnuua 5 OnddepeHumnanbHas gMarHocTKa nopaxxeHnsa KnanaHos cepaua
npu A®C, OPJ1 n nHDEKUMOHHOM 3HOOKAPANTE
Mpu3snaku A®C oPn MHeKLMOHHDIA 3HROKApANT
Jlnxopagka +- +- +
JleikoumTo3 - - +
CPb - - +
lMoces Kposu - - +
adJ + - -
IxoKI OndbdoysHoe unu nokanbHoe — OrpaHUyeHHOE YTOMLWEHMe KnanaHa OrpaHnyeHHble HanoXeHus
YTONLLEHNE CPEAHEN YacTL C BOBJIEYEHWNEM BEPXHEIA YaCTH, Ha npeJCcepAHON NOBEPXHOCTH,
CTBOPKW U ee OCHOBAHUA yTonuieHne xopabl U CnnsaHue, mnn aopTaan0|7|, unu npeacepaHo-
KanbuuuKaums Knanasa XKENyA04K0oBOW C paspbiBOM KnanaHa
Ta6nuua 6 Cxoxue nposisneHns A®C n OPJ1 [7]
Mpu3Haku OoPN AdC
[Jedopmaums knanaHos cepaua + +
Tuctonorus Awod-Tananaesckne rpaHynembl ®dubpos (konnarex V)
Jleyenue lMpoTe3npoBaxue KnanaHa [TpoTe3npoBaHme KnanaxHa
MopaxeHnune LIHC (xopes) + +
WNHdekums + Streptococcus pyogenes + Streptococcus pyogenes v ap.
MonekynsipHast MUMUKpUs + +

HmnbTpaumsa TKkaHen numdountTamm

Jkcnpeccus Monekyn agresvmn
AHTUTENA

+, BKMtovasi T, pearupytoLune
¢ M-npoTenHoM KneTku

HLA DR7+, DR53, DRB1*04, DQA1*03
[leno3uTbl KOMNNeMeHTa +
VCAM-I

K M-npotenHy n muosury, GIcNA,
NAMUHUHY, ﬁz-FI'H

+, BKMioyas T, pearupytoLume
¢ B

DRB4*0103(DR53), DM*0102
+
o, -VIHTerpuH

B,-TM1 K KapanonunuHy
1 NPOTPOMOWHY, aHHEKCUHY-V, M-npoTenHy

TpeOyeT UCKITIOUEHUS M CUCTEMHBIX BAaCKYJUTOB, a TaKXKe BTO-
PWYHBIX BaCKYJIUTOB Ha hoHe MHpeKIumii. [aHrpeHo3Hast 1o-
JIEPMUSI TAKKE YaCTO CITY>KUT KOXHBIM TTPOSIBICHUEM CUCTEM-
HBIX PEBMAaTUYECKUX 3a00JIeBaHUIA.

[TaTonorust xnamaHoB cepAua TpeOyeT MCKIIOYEHUS
nHbeKInoHHOoro sHaokapauta, OPJI. B ta6n. 5 u 6 npuse-
NIeHbl TPU3HAKM, BCTpEYAIOIIMECS TTPU ITUX 3a00IeBaHMSIX.
Kak BumHO, nmeercs psin cxoxkux npusHakoB. OPJI u AOC —
JBa 3a00JIeBaHUS CO CXOJHOW KIMHMUYECKON KapTUHOM.
ITyckoBbIM (haKTOpOM B 00OUX cllydasix SIBASIETCSI UH(eEK-
uus. Ilpu PJI nokazaH WUWHGEKUMOHHBIM areHT —
B-reMonUTUYEeCKUl CTPENTOKOKK Tpynmbl A (Streptococcus
pyogenes). MoJekyasspHass MUMUKPHUS MEXIy MHKPOOOM M
MOJIEKYJIaMM TKaHH cepilla OOBbACHSIET MeXaHU3M 3a00JieBa-
nus OPJI, mogo6HbIe MexaHU3MBI UMeloT MecTo u Tipu ADC.
Cpoku pa3BuTus 3a6oneBanus nocie uHbekuuu npu OPJI u
A®DC pasnbie. OPJI unnynupyercsi B iepBble 3 Hel Iocie
WHGULIMPOBAHUS, UMEETCSl YeTKas CBSI3b C MEPEHECEHHOM
CTPENTOKOKKOBOI MH(peKuueii, torna kKak mpu APC 60b-
IIMHCTBO CJydyaeB pa3BUBACTCS 110 MEXaHU3MY «yIap U Mpo-
Oer», T. €. pa3BUTUE 3a00JIeBaHUS OTCPOUYEHO BO BPEMEHHU.
XapakTep MopaxKeHUs KJIalaHOB CepAlla TaKXe pas3ivuyeH.
Ipu ADPC creHO3bl KJIallaHOB pa3BUBAIOTCS PEIKO W, B
OTJIMYME OT PEeBMATUUYECKOrO CTEHO3a, Y 3TUX OOJbHBIX, MO
HalllMM JAaHHBIM, HE OTMEYaJloCh CITasiHUSI KOMUCCYP, CyXe-
HUE OTBEPCTUSI 0OYCIOBIMBAIOCH OOJBITUMHU TPOMOOIHIO-
KapIuaJTbHBIMU HAJIOXEHUSIMH U AedopMaliieii CTBOPOK.
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Axyirepckast marosnoruss ADC Takxke TpebyeT J1aGopa-
TOPHOTO ITOATBEPXKIECHMS M MCKIIOYEHUs APYTUX MPUYMH
MOTepr 6EPEMEHHOCTH. DTO U TeHETUIECKIE TPOMOODUINY, 1
BOCTIAJINTEJIbHAS TTATOJIOTUS TIOJIOBBIX opraHoB. adJI moryr
BBISIBJISITLCS TIPY MH(MPEKIIMOHHBIX 3a00JIEBAaHUSX B HU3KUX WITA
CPEeIHUX MO3UTUBHBIX YPOBHSIX, a JUII MCKJIIOUEHHUsI CBSI3U C
nH@EKIMER HeoOXOAMMBI ITOBTOPHBIE MccaemoBaHus adJl
yepes 12 Hen [60].

B 3akmoueHue ciemyeT moguepkHyTh, utro APC — 370
AHTUTEJIOMHAYLIMPOBAHHEIA TPOMOO3, OCHOBOM TMAarHOCTUKU
KOTOPOTO HapsAy ¢ KIMHWUYECKUMH MPOSIBICHUSIMHU SBIISIETCS
o0s13aTesibHOE  HAJW4YMe  CEepPOJOTMYECKHMX MapKepoB.
Axyiepckyio natosoruio npu ADC cremyer paccMaTpUBaTh
KakK TpOMOOTHYeCKOe ocIoXHeHne. OQHOKpaTHOE UCCIenoBa-
Hue a®JI He MoO3BONSAET BepUDUIIMPOBATH WM HCKIIOUYHWTh
ADC.

Ilpo3paunocmo uccaedosanus

Hccaedosarue ne umeno cnoHcopckoil nodoepicku. Aemoput
Hecym HOAHYI0 OMBEeMCMEEeHHOCHb 3a NPeOOCMABACHUEe OKOHYA-
MenvHOU 8epcull pyKONucU @ nevams.

Jlexaapayus o punancoewvix u dpyaux 63aumoomHoueHUsX

Bce agmopui npunumanu yuacmue 6 pazpabomie KOHuenyuu
cmamou u 6 Hanucanuu pykonucu. OKonuamenvHas 6epcus pyko-
nucu 6vlaa odo6pena ecemu agmopamu. Aémopul He noayuaiu
20HOPAp 3a CMAMDBIO.
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Mporpamma HenpepbiBHOrO NOCNEAMNNOMHOro obpasoBaHna Bpavyed

Bonpocbl And CaMOKOHTPONA N0 TEME NEKLUU

1. B kakoii kareropuu 6oJbHBIX Yalle BcTpevaercss ADC?
A. 'Y oXuIbIX

B. VY nereit

B. ¥ myxuuH

T. Y XeHluH penpoaykKTUBHOTO BO3pacTa

2. Kakoii u3 06eJ1KOB KpOBHU SIBJISIETCSI HAU0OJIee YacThIM

koakTopoM ADJI? (BO3MOXKHO 0oJiee OMHOTO OTBETA)
A. TporpomMbUH-DochaTuanICEpIITOBBI KOMIUTEKC
B. IIporenn C

B. B,-T'TI xpoBu

I. [enapun

3. Kakoii MexaHU3M SIBJISICTCSI OCHOBHBIM B IIPOABIICHUN

akymrepckoit matoioruu APC?

A. TpomboTHUECKUIA

B. UMMyHOOIOCpeI0BaHHbII

B. TpombGoTHYeCKUit 1 UMMYHOOTIOCPEIOBAHHbBIM

4. K xakomy Buny Tpombodunuit ornHocutcss ADC?

A. TeHeTnUeckasg
B. INpuobpereHHas

5. Kakue reHeTuueckue (baKTOpr MOTryT UMETb 3HAYCHUE B

pelBax TpoM0030B?

A. Anjiesiv T1aBHOTO KOMILJIEKCa THCTOCOBMECTUMOCTHU
B. ITonumopdusm pelenTopoB UMMYHOIJIOOYIMHA
(Fc-gamma RIIA)

B. Myranus B V ¢gakTope cBepThiBaHusa KpoBu (Leiden)

6. Kakue KTMHUYeCKHe NPOABJICHUA OTHOCATCA K

MarHOCTUYEeCKUM Kputepusm ADC?

A. Dputema CKyJIoBOIi 00JacTh

b. [emartonornueckue HapyleHuUst

B. [lopaxeHue nouek

I. PeumnuBupytoiiye TpoMO03bl apTepUAIbHON JIOKATU3aLUKA
JI. PermmuBupylorie TpoMO03bl apTepraabHbIe 1/ WITH
BEHO3HbIE

7. Kakue KIMHu4ecKue MPOABJICHUA OTHOCATCA K

nmoctoBepHoMy ADC?

A. ®oToceHCHOMIM3AIST

B. IlomepynoHedput

B. OnuH snu3oa MeAUMLIMHCKOTO abopra
T. ®ne6oTpoM0O03 IITyOOKMX BEH TOJICHEH

8.

10.

11.

Kakue ayroaHnTuTena sSIBISIIOTCS CEPOJOTUYECKUMU
Mapkepamu goctoBepHoro AOC?

A. AnTutena X HatuBHoi JJHK

B. AuTHHYKIT€apHBIi hakTop

B. AnTHUTeNa K KapAUOJUITUHY

I'. AHTHTENA K IUTOIUIa3Me HEUTPO(UIIOB

Kakue nposiBjieHus1 OTHOCATCS K aKyIIEpCKOii MaTOJIOTUU
ADC?

A. MenumuHckuit abopt

Bb. OnuH cnyyail cnoHTaHHOTO abopTa

B. DHgomeTpur

I'. BHyTpuyTpoOHast rudensb roaa rnocie 10 Hen recrauuu
TPY OTCYTCTBUM TMHEKOJIOTMYECKON MATOJIOTUU U
XPOMOCOMHBIX HapyIIeHUH

Ha npueme xeHiyHa 47 jiet, 6ecroKosT 00JIU B CycTaBax
KUCTEeH U CTOM, MJIeYeBbIX cycTaBax. M3 aHamHe3a: 601 B
cycraBax ¢ 10 JieT, craBujics IMarHo3 peBMaTu3Ma,
ycusieHue 6oJieii B cycTaBax B IOCAEIHUE 5 JIET,
ocTpoda3oBbie TOKA3aTeIM HUKOTIA HE TIOBBIIIAJICH,
TIPUITYXaHWS U TIOKPacHEeHUsT cycTaBoB He 6bi10. B 2000 1
TepeHecsia OCTpoe HapyllieHe MO3TOBOTO
KpOoBooOpaleH!s B 6acceifHe mpaBoil CpeTHEMO3TOBOMI
apTepuu, C ITOTrO Ke BpeMEHU Pa3BUIMCh
SMWIENTUYECKUE MMPUCTYIIBI OT OOJIBIINX SMUICTITUIECKUX
MPUIAAKOB 0 NITUMAaJIEH, TTOJyJaeT MPOTUBOCYIOPOXKHYIO
Tepanuio, HabIonaeTcs y ruIenTonora. B aHamHese nBe
0GepeMEeHHOCTH, TBOE€ CPOYHBIX POIOB, OEpeMEHHOCTH
npotekanu 6e3 marosoruu. [Ipn ocMoTpe: HOPpMaJIBHOTO
nuTaHus (Macca Tena 57 kr, poct 160 ¢M), cMHIPOM
3aIISICTHOTO KaHaJla CIIpaBa, TUIeYeIonaToYHbIi
nepuaptpurt, y3eaku [ebepnena. Mmerores
MHTEJICKTYaJIbHO-MHECTUYECKUE HApYIICHMS.
NmmyHOOTHYECKUX HApyIIEHWI B KPOBU TIPU
o0ciieioBaHUU He BbIsIBJIeHO. KakoB HauboJee
BEPOSITHBIN TMarHo3 U3 peBMaTUYeCKUX 3a001eBaHMI?

A. ADC

b. CKB

B. PeBMarouaHblil apTpuT

I'. OcreoapTpo3 pacnpocTpaHeHHbIN

Y GospHOTO ¢ TeHepaaTn30BaHHBIM IPEBOBUIHBIM JIMBEIO
Ha KOXHBIX MTOKPOBaxX Mpu 00CIeJ0OBAHUY BbISIBIEHbBI
JIOXKHOTIO3UTHBHAs peakiusi Baccepmana u
BBICOKOTIO3UTUBHBIN BA. Kakoit muartos rnpaBomepeH B
JIAaHHOM cJlydae?

A. CKB

B. Cudunuc

B. locroBepHbiit ADC

I'. ad®JI-acconnnpoBaHHOE CETYATOE JTUBEIO

Omeemvt — Ha c. 78
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