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Lenp wmccmemoBaHMsI - OIlEHKAa PacIpOCTPaHEHHOCTH BOJYAHOYHOIO aHTuUKoaryasHra (BA), aHTu-
dochomummuaroro curaapoma (ADC), eTo «MabIX» TIPU3HAKOB (CeTYaTOE JTMBEIO, KITalTaHHAsT TTaTOJIOTHS,
TPOMOOLIMTONEHUS W p.) U APYTMX ayTOMMMYHHBIX 3a00JIeBaHU, U3ydYeHUE OCOOEHHOCTEH CHCTEMBbI
remMocrasa B ceMmbsiXx OoibHBIX ADPC. B wucciegoBanue BkIo4YeHbI 26 0GogbHBIX ADPC u 46 wux
POACTBEHHUKOB, cpeaHmit Bo3pacT 00abHBIX ADC coctaBuia 45,5 £ 10,2 neT, poACTBEHHUKOB - 29,5+16,4
ner. CemeitHast dopma ADPC (ADC wu/wim mojaoXuTelbHbII BA) Oblia oOHapyxeHa y 39%
porncTBeHHUKOB 00J1bHBIX ADC. PaznmuuHble ayTOMMMYHHEIC 3a00JIeBaHMSI PErUCTPUPOBAINCH TaKKe Y
39% ponctBeHHUKOB, nocToBepHO yaile (p<0,05) mpu BropumuHoM ADPC Ha ¢oHE CUCTEMHOI KpacHOM
BoJluaHKU. MI3MeHeHus1 CUCTeMbI reMocTa3a B ceMbsix 001bHbIX ADC oTpaxkany Hatuuue TpoMOOpINN.
BoigeineHnue BA, «manbix» npusHakoB ADC y il ¢ HAaclIeACTBEHHOM OTsAroleHHOCThIo 1T0 ADC Moxer
CIYKATh OCHOBAaHMEM [JI1 BbiAeNeHUS «BeposATHOTO ADC», «mpe-ADPC» mpoBeAeHUS IEPBUYHOM

NnpoWIAKTUKA TPOMOO30B,
MPOCTIEKTUBHBIX UCCIICIOBAHUIA.

Ha6ﬂ}O)Z[CHI/IH n  MOHUTOpPpUHIA CUCTEMBbI

reMocraza, 4TO TpeoOyer

KioueBbie cioBa: aHTUDOCHOIUTTUAHBIN CUHAPOM, HAC/IEACTBEHHbIE aCNeKThl, ceMeltHast (hopma

aHTUHOCHOJUTIUIHOTO CUHAPOMA.

AnTudochomnuansie antutena (a®JI) — re-
TEPOTEHHAsT TOIMYJISIMS ayTOAHTUTEN, Pearnupyro-
IIUAX C ITUPOKUM CIIEKTPOM aHTUTE€HHBIX IETePMHU-
HAHT ¥ BKJTIOYAIOIIMX aHTHUTENA K KapAuOJIUIIHY,
B,-TJIMKOIIPOTENHY, BOJYAHOUYHBIE aHTHKOATYJISTH-
Thl. AHTUTENA K (pochoaunuaaM sBIsIIOTCS Cepo-
JIOTMYECKMMHU MapKepaMu M ITaTOTeHETUISCKUMM
MeauaropaMyu  aHTU(MOCHOIUIMUITHOTO CUHAPOMA
(ADC), XoTOpHIi MOP(OIOTUUECKN XapaKTepH-
3yeTCsl HaJIMIueM HEBOCIAJIUTEIbHON TPOMOOTH-
YECKOI BaCKYJIOMNaTUH, ITOpaXKaIoLIe COCYIbI JII0-
0oro Kanubpa 1 JoKaau3aluu, 4To 00ycaaBIrBaeT
pa3HooOpasue KIMHuIecKux npossieHuiit AOC. K
OCHOBHBIM KJIMHWYeCKUM IposiBieHussM ADC oT-
HOCSITCS BEHO3HBIE M/WIM apTepuajbHble TPOM-
003bl 1 pa3InUHbie (DOPMBI aKyIIEPCKON MaTOI0-
iy (B TIEPBYIO Oouepeab, TIPUBBIYHOE HEBBIHAIIIM-
BaHue 6epemeHHOCTU) [1—5]. Hapsimy ¢ OCHOBHBbI-
Mu, a®JI acCOMMPOBAHBI C «IOTIOJHUTEIHHBIMI»
WU «MaJIbIMi» Tipu3HakaMu ADC: ceTyaToe JT1Be-

0, TOpaXeHWe KJIalmaHHOro armapaTta cepaua,
Tpoduuyeckue s3Bbl, HEBPOJOTMYECKHUE ITPOSIBIIC-
HUs (MUTPEHb, SMUJIEIITUIECKUI CUHIPOM, XOpes,
MOTIePEUYHBI MUEIUT), TPOMOOLIMTOIIEHUS I TEMO-
nuTtryeckas anemus. Kpome Toro, K «MajibIM» Kpu-
TEPUSIM OTHECEH OTSTOIIECHHBIM CEMEUHBIA aHaM-
He3 Mo cucTeMHoU KpacHoii BosiuaHke (CKB) wiu
ADC [6]. «/IonoJIHUTEIbHbIC» KIMHUYECKUE U JIa-
6opatopHbie Kputepnn AD®C MOTYT TTPUMEHSATHCS
JUTST BBIIEJICHUSI «BEPOSITHOTO» U «BO3MOXKHOTO»
A®C, yTo UMeeT 3HAYCHME I OoJiee paHHEH I1-
arHOCTHKM cUHIpoMa |3, 6].

[Mpuunner pazsutuss ADC OKOHYATEIHHO HE
BbIsICHEHBI. CyllleCTBYIOT JaHHbIE O HacCeACT-
BeHHOI TpeapacnojoxeHHoctn K ADC. Omuca-
HbI CJIydyau OOHapyXeHUS KIMHUKO-1a00paTOPHBIX
MIPU3HAKOB CHUHApPOMA B ceMbsIX 00JbHBIX ADC n
ayTOMMMYHHBIMU 3a0osieBaHusIMU (AU 3). Cemeii-
Hag dopma ADC ompenenseTcd KakK HalIMdue
ponctBeHHUKOB ¢ a®Jl u/mam KIMHAYECKUMU
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npogsreHugsMu ADC [4, 7]. Ha ocHoBaHMM aHa-
JIN3a Pa3IMYHBIX OIMCAHUNM CEMEMHBIX CIIydaeB
A®C n/mmm a®JI L. R. Sammaritano u J. C. Piette
chenanu psa BEIBOJOB: 1) cemeiiHblii ADC 0GBIYHO
OTHOCUTCH K Tpyte mepunyHoro ADC; 2) mpen-
MYILIECTBEHHO CTpPaJaloT XEHIIUHBI; 3) Haubosee
yacToil (popMoii BHYTpUCEMEITHOI 3ab0eBaeMoC-
THU SIBJISIETCSA Tapa cCMOCOB, KaK MpaBWIO, CecTpa-
cecTpa; 4) I Kaxao0il ceMbU XapaKTepeH orpee-
JICHHBIN TUT TIOPasKEHUSI COCYIOB: B OMHUX CEMbBSIX
A®DC mnposgBrseTcs apTepualbHBIMU TpoMOo3aMu
(4ale MHCYJIbTaMHu), B IPYIUX - BeHO3HbIMU [8]. N.
Goel et al. [9] npemwtoxuan HaOOP KPUTEPUEB IS
cemeitaoi (popmbl ADC 1 IpeaoIOXKIIN, 9YTO TeH
MIPEAPACTIONIOKEHHOCTH HACJICIyeTCs TI0 ayTOCOM-
HO-JIOMMHAaHTHOMY TuUIly. Kpome Toro, ommcaHbl
psa HLA-anneneit, Haubosiee 4acTO CBSI3aHHBIX C
pazButueM ADC, KOTOpbIE, OOHAKO, OOYCIaBIM-
BAIOT TOJILKO YAaCTUYHYIO MPEeApacIioIoXeHHOCTb K
3a00JIEBAHUIO.

Ilenmn HacTosIILIET0 WCCAEAOBAHUS: OlLIEHKa
pPacIpoOCTPaHEHHOCTH BOJIYAHOYHOTO aHTHKOAry-
ngata (BA), ADC, ero «majbiX» IPU3HAKOB U
JIPYTMX ayTOMMMYHHBIX 3a00JieBaHMI, W3yuyeHUE
OCOOEHHOCTEII CHCTEMBI TeMOCTa3a B CEeMbSIX
o6osmpHBIX ADC.

MatepuaJjibl U METOIBI

B uccnenoBanue BKIIOUEHBI 72 4YeloBeKa, OT-
Hocalmxesad K 26-tu ceMbaM. OHM BKIIOYan 26
60sbHBIX ADC 1 46 nx poacTBeHHUKOB. CpeaHuii
Bo3pacT 001bHBIX ADC cocrasuia 45,5 = 10,2 ner,
COOTHOIIIEHUE MYXUMHBIKEHIIUHBL (M:K) 1:25,
neppuuHast Gopma ADC (B OTCYTCTBUE KaKOIro-
MO0 moajexkalero 3abojaeBaHus) ObIa AUArHOC-
tupoBaHa y 11 dyenoBek (42,3%), BropuuHast hopma
A®D®C (na ¢pone CKB wim cMelmranHoro 3aboiie-
BaHMSI COEAMHUTENbHON TKaHM) — Yy 15 4enoBek
(57,7%). Cpenu poacTBEeHHUKOB OBUIO 0OCiIeI0Ba-
Ho 37 uenosek (80,4%) 1 ctenenu poncrsa u 9 ye-
noBek (19,6%) 11 crenenu poncrsa, CpeaHMIT BO3-
pact 29,5+16,4 ner, mx = 1:2,3. Jlmarnoz ADC
ObUT yCTAaHOBJIEH cOIJIacCHO KpuTepusM W.A.
Wilson et al. [10], CKB guarHocrupoBanach Ha
ocHoBaHuu kputepueB ARA [11], cmelaHHoe
3a00JIcBaHUE COCOMHUTEIBHOM TKaHU (CHHIPOM
[Iapmna) — no kputepusim G.C. Sharp et al. [12].
ITpoBoauauCh OOLLIEKIMHUYECKHE, TaOOpaTOPHbIE,
(byHKIIMOHAJIbHBIE M MHCTPYMEHTAJIbHBIE METOMIbI
uccieqoBaHus. [ OLIEHKM CUCTEMBI reMocTasa
HCTIOJIB30BAJICSI KOMIUIEKC COBPEMEHHBIX CTaHIap-
TU3UPOBAHHBIX TeCTOB. COCYyIHUCTO-TPOMOOIIUTAP-
HBI TeMOCTa3 OLIEHMBAJICS I10 CICAYIOIINM METO-
JIaM: TIOACYeT TpoMOouuTOoB 1m0 POHMO, TeMOJIH-
zar-arperaunoHHblii Tect (FAT) B pasBenenusix 10°
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u 10° uccrenoBanach JEHKOLUTAPHO-TPOMOOLIU-
TapHasl TUIeparperamus; KoaryasslMOHHbII reMoc-
Ta3 U3y4ajics 110 ayTOKOary/IIlIOHHOMY T€CTY, MH-
JIEKCY MHAKTUBAllUM TPOMOMHA;, YPOBEHb (puodpu-
HOTC¢HA B IJIa3Me KPOBM MCCIICIOBAJICSI C IIOMOIIBIO
(hOoTOMETPUUECKOT0 METOIA; AHTUKOATY/ISILIMOHHOE
3BEHO OLICHUBAJIOCH M0 YPOBHIO aHTUTpoMOuHa 111
C MWCITOJIb30BaHUEM JHMAaTHOCTUKyMa <«DKCIIPecc-
AntutpomobuH Tect» (TexHomorus-CraHmapr);
IIPOBOAWIN KOJIMYCCTBEHHOE OIIpeAc/ICHUE COIep-
>KaHUSI pPaCTBOPUMBIX KOMILIEKCOB (POPUH-MOHO-
MEpOB C IOMOIIBIO ITapaKoaryIsIIMOHHOTO OpPTO-
(beHaHTPOJUHOBOI'O TeCTa; MPU OLIeHKe (PUOPUHO-
JIN3a MCCIIeIOBAIM CIIOHTAaHHBIN 1 XareMaH-3aBHU-
cuMblii pudbpuHonus [2]. IIpucyrcrBue Boa4aHOU-
Horo aHTukoaryasinta (BA) B rmiaame KpoBU oIipe-
IIEJISTIOCh 10 YIJIMHEHUIO BPEMEHU CBEPTHIBAHUS
KpOBU in vitro mpu mnpoBeaeHUU Gochoaunmi-
3aBUCUMBIX KOATYJISIIIMOHHBIX TECTOB B 3 3Tama,
COIJIaCHO PeKOMEHAAIMsIM 1-ro MeXIyHapOTHOTO
coselanus [13]. JocTOBEpHOCTh pa3inuuii MexXIy
IPyOIIaMU OIPEACIISUIM C IIOMOIIBIO t-KPUTEPUS
CTpIOIEHTA.

Pe3yabTaTsl uccienoBanus, 00CyKaeHue

Cpenun 46 poacTBEHHUKOB aHTU(HOCHOIATNI-
HBII CUHAPOM OBLJT AUMATHOCTUPOBAH Y 3-X YeJIOBEK
(6,5%); CKB Gbuia obHapyXeHa y BOCbMHU 00C-
nenoBaHHbIX (17,4%). Pexe BcTpeuanuch peBMa-
touaHblii apTput (PA) — 1 (2,2%), ayTOUMMYHHBII
tupeounut (AUT) — 2 (4,4%) wm aTtonmueckast
oponxuanbHag actMa (BA) — 2 (4,4%). PaznuuHble
AWN3 puarHoctupoBaluch y 18 poacTBEeHHUKOB
(39,1%), mocToBepHO uYallle IpM HAJIMYMHM Hac-
JIGACTBEHHON OTATOIICHHOCTH II0 BTOPUYHOMY
ADC (p<0,05). Ipyrue KccieqoBaTe/IM TaKKe OT-
MeuaJu BBICOKYIO dYacTtoTy (28-42%) ayroum-
MYHHOI ITATOJIOrMU B ceMbsiX 001bHBIX ADC (8, 14,
15].

Bbonee yeM y OI0BUHBI pOACTBEHHUKOB 0OJIb-
HbIXx ADPC BCTpevauch «Mayible» TPU3HAKKM 3200-
JIeBaHus: cetyaroe JuBeno — B 58,7% ciydaes,
MUIPEHb M MUTPEHEITON00HBIC TOJIOBHBIC 0O — B
47,8%, knamaHHasi TaToJOrust cepaua (yIIOTHe-
HHE CTBOPOK MUTPAJIBHOTO KJIallaHA ¢ MUHMMAaJhb-
HOW KiTanmaHHoU aucyHKIueit) — B 28,4%, TpoM-
OOLIMTOIICHMSI, a TAKIKE SIMIICITUICCKUI CUHIPOM
u oomopoku — B 13%. Kpome Toro, 30,4% obGcie-
IOBAaHHBIX CTpafajy IIOBBIIICHHOW KpPOBOTO-
YUBOCTHIO TIO TE€TeXUAJbHO-MATHUCTOMY TUIY, Y
28,3% oTMmedalnuch IIPU3HAKKU CUHIpoMa PeitHo. Y
18,8% XeHIUMH B aHaMHe3¢ MMEJIMCh OJHOKpaT-
HbI€ BBIKMBIIIM Ha paHHUX cpokax. Toiabko 'y 11%
POACTBEHHMKOB HE OIPEIessIoCh KaKMX-JIM0O
npuzHakoB ADC.
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Tabauua
Yacmoma Hapyutenuil cucmemovt eemocmasa y 60avHbix ADC u ux podcmeeHHUKos

Boabubie ADC PoacTBeHHUKH GOJIBHBIX
Hapymenusi cucTemMbl reMocTasa (n = 26) ADC (n = 46)

n % n % P
l'ummoarperaums TpoMOOIIUTOB 4 8,7 23,1 0,095
T'uneparperauus TpoMOOLIUTOB 10 21,8 34,6 0,238
JleitkoumTapHO-TpoMOOLIMUTapHAs 41 89,1 18 69.2 0,039*
rureparperamnus
l'unokoarynsuus 8,7 11,5 0,697
T'unepxoaryasuus 8,7 4 15,4 0,389
IMoBblieHHBIN YpoBeHh POMK 46 100 24 92,3 0,061
TunepdubpuHOreHEMUS 11 23,9 7 26,9 0,778
HenocratouHocts ¢pubpuHOIM3a 19 41,3 20 76,9 0,005*
Hedunur anturpombuna 111 7 15,2 7 26,9 0,232

* - pezyavmamol docmogepubl npu p<0,05.

CpaBHHTEIbHAS XapaKTepUCTHKA YaCTOTHI «Ma-
JeIx» TiposBiieHnii ADC y poacTBEeHHUKOB 0OJTb-
HBIX TEPBUYHONM W BTOpUYHOU (opmoit ADC
(BADC), a Takke y BA-no3utuBHbIXx 1 BA-Hera-
TUBHBIX JIUII TTOKa3aja, 4TO KJIarmaHHas MaToJI0THs
JIOCTOBEPHO Yallle BCTpeYaeTcsl y POACTBEHHUKOB
o6ompHBIX BAD®C (p<0,05), a TpoMOOLIMTOIIEHUS
accolMrpoBaHa ¢ oIoXuTeTbHBIM BA (p<0,05).

ITpu uccaegoBaHUM COCYAMCTO-TPOMOOLIMTAP-
HOTO TeMOCTa3a y POACTBEHHMKOB 001bHBIX ADC
arperaiyoHHas CIIOCOOHOCTh TPOMOOIIMTOB B Te-
MOJIM3aT-arperallMoHHOM Tecte mpu Huskoii (10°)
1 BbICOKOI (10%) KOHILIEHTpalMM MHAyLEpa Ha-
XOAWUJIaCh B Tpeaesiax HOPMAaJbHBIX 3HAYEHMIA:
13,4%£2,9 c m 40,3%£7,2 c, coorBeTcTBeHHO. YacToTa
TUIIO- U TUIleparperaiuuu J0CTOBEPHO HE OTIMUYa-
nacky 60abHBIX ADC 1 X pOICTBEHHUKOB (Ta0JI. ).
B Tecte neiikolMTapHO-TPOMOOLIMTAPHOI arpera-
unu (JITA u JITA ¢usnonornyeckast) HabI01a-
Jlach TeHIAeHUMsT K Tumeparperamum (8,3+1,14 ¢
n 7,8t1,2 ¢, coOTBETCTBeHHO). JleiikouuTapHO-
TpoMOoLIMTapHAasl TUIleparperanuysl BcTpedyaaach ¢
bonee 3Haummoii yactoroil (p<0,05) y OOJbHBIX
ADC (89,1%) Mo cpaBHEHMIO C MX POACTBEHHU-
Kamu (69,2%).

AHaM3 pe3yJIbTaTOB  ayTOKOAryJISILIOHHOIO
TecTa, XapaKTepHU3YIOIIEro KOaryJsiLIMOHHBIA TIe-
MOCTa3, He OOHApYXWJI MaTOJOTMYECKUX OTKJIIO-
HEHMIT 1Mo cpedHUM 3HaueHUsIM A’ (47,918.,8 %),
T, (6,5£0,7 MUH.) ¥ MaKCUMaJIbHON AKTUBHOCTH
(97,94£3,6 %). MHaexc MHAKTUBALIMU TPOMOOILIAC-
THHA W TpoMOWHa coctaBmia 2,3+£0,6, 4yTo Hecy-
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IIECTBEHHO IIPEBBIIIAJI0 HOPMaJIbHBIC 3HAYCHMUS
(1,8-2,2). U3aMeHeHUsI aKTUBHOCTU CBEPTHIBAIOLIEH
CHCTeMbl KPOBM B CTOPOHY TIMIIO- WJIM THIIEP-
Koaryisiuu otMmedanuch y 11,5 % w 15,5 %
POACTBEHHUKOB, COOTBETCTBEHHO.

CpenHue 3HaUCHUS CoIepKaHUS aHTUTPOMOU -
Ha II1 y 6ombHBIX ADC (97,7128,9 %) 1 nx ponct-
BeHHUKOB (110,7£28,5 %) okaszanuch B Ipeaesiax
HOpMaJibHBIX 3HaueHuit (80-120 %). Ilokazarenu
CMOHTAHHOTO M XareMmaH-3aBUCUMOro (uOpUHO-
JIM3a OTpaXkaju ero yrHeteHue y 76,9 % poacTBeH-
HUKOB 001bHBIX ADC, p<0,05. YruereHue pudpu-
HOJI3a MOXKET OBITH CBSI3aHO C PSIIOM IIPUYMH, B
TOM YMCJIE CO CHWKCHHMEM KOHIICHTpAllMM TKa-
HEBOTO aKTHMBaTOpa IUIA3MUHOTEHA, IOBBIILICHUEM
YPOBHSI €0 UHTHOMTOPA, a TAKKe «ITOTPEOICHUEeM»
¢dakTopoB (UOPMHOIN3A B IIPOLIECCE MUKPOTPOM-
0ooOpa3zoBaHus. BHyTpucocymucrass akTUBaLUs
CBEPTHIBAHUS KPOBU OLICHUBAJIACH 1O COAEPKAHUIO
pPacTBOPUMBIX (PUOPUH-MOHOMEPHBIX KOMIUIEKCOB
(POMK). TIlospiienne kKoHmeHTparun POMK
ObLTO 0OHAPYKEHO KaK y 60mbHBIX ADC, Tak 1 nX
poacrBeHHukoB: 0,064£0,03 r/n u 0,06:0,02 1/,
COOTBETCTBEHHO (HOpMAaJIbHBIE 3HAYeHHUS - MO
0,026 r/11), Ipu 3TOM KOJUYECTBO JIUILL C TOBBILLIEH-
HBIMU TT0Ka3aTeJISIMU TOCTOBEPHO HEe OTJIMYAIOCH B
00C/IeI0BaHHBIX IPYIIIIaX.

[Ipu cpaBHeHUU ToOKa3aTeseil CUCTEMBI FeMO-
cTa3a y pOICTBEHHMKOB OOJIBHBIX ITEPBHYHOI U
propuuyHoii popmamu ADC en1MHCTBEHHBIM I0CTO-
BEpHBIM OTJIMYMEM Oblj1a TUNepOUOPUHOTCHEMMUS,
KOTOpas yallle BBISIBISAIACH MPU HACIEACTBEHHON
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otsiroiieHHOCTH 1o BADC.

Takum o0OpazoMm, IIpU UCCIEIOBAHNN CUCTEMBI
remocrasza y 60ibHBIX ADC 1 UX pOICTBEHHNKOB
ObLIM OOHApYKEHBl CXOAHble u3MeHeHus. Ilpu
3TOM y poaCTBeHHUKOB 0oJbHBIX ADC Ha ¢oHe
HOpPMaJIbHBIX KOAryJIsSMOHHBIX T€CTOB HA MOMEHT
00cJIeIOBaHUST YK€ WUMEIU MECTO MPU3HAKU aK-
TUBALIMU CBEPTHIBAHUS KPOBU U HEAOCTATOUHOCTHU
cucteMbl (ubpuHoNu3a. BepositHo, TpoMbOodu-
JMsI, OOHapyxXeHHas Y POACTBEHHUKOB OOJbHBIX
ADC, umeer MyabTU(haKTOPUATBHBIN TeHE3: CoUe-
TaHWE HACJIEICTBEHHbIX W MPUOOPETEHHbIX (HaI-
puMep, uHAyLUUpOoBaHHBIX BA y BA-N03UTUBHBIX
Jn1) 1eeKTOB CUCTeMBI TeMOCTa3a.

VYyureiBast 3HaueHue adJI, B 0cOOEHHOCTH BOJI-
YaHOYHOI'O AHTMKOATYJIsIHTa, KaK HE3aBUCHMOTO
¢dakTopa pucka TpomM0030B [4], BceM auILaM C
MOJIOXKUTENbHBIM BA M/uin «MajlbiMu» MpU3HA-
kamMu ADC mpoBoawiIach IepBUYHAS IIPOdUIaK-
ThKa TpoMmOo30B. OHa BKIOYAJa PEeKOMEHAAIUUN
[0 YCTPaHEHUIO APYrux (HhakTOpOB PUCKA TPOM-
0000pa3oBaHMs (KypeHHUE, OXKUPEHHUE, TIPUEM Top-
MOHaJIbHBIX KOHTPALENTUBOB), MEINKAMEHTO3HYIO
KOPPEKIINIO BBHIIBISIEMBIX HApyLICHWH B CHUCTEME
reMocrasa (me3arperaHTbl, CYJIOAEKCHI, HU3KO-
MOJICKYJISIpHbIE TemnapuHbl). CiemyeT OTMETHUTb,
YTO B TEUCHUE TPEXJIETHETO Ieproaa HaOIIOneHUS
3a poacTBeHHNKaMM 60IbHBIX ADC HI Y OTHOTO U3
HUX HE Pa3BWIMCh TPOMOOTUYECKIE OCTOXKHEHMSI.

BriBoabt

1. Cemeitnast ¢popma ADPC (ADC u/umm 1o-
JIOKUTEJIbHBIM BOJTYAHOUHBIA aHTUKOATYJISHT)
ObuTa OOHapykeHa Yy 39% poncTBEHHUKOB OOJTHHBIX
ADC.

2. [Ipu HaMMYMU HACIEICTBEHHOM OTSTOIIEH-
HOCTH 110 aHTU(HOCHOIUITUIHOMY CUHIPOMY, aCCO-
nuupoBaHHoMmy ¢ CKB unu cuctemHbIM 3aboJie-
BaHMEM COEAMHUTEIbHON TKAaHM, 4acToTa BCTpe-
YaeMOCTHU pa3IUYHbIX ayTOMMMYHHBIX TMaTOJOTUiA
(CKB, PA, AUT, aronuueckas bA), kilanmaHHO
naTtojoruy cepaua (yIIOTHEHUE CTBOPOK MUT-
pajbHOