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MpoBeaeHo nccrnepoBaHue s2 cemelt 6onbHbIX aHTMdOoCchoNMNUAHBIM cuHapomom (APC). AGC vaule aunarHo-
CTUpOBarncs y POACTBEHHWKOB MEPBON CTEMeHW poAacTBa M Yy XeHwwuH. Manble nposiBneHuss A®C obHapyxeHbl y
NONOBWHbI POACTBEHHMKOB, BOMYAHOYHbIA aHTUKoarynsHT (BA) — y Tpetn u3 Hux. MNpu Hanuuun APC B cemeinHom
aHaMHese, Manbix nposieneHun APC n (nnm) BA Bo3MoxHO BbigeneHve npe-A®PC n npoBefeHWe NEPBUYHON NpoO-

UnaKkTUKM TPOMBO30B.

KnioueBble cnoBa: aHTudocdonunuaHeli cuHapom, npe-A®PC, cemeiHbIn aHamHes.

The investigation of 82 families of patients with antiphospholipid syndrome (APS) was performed. APS was diagnosed in 1%-degree relatives and woman

more frequently. Minor features of APS were revealed in half of relatives, lupus anticoagulant (LA) — in a third of them. If person has APS in family

anamnesis, minor features of APS or (and) LA, pre-APS can be diagnosed and primary prevention of thrombosis can be conducted.
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BeepeHue

AHTUdocdhonunuaHbii cnHapom (APC), Bnep-
Bble OMUCAHHbIA G. Hughes M COABT. B 1986 . [11],
npeactaBnseT cobon npuobpeTeHHyt Tpombodu-
nuo, NpuM  KOTOpoW npoucxogut obpas3oBaHue
aytoaHTMTen K pasnuyHbeiM docdonunugam u
docdonunuaceasbiBaowmm  Genkam [13, 21]. Co-
rMacHO COBPEMEHHBIM KacCUUKALMOHHBIM  KpU-
TEpUAM [14], Y nauueHta c pJocTtoBepHbiMm APC
OOMKHbl HabnogaTbCA BEHO3HbIE U (UMW) apTepU-
anbHble TPoOMOO3bl U (UMW) akylepckasi naTono-
s (NPenMyLLEeCTBEHHO NPUBbLIYHOE HEBbIHALLMBA-
Hne 6epemMeHHOCTM) B COYeTaHWn C NepcUcTeHuUMn-
e aHTudpochonunuaHbix aHtuten (AdPJ1) — Bon-
YaHOYHOro aHTukoarynaHta (BA), aHTuTen k kap-
avonunuHy (AKIT) 1 B,-rmmMKonpoTeunHy I.

Hapsgy ¢ ocHOBHbIMM npu3Hakamun APC —
Tpombo3zamn un All BblAENAT OOMNOMAHUTENbHbIE,
unu  Manble: ceTyaToe NMBedo,  MopaKeHue

KnanaHHoOro annaparta cepgua, Tpoduyeckue s3Bbl,
HeBpOMormyeckme MNposSIBNEHUS (MUIPEHb, 3nunen-
TUYECKUA CUHOPOM, XOpesd, MOMEPEeYHbId MUENUT),
TPOMOOLIMTONEHNIO U TEMOSIMTUYECKYID aHEMUIO [8—
10]. XOTs accouuauma AaHHbIX HapyweHui ¢ ADC
N3BECTHA, UX BKIIOYEHUE B KPUTEPUN OOCTOBEPHO-
ro A®C MOXeT NpMBECTU K CHWKEHMWIO OMarHOCTM-
yeckon cneymnyHocTn nocnegHux [14]. [MporHo-
CTUYeckas pofb HeKpUTepuanbHbIX MPOSBMEHWUN B
pa3sutun APC oKoHYaTemnbHO He sicHa. Bblgene-
HMe BEpPOSITHOrO M BO3MOXHOro BapuaHtoB A®C c
NPUMEHEHMEM YKa3aHHbIX MPU3HAKOB MOXET ObITb
nonesHo ansa 6onee paHHelr AMArHOCTUKUM CUHAPO-
Ma [2, 17]. OgHako cemeliHble uccnegosaHna APC
HEMHOIOYMCIEHHbI, U PacnpoOCTPaHEHHOCTb MaribIxX
nposiBreHni B ceMbsix 6onbHbix APC He n3yyeHa.
Kpome Toro, TpebytoT yTOYHEHUS M cucTemaTm3a-
UMM aaHHble O dhopmax HacnegoBaHWUst U pacnpo-
cTpaHeHHocTn A®J1, ADPC cpeanm poaCTBEHHMKOB
OONbHbIX, B3aMMOCBSA3M CEMENHOr0 aHamHesa ¢
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TeyeHmem ADC y npobaHpga.
Llenb HacTosilel paboTel — cemenHoe ucchne-
AoBaHWe aHTU(OCHONUNMAHOIO CUHOPOMA.

Matepuan u MmeToAbl

lMpoBegeHo uccnepgoBaHMe cemen 82 BOSbHbIX
A®C. CpegHuii Bo3pacT OOfbHbIX COCTaBWI
(47,2 £ 12,1) Toga (OT 16 OO 73 NeT), nNpeobnaganu
YKEHLLMHbI: COOTHOLUEHUE MYXYUH U XKEHLUMH 1 : 10,7
cooTBeTCcTBEHHO. ADC amarHocTupoBancs cornac-
HO KNacCUMUKALMOHHBIM KPUTEPUSIM S. Miyakis U CO-
aBT. [14]. OCHOBHble BapuaHTbl CepaeyvyHO-Ccocyan-
cto natonormm y GonbHbix A®PC  BkoYanm
OCTpbI UHapkT Muokapga (UM) (9 yenosek,
11%), TPOMBONedbUT BEPXHUX (HWKHMX) KOHEYHO-
CTeN (23 4ernoBeka, 28%), TPOMOO3 rnybokux BeH
(7 YenoBeK, 8,5%), JIErOYHYI TMNEePTEH3ND (20 Ye-
noBek, 25%) W 3MBOMMI0 (10 YenoBeK, 12%), WH-
dapkT nerkMx (4 YernoBeka, 5%), MOpaXeHue
KnanaHoB cepgua (YyTOrnweHue, YNNoTHEHNE, CKIe-
po3 CTBOPOK, HebakTepuanbHbI TPOMOOTUYECKMIA
SHAOKAPAMWT, KnanaHHas OUCHYHKUUSA pasnnyHom
CTEMEHN) (60 YeroBeK, 73%). K nopakeHuto HepB-
HOW CUCTEMbl OTHOCWMITUCb MWIPEHb W MUIpEHe-
nogoOHble rONoBHbIE GONM (49 YENOBEK, 60%),
TPaAH3UTOPHbIE MWLUEMUYECKME aTaku (14 YemnOoBeK,
17%), WLWIEMUYECKME WHCYNbTbl (15 YENOBEK, 18%),
peako  OMarHoCTMpoBanuMCb  NCEBAOPACCESHHbIN
cknepo3 u TpombBO3 CUHYCOB TBEPAON MO3roBOW
obonoykn (4 Yenoseka, s5%). Haubonee pacnpo-
CTPaHEHHbIM KOXHbIM MposiBNeHMeM ObIno ceTya-
TOe NMBEAO (64 4YernoBeka, 78%). PasnuuHble dop-
Mbl aKyLLEPCKOW MNaTonornM (NpenmyLLecTBEHHO
NpWBbIYHOE HeBblHaLLMBaHWe GepemMeHHOCTH)
BCTpeYanicb NpubnmnsnMTensHo y TPeTU NauueHTOK.

MpucytctBue BA B nnasme KkpoBwu onpenens-
nocb MO YANMHEHUIO BPEMEHM CBEPTLIBAHWUS KPOBU
B ocdhonMnuasaBUCUMbIX  KOArynsauMoHHbIX Te-
CcTax cornacHo pekomeHaumsm MexayHapoaHoro
obuectea TpombO30B M remocTtasa [4, 24]. [lono-
XutenbHbli BA onpegensnca y es (83%) OOMNbHbIX
A®C. Onpegenenune AKIT 1gG/igv B CbIBOPOTKE KPO-
B/ MPOBOAMIIOCH CTaHAAPTHbIM UMMYHO(EPMEHT-
HbIM METOAOM [6] B €OUHMLAX GPL/MPL; AWArHOCTM-
YecKM 3Ha4YUMbIM cuuTanca TUTp Gonee 40 GPL/MPL.
AHTUTENna K KapaumonunuHy oBHapyxuBanucb B

ONarHoCcTUYECKM 3HAYMMOM TUTPE Yy 30  (36,6%)
GonbHbIX. Y 32 (39%) 4YenoBek OBGHapyxuBanacb
TPOMOOLMTOMNEHUS (MEHEE 120 ThIC. B 1 MKI).

MepuyHbin ADC (MAPC) Bbin gnarHoCcTUpo-
BaH Yy 45 (55%) MNauUMeHTOB, BTOpWYHbIN APC
(BA®C) — y 37 (45%). 3aboneBaHus, accouumpo-
BaHHble ¢ A®C, npun BAPC BknOYanNu CUCTEMHYHO
KpacHyto Bon4daHky (CKB) (26 yenosek), cmellaH-
Hoe 3aboneBaHue COEOUHUTENbHOW TKaHW (8 Ye-
noBek), pesmatongHeli aptput (PA) (1 4yenosek),
AHKMINO3MPYIOLWMIA  CMIOHOUIOAPTPUT (1 YeErOBeK),
CUHOPOM Charg-Strauss (1 Y€JIOBEK).

B otnnuve oT gpyrux MynbTUakTopmanbHbIX
3aboneBaHuii npu APC oTCyTCTBYET pasgeneHue
Ha CcTeneHw, cTaguu, QYHKUMOHArbHbIE KNacehl,
cybknuHnyeckne n MaHudectHble OopMbl U Tak
danee, 4yTo 3aTpygHsieT oObeKTMBM3aumMilo K aHa-
N3 [OaHHbIX, KacaloUXCs B3aMMOCBS3M TeYeHUs
ADC c 0cOBEHHOCTSIMM CEMEWHOro aHamHesa. Tem
He MeHee [ONs M3YyYeHUs B3aMMOCBSA3N TSKECTU
A®DC c pasnuuHbiMKM hakTamm CEMENHOro aHaMHe-
32 N BblAENEeHMs MPOrHOCTUYECKNX MapKepoB He-
onaronpuaTtHoro TeyeHnss A®C Obina yCnoBHO Bbl-
JeneHa noArpynna (43 YenoBeka) C TAXKEmNbIM
TEYEHMEM CUHOPOMA, KOTOPOE XapakTepu3oBarocb
Kak Hanuuve y nauueHta TPoMOO30B HECKONbKUX
TUMNOB (Hanpumep, apTepuanbHblil U1 BEHO3HbIN) ©
nokanusauun (Hanpumep, Ccocyabl LUeHTpanbHOWn
HEepPBHOW CUCTEMbI W  KOPOHapHble  COCyAdbl)
U (MK) peunanBupoBaHMe TPOMOOTUYECKUX Hapy-
LLIEHWHA.

Bcem naumeHTam npoBOAMMUCH OOLLEKIMHMYE-
ckne, nabopaTopHble, (OYHKLUMOHAmNbHbIE U WHCTPY-
MeHTanbHble MeTodbl uccrnegosaHusi. CemenHoe mnc-
crefoBaHWe BKHOYaNo aHanuM3 pPOAOCHIOBHbLIX U
TNINYHBIN OCMOTP POACTBEHHMKOB BonbHbIX APC. O6-
LLee 4YnCno POACTBEHHMKOB B POOOCMOBHBIX COCTa-
BUIIO 615 YENOBEK, CPEAHEE YMCIO MOKONEHNA B PO-
OOCMOBHOW — 3,4, CPEAHEE 4YUCIO POOCTBEHHUKOB B
pPOAOCNOBHON ogHOro npobanga — (7,6 * 3,0) Yeno-
Beka. K nepBoi cTeneHn KpPOBHOMO POACTBA OTHOCU-
nMCb poauTenu, Oetn, cubebl, KO BTOPON CTEMEHU —
Os01, TeTn, MNEMSIHHUKK, MneMsiHHMUbl, 6abyLwikn,
OeLyLIKN, BHYKW, NONycubCbl, K TPETbEN CTENEHU —
ABOIOPOAHbIE CUMBCHI (Ky3eHbl). O poacTBEeHHMKax
Oblna nomnyyeHa cnegywuwaa uHdopmaumsa: cre-
neHb poAacTBa C nNpobaHAoMm, MOM, rog poXOeHus
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(MU  BO3pacT CMEepPTW), HanMyne ayTOMMMYHHbIX
3abonesanuii (AN3), B Tom uncne APC, akywep-
CKOM naTonoruun, cepaedHo-cocyaucTbix 3abonesa-
Hun (CC3) (nwemmyeckas bonesHb cepgua, vwe-
MWUYECKUIN MHCYIBbT, TPOMOOSMOBONNA neroyHon ap-
Tepumn, Tpombodnebut mn Tpombo3 rnyboKMx BEH,
apTepuanbHas runepTeHsnsi), BO3pacT WX BO3HMUK-
HoBeHusi. K paHHum CC3 oTHOCMnM crydan ux
BO3HUKHOBEHNA B BO3pacTe He Oojee 55 NeT.

Bbino obcrnenoBaHO 46 4YenoOBEK, KOTOpble SAB-
NAnMCcb  poaCTBEHHMKaMM 26 OombHbIX  APC: 37
(80,4%) YEriOBEK MEpBOM CTeMneHn poacTBa M 9
(19,6%) YeNoBEK BTOPOKM cTeneHu popcTtea. CpegHun
BO3pacT (29,5 * 16,4) roga (OT 12 OO 60 FeT), CoOT-
HOLUEHNE MY>XYMH W KEHLUMH 1: 2,3 COOTBETCTBEHHO,
OnMTenbHOCTb HabnwogeHns — 4 roga. WMsydeHue
ManbIX MPU3HaKOB (ceTyaToe nMBEAO, MWMPEHB,
KnanaHHas natonorus cepgua, TPoMOOUMUTONEHMWS)
n nccnegosanve BA npoBoaunvch TOMbKO B AaH-
HOW rpynne poacTBeHHWKoB. LlenecoobpasHocTb
BblAENEHNsT YKa3aHHOW rpynnbl CBsi3aHa C HeOobXo-
ONMOCTBIO  JIMYHOrO OCMOTpa Ans  KOHCTaTauum
OonbLlUMHCTBA Manbix nposieneHuin. MHgpopmaums
00 ocTanbHbIX POACTBEHHMKaX Obina nonyyYyeHa
npu paccnpoce npobaHaoB, TernedOHHOM ornpoce
POACTBEHHUKOB UM aHanu3e COOTBETCTBYIOLLEN Me-
OVLMHCKOW [OOKYMEHTauuu.

[loCTOBEPHOCTb  pasnuuuin  mexgy rpynnamm
onpegenanu ¢ nomoubio t-kputepus CTblogeHTa.
Ons cratuctudeckon obpaboTkM pesynbTaToB Tak-
Xe npuMmeHsanacb norucTuyeckasl perpeccusti C
OLlEHKOW MHAEKCa LUAHCOB OR U YYEeTOM 95%-F0 [0-
BEPUTENBHOrO MHTEpBana ci B O4HOBapWaHTHOW U
MyHbTMBapMaHTHOVI MOOEeNAX (SPSS for Windows Release
11.5.0).

Pe3synbTtathbl M 06CyKaeHUE

Cpean BCex pOACTBEHHMKOB, BKIMOYEHHbIX B
POAOCNOBHbIE, ayTOMMMYHHOW NaTonornen crpagja-
n 7,3%. HacnegcTBeHHbIA aHaMHE3, OTArOLLEHHbIN
no ayTOMMMYyHHbIM 3aboneBaHuaAM, WMenu 25
G6onbHbIX APC (30,5%), MpU 3TOM B CEMbSX 11 U3
HUX UMeNocb 2 BOMbHBIX KAKOM-NMMOO ayTOMMMYyH-
HOW natonorver. Hambonee pacnpocTpaHeHHbIM
AUB cpeamn poactBeHHukoB Obina CKB. Bce AUS
Moyt B 2 pasa vawe BCTpevanuCb Y XEHLUMH
(COOTHOLWIEHME MYXYUH W XKEHLUH 1:1,9 COOTBET-

JKchepuMeHmMasibHble U KJIUHUYeCcKue uccnedosaHusa

CTBEHHO) W POACTBEHHMKOB MEPBON  CTENEHMU
poAcTBa (COOTHOLUEHWE POACTBEHHUKOB MEPBOW,
BTOPOW M TpPeTben NNHWUM POACTBA 37 :7:1 COOT-
BETCTBEHHO) (Tabn. 1).

HocTtoBepHbin A®C Obin guarHOCTUpOBaH y 7
YenoBeK — POACTBEHHMKOB MNEPBON  CTEMNeHu
poactea. Camol 4YacTto OpMOl BHYTPUCEMENHOMN
3aboneBaemocTn Obina nmapa maTtb M [OYb UK
MaTb U CbiH, rae APC BcTpeyancs COOTBETCTBEH-
HO B 4 u 1 cnyydae. B 2 cnyvasax A®C guarHoctu-
poBancs B nape cectpa u cectpa. Y OOnbHbIX U
poacTtBeHHMKoB ¢ A®C B 4 cnydasx Habnoganocb
coBrageHve Tuna Tpombo3a.

ADC Obin 3anofo3peH Y 26 POACTBEHHMKOB Ha
ocHoBaHuM paHHux CC3 n akywepckoin natonoruu
(28 cnyyaeB). Ceponoruyeckas BepudpUKalyms
anarHosa A®C He npoBogunacb y AaHHOW Tpymnnbl
POACTBEHHMKOB BBMAY pasfMYHbIX MpPUYMH (OTAa-
NEHHOCTb MPOXWBaHUS, CMEPTb POACTBEHHMKA W
ap.). PaHHuin nHdapkT mMuokapaa nepeHecnu 13 ye-
NOBEK (10 MYXXYMH W 3 XEHLUHbl) B CPeaHEeM BO3-
pacte (44,0 + 8,1) roga (Tabn. 2) ¢ netanbHbIM UC-
XoooMm B 2 crnyyasx. Mwemuuyeckue WHCYNbTbl Ha-
Gnoganncb B BO3pacTe (47,7 + 6,6) roga y 8 4eno-
BEK, 4 M3 KOTOPbIX ObIMM MY>X4YMHBI. JleTanbHbIA KC-
X0 Takke oTMevancs y 2 yenosek. MaTb ogHon u3
NaumMeHToK MepeHecna MeseHTepuarnbHbli Tpomb60o3
B 49 NET, OPYron nauneHTkn — Tpomboambonuio ne-
rOMHOM apTepum B 31 roA, TPeTbel MauUeHTKn —
TpoM0b03 rnyboknx BEH Ta3a B 46 NET. Y OBYX XKEH-
WKMH Habnioganock Gonee Tpex anNM3ofoB Mnocre-
JoBaTeNbHO Pa3BMBLUMXCS CMOHTaHHbIX abopTa [o
10 Hefy BEPEeMEHHOCTU C UCKIIOYEHMEM aHaTOMU4e-
CKUX, TOPMOHAmNbHbIX HapyLEeHUA W Opyrux npu-
UYMH; ¥ TPEX XEHLUMH — OAMH 3anu3od rmbenn mop-
cdonormyeckn HoOpManbHOro nnoga B 14, 22 W
24 He GepeMeHHoCTW.

Mpn obGcnegoBaHUM POACTBEHHUKOB BOMbHBLIX
A®C ceTuaToe nuMBeOoO BCTpeYanocb B 58,7% Cy-
YaeB (y 27 W3 46 YENOBEK), MUTPEHb N MUTPEHE-
NnoaobHble ronoBHble OONM — B 47,8% (22 YenoBe-
Ka), KnanaHHad natonorns cepgua (ynnoTHeHue
CTBOPOK MMWTparbHOro KnanaHa ¢ MWHUManbHOM
KnanaHHoOn AUCKYHKUMER) — B 28,3% (13 YENOBEK),
yMepeHHasi TpoOMOOLMTONEHNs, a TaKkkKe anunenTu-
YECKUA CUHAPOM M OOMOPOKM — B 13% (6 YENIOBEK).
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Tabnuuya 1
AyTOMMMYHHasa NaTosorua y poACcTBEHHMKOB 60J1bHbIX ADC
K . 3aboneBaHne "
uTepuii Toro
puTep AGC | CKB [ PA| PeA |5 | 6P | YN [ BA | AUT
MepBas creneHb pofcTsa, yeno-| 7 9 2 4 2 1 1 6 5 37
BeK
M 1 1 — 2 2 1 1 2 — 10
XK 6 8 2 2 — — — 4 5 27
Btopasi cteneHb poactea, yeno-| — 2 1 2 - - - = — 7
BEK
M — 2 1 2 - — - — — 5
XK — — — — — — — 2 — 2
TpeTbs cTeneHb poAacTBa, Yeno- - 1 - - - - - = - 1
BEK
M — _ _ _ - - - _ _
XK — 1 — — - — - — — 1

MpumeyaHue. APC — aHTudochonmnuaHbii cuHgpom, CKB — cuctemHas kpacHas Bon-

YaHKa,

PA — peBmatongHbli apTput, PeA — peakTuBHbIi apTpuT, BB — GonesHb Bextepesa, BP — 6o0-
nesHb PeiHo, Yl — y3enkoBbii nepuapTepunT, BA — GpoHxuanbHaa actma, AUT — ayToummyH-

HbI TMpeonauT, M — MYX4YUHbI, X — XXEHLUUHbI.

Tabnuuya 2

PaHHKe TpoM603bl M aKyLlepCKasa NaTosiormsa y poaCTBEHHUKOB 60/1bHbIX ADC

Matonoruna
Kputepuii OcTpblii Mwemunyecknn AkyLuepckas Opyrve Wtoro
MM WHCYNbT narosnorus TpoMGO3bl

MepBas cTeneHb poacTea, 4ve- 9 5 5 3 22
noBeK

M 7 3 - - 10

K 2 2 5 3 12
BTopasi cteneHb poactsa, ue- 4 2 — — 6
oBeK

M 3 1 — — 4

K 1 1 b - 2

MpumeyaHune. UM — nHdapkT Muokapaa.

Kpome TOro, y 28,3% (13 4YenoBeK) POACTBEHHWKOB
Habnoganuce npusHaku cuHgpoma PeriHo, y 1% (5
yernosek) TPOMOOMNEBUT HMXHUX KOHeyHocTen. Y
18,8% XEHLMH
(6 YernoBeK) B aHamMHe3e WMenuCb OfHOKpaTHble
BblKMOBILUM HA paHHUX Ccpokax OepemeHHocTn. Y
30,4% OOCINeOoOBaHHbIX (14 YEeroBeK) OTMEeYanucb Ho-
COBble KpOBOTEYEHWS, neTexuarbHble BbIChbiNaHus u
BGecnpuynHHoe 0bpasoBaHME SKXMMO30B, @ Y 4,4% (2
4YenoBeK) — IVHeWHble NnogHorTeBble remopparun. B
LenomMm OTAenbHble Manble MpuU3HakM U KX coyeTa-
HWS BCTpeYanucb B MONOBUHE Cryyaes.
CpaBHUTenNbHas XxapakTepucTvka 4acToTbl Ma-
nbix nposerneHun APC y poacTBEHHUKOB O0MbHbIX
nepsuyHo u BTOpUYHON chopmamn APC He Bbl-

AIBUNA CYLLECTBEHHbLIX pasfnyuii, Kpome KranaH-
HOM naTomnorun, Kotopasi CTaTUCTUYECKM 3HAYMMO
Yalwle BCTpedvanacb NpW HacnefCcTBEHHOW OTSAro-
weHHoctT no BA®C (p < 0,05) (Tabn. 3).

Tabnuuya 3
CpaBHMTE/IbHasA XapaKTepMCTMKa YacTOTbl MaJibiX MPU3HAKOB

ADC
Yy PoACTBEHHUKOB 60/1bHbIX NMADC (16 yenosek) u BAOC (30
Yyesl0BEK)
PoacTBeHHUKUPOACTBEHHMKN
- O0nbHbIX 60nbHbIX
Manbii npusHak MNAGC BAGC t p
A6e. | A6e. |
CeT"IaTOG nmneBeno 10 62,5 17 56,7 0,38 0,71
MurpeHb 8 50,0 14 46,7 0,22 0,83
KnanaHHas natonorus 1 6,25 12 40,0 2,42 0,02%
Femopparmyeckuii CuH-
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OPOMx % 6 37,5 9 30,0 0,52 0,61
MpuaHakn cuHgpoma
PelHo 5 31,3 8 26,7 0,33 0,75

OnunenTu4eckuin CuH- 1 6,25 2 6,7 0,06 0,96
Apom
CuHKonarnbHble coctosi-| o 0 2 6,7 1,06 0,30
HUs

TpomGouunToneHus 1 6,25 5 16,7 1,0 0,22

» CTatuctuyeckm AOCTOBEPHbIE pa3nnyna npu p < 0,0s.

** KpOBOTOHI/IBOCTb neTexmanbHO-NATHUCTOIo Tuna.

BA oOHapyxwuBanca y 21 (80,7%) 60nbHOro
ADC n y 18 (39,1%) POACTBEHHUKOB. [Npn aTtom u3
35 POACTBEHHMKOB BA-M0O3UTUBHBLIX OGOnbHbIX BA
Obin HaWdeH y 17, YTO COCTaBWUINO 48,5%, TOrga Kak
cpean 11 pOACTBEHHUKOB BA-HeratmBHbIX OOMbHbIX
A®C BA BbLISBRANCS TOMbKO Y 1 (9,1%) 4YerioBeka
(p < 0,05). B T1abn. 4 npegcraBneHo pacnpegene-
HMe vacTtoTbl BA cpean pooCTBEHHUKOB B 3aBWCM-
MocTu OT dopmbl HacnepoBaHus. ObpaljaeT Ha
cebs BHMMaHue Hambornbllas 4vactoTa obHapyxe-
HMS BA 'y pOACTBEHHMKOB NEpBON  CTEMNeHu
poAacTeBa, ocobeHHO B nape mMaTb W CbiH.

Tabnwuuya 4
PacnpepeneHue yacToTbl 06HapyeHua BA B 3aBMCMMOCTHM OT
¢opmbl HacnefoBaHUA

dopma Hacnegosa- BonyaHo4HbIN aHTUKOarynsHT
Yucno nap

Hus AGC. | %
MaTtb n goub 15 5 33,3
Matb u cbiH 13 8 61,5
CecTtpa 1 cecTtpa 9 4 44,4
TeTa n nnemMsHHMLA 7 1 14,3
Babywka n BHy4Yka 2 0 0

Mpn cpaBHEHWM YacTOTbl MarnbiX MPU3HAKOB
A®C y BA-noautumeHblx ©n  BA-HeraTuBHbIX
POACTBEHHMKOB OKas3anocb, 4TO €OUHCTBEHHbIM
MPU3HAKOM, KOTOpPbIA  CTATUCTUYECKM  3HAYMMO
yawle oOHapyxmBancs y BA-No3vMTMBHBIX nuu,
Obina TpombounToneHus.

Bcem nuuam ¢ nonoxurtenbHbIMKM pesynbTata-
Mu onpefeneHus BA n (unn) manbiMu npusHaka-
Mn A®C npoBoaunacb nepsudHas npodunakTuka
Tpomb6o3oB. OHa BkNOYana pekomeHgauum no
yCTpPaHeHUO OpyrMx akTopoB pucka Tpomb6oo6-
pa3oBaHUS (KypeHue, OXUPeHWe, MNpPUEM T[OpPMO-
HamnbHbIX  KOHTPaUEenTMBOB), MEAMKaMEHTO3HYIO
KOPPEKLMIO BbISIBMIIEMbIX HApPYLWIEHUA B CUCTEME
remocTasa (gesarperaHtbl, cynogekcug, HW3KOMO-
nekynsipHble renapuHbl). B TeyeHne nepuopa Ha-
onogeHus 3a poacTBeHHMKaMy 6onbHbiX ADPC Hu

JKchepuMeHmMasibHble U KJIUHUYeCcKue uccnedosaHusa

y OOHOrO M3 HWX He pasBUNIUCL TpoMOOTU4YecKkue
OCINOXHEHWS.

[Ona oueHKn B3aMMOCBA3N THKECTU TeyeHus
A®DC c otgenbHbIMM hakTaMn CeMEVHOro aHaMmHesa
Oblny BblAenNeHbl NSATb Noarpynn npobaHaoB: MMeR-
lMe pPOACTBEHHUKOB (HE3aBUCMMO OT CTerneHn
poactea) ¢ goctoBepHbiM APC, ¢ paHHMMU TPOM-
003amMK, C paHHUMK TpombBo3amMu U MNPUBBLIYHBLIM
HeBblHalLMBaHNEM 6epeMeHHOCTU, ¢ Tpombo3amu
B BO3pacTe cTapwle ss net M ¢ nobbimm CC3. B
cemMbsAX OOMbHbIX C TskenbiM TeyeHuem APC
Yalle BCTpedanucb nvua, cTpagawlime pasHoob-
pasHonW cepAeyvyHO-COoCyaAMCTON naTtonoruei [
nepeHecwmne TPOMOO3bl B MOMOAOM UM CpedHEM
BO3pacTe: COOTBETCTBEHHO, B 86,1 W 27,9% ClydaeB
B CeMbsiX OOMbHbIX C TshkenbiM TedyeHnem APC u
B 66,7 U 10,3% Clly4aeB B CEMbsX OONbHbIX C HETSA-
xenbim TevyeHnem APC (p < 0,05). lNo pesynbTa-
TaM JOrMCTUYECKOro pPErpecCUoHHOro aHanuaa
Hannune CC3 cpeouM pOACTBEHHUKOB OOMbHbIX
OblNO AOCTOBEPHO accouuupoBaHO C Hebnaro-
npuaTHbIM TedyeHnem ADC: orR = 0,32 (95%-W CI 0,11
—0,97; P < 0,05) B OOHO- U MYyNbTUBApPUAHTHOW MO-
pensix.

HacnegctBeHHbI aHaMHE3, OTArOLWEHHLIN Mo
AN3, nvenn okono TpeTn npobaHgos. [Opyrve uc-
crnepoBaTeny Takke OTMeYanu arperaumio ayTonm-
MYHHOIM naTtonorum B cembsx 6ombHbiX ADC [19, 22,
23], YTO MOXET yKasblBaTb Ha Hanuume obLuero re-
HeTu4eckoro gedekta ana mHorux A3, KoTopbin
npeanonoXxun r.c. Amet 0onee 20 net Hasag [3]. B
nccnegosaHun cemenHoro [MA®C, BbINONIHEHHOM
N. Goel U CO@BT., HAaNUUMe PEeBMAaTONIOrMYecKon naTo-
NOTMN Y YNIEHOB CEMbW Hapsdy ceTvyaTbiM NMBEAO,
KnanaHHOW naTorforven, S3Bamuv HOM, MUIPEHbIO U
OPYrMMX NPOSIBNEHNSIMUA paccMaTpuBanocb Kak Ma-
nbin npusHak APC [7]. J.C. Pete TaKKe npeanaran
BKIMIOUUTL  HACMEACTBEHHYIO  OTArOLLEHHOCTb MO
CKB unu A®C B manble npusHakn ADPC, yto noa-
yepkmBaeT 6GonbWwKNA  PUCK BO3HMKHOBEHUA ADPC
Cpean POACTBEHHMKOB TakUX GOMbHbLIX [16].

Opyrme manble nposiBneHuss Obinn obHapyXXeHbl
Oornee 4em y MOMOBWHbI POACTBEHHUKOB, a BA —
Gonee 4yem y TpeTn. PacnpocTpaHeHHOCTb Bofya-
HOYHOr0 aHTUKOarynsHTa cpeau 340pPOBbIX UL, CO-
CTaBMnseT, MO pe3ynbTaTaMm pasHbIX WCCNeaoBaHUN,
OT 0 OO 4% (B Cpe,D,HeM 1—2%) [12, 15, 18, 20] N C BO3-
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pacToM MOXeT yBenuumBatbcs A0 5% [5]. BA cpegm
06cnenoBaHHbIX POACTBEHHUKOB BCTPEYAncs y 39,1%,
T.e. C 4acTOTOW, npeBbilIAKOWEN B [ECATKM pas3s
cpenHenonynsaUNoOHHYH0, YTO MOXET CBUAETENbCTBO-
BaTb O Hacrnegyemon npupoae OaHHOro Koarynsum-
OHHOrO cpeHomeHa. [Mpeobnagatowiee BnNUsiIHNE Ha-
CNeACTBEHHbIX, @ He CcpefoBbiX (PaKTOPOB Ha CUH-
Te3 BA noarteepxgaer ero obHapyxeHue 6Gonee
YyeM B 5 pa3 valle Yy POACTBEHHWMKOB BA-no3auntms-
HbIX GONbHBLIX MO CPaBHEHMIO C POLACTBEHHWKaMM
GONbHBIX C OTpUUATENbHBIMW pesynbTaTamMu  M1C-
cnepoBaHnsa BA.

BeposatHo, manble nposienenHna APC n (unn)
A®JT y poactBeHHUKOB 6onbHbiX APC  MoryT
paccmatpuBaTtbCs B pamkax npe-A®C u mucnonb-
30BaTbCH Kak Kputepun oTbopa nuy C PUCKOM
passutua APC pgna npoBedeHus NpounakTukm,
HanpaBfeHHOW Ha KOHBEHLMOHamnbHble (aKTopbl
pucka TpPOMOO30B WM BCE 3BEHbS CUCTEMbI FEMO-
CcTasa B 3aBWCUMOCTM OT BbISIBNISIEMbIX U3MEHEHWIA.

Ha ocHoBaHuMM aHanu3a pasnuyHbIX OnMucaHui
cemeliHbix cnydaes A®C n (unn) A®PJ1 L.R. sammar-
itano M J.C. Piette COENANM PS4 BbIBOAOB: 1) CEMEW-
Hbin APC 0ObIYHO OTHOCUTCH K rpynne MnepBUYHO-
ro A®C; 2) nNpeMMyLLeCTBEHHO CTPagaloT XEHLUM-
Hbl; 3) Hanbornee 4yactol (OPMOV BHYTPUCEMEN-
HoW 3aboneBaemoCTn BbICTyNaeT napa cubcos, Kak
npaBuno, cecTpa W cecTpa; 4) B OOHUX CeMbSAX
A®C nposenseTca aprepuanbHbiMM TpomMbo3amu,
B OpyrMx — BeHO3HbIMM [19]. B npegcraBneHHoM
ncernegoBaHMM camon Yactonm bopmor Hacnegosa-
Hus APC 6bina napa matb U godb, Hanbonee 4a-
CTO MOpaxanucb XeHLWuHbl. Cnyyan OOCTOBEPHOro
A®C ycTaHOBMeHbl TOMbKO cpeau POACTBEHHUKOB
nepsoni cteneHn popactea. CoBnageHne Tuna
Tpomb03a OTMeYanocb B MOMOBUHE CEMEWN.

3aksro4yeHue

BonblMHCTBO GonesHen SABNSAKTCS pes3ynbTa-
TOM B3aMMOAEWCTBMS MHOTMX FEHOB U (DAKTOPOB
okpyxatowen cpeabl. CemelHbli aHamHe3 npen-
cTtaBnseT cobor XOpoLWOo [OKa3aHHbIA, MNEePCOHU-
(PULMPOBAHHBIA FTEHOMHbIA  MHCTPYMEHT, KOTOPbIV
3axBaTblBaeT MHOMMEe U3 3TUX B3aUMOLEWNCTBUM WU
MOXET CNY>XWUTb KpaeyrosnbHbIM KaMHeEM AN UHOWN-
BMAYyanM3npoBaHHON npodunakTukn 6onesnn [i1.
XOTa onucaHbl HLA-annenu, Hauboree 4acTo CBSi-

3aHHble ¢ pa3BuTnem A®PC, OHM BHOCAT TOJBKO
YaCTUYHBIN BKNag B FEHETUYECKylo npegpacnono-
XEHHOCTb K ADC, 4To 3aTpyaHSAEeT UX UCMonb3oBa-
HME B PYTMHHOW MpPakTUKE B Ka4yecTBe AMarHoCTu-
YecKknx M nporHoctTnyeckux mapkepoe APC. B Ha-
cTosiee BpeMs CEeMEeWHbI aHaMHe3 ocTaeTcs
BaXXHbIM (DAKTOPOM, KOTOPLIN HEOOXOOAUMO Y4YUTbI-
BaTb ANSA oueHKkn pucka passutus ADPC, nporHosu-
poBaHus TeyeHusa 3aboneBaHust U UHAUBUAYANU3N-
pPOBaHHOWN MPOUNAKTUKMN.

B npeactaBneHHOM wuccrnegoBaHUM MOKasaHo,
yto A®C yalle AOMarHOCTUpyeTCcs Yy POOCTBEHHU-
KOB MNepBOM CTeneHn pPOACTBA W UL >KEHCKOro
nona. CrepoBaTenbHO, BEPOSATHOCTb MNOPaXKeHUs
AeBoyvek N Bnvxanwmx KPOBHbIX POACTBEHHUKOB
npn Hannium APC B cemMbe MpeBbILAET TaKOBYHO
cpeou ManbYuKOB M POACTBEHHUKOB BTOPOA MU
TpeTben cteneHen poacTtea. Beicokaa yactota BA
(39,1%) Cpegn poacTBEHHWMKOB 6GonbHbIX ADC, Be-
POATHO, CBMAETENbLCTBYET O €ro Hacrneayemomn
npupoae.

Mpn Hanuuum pokasaHHOro wnu MNo4o3peBae-
moro A®C B cemeliHOM aHamHe3e, MarsnbiX NposiB-
netun A®C un (mnm) A®JT y nauymeHta BO3MOXHO
BolgeneHne npe-A®C u npoBegeHUe MNepBUYHONM
npodhmnakTuku Tpomb030B, HAbMOEHUA U MOHUTO-
pvHra cuctembl remoctasa. OTcyTcTBUE TpomMbOo30B
cpeon poAacTBEHHUKOB GombHbiX APC C  MOnoXxu-
TenbHbIMM  pesynbTatamMm  uccnegosaHna  BA
W (MNM) ManbiMM MNpuU3Hakamu B TeyeHuwe 4 neT
npu NpoBefeHNN MEPBUYHON MPOMUNAKTUKA TPOM-
6030B, NO-BUAMMOMY, MOXET CHYXWUTb [JoKa3a-
TENbCTBOM  HeobxogmmocTn ©n  3dPEKTUBHOCTU
nogo6HoM NpoUNakTUKM.

LlenecoobpasHocTb BblaeneHus npe-AdPC Tpe-
OyeT YyTOYHEHVs B AarnbHEWLIMX MPOCMEKTUBHBIX UC-
cnepoBaHusix. Kpome TOro, wuccnegoBaHue ce-
MEWNHOro aHamHe3a MOXeT MNPUMEHSTbLCA AN
NMPOrHO3MPOBaHNSA TshkecTn TedeHua APC, uyTo
no3BonuT OpMUPOBaTL Pynnbl  MOBbLILUIEHHOIO
pyYCKa BO3HWKHOBEHWS] HOBbIX 3MNM3040B TPOMOBO30B
N MPOBOAUTH AKTUBHYK BTOPWUYHYIO MPOUMaKTMKY
C KOHTporem hakTopoB, NOSOAILLMNXCA KOPPEKLUNN.
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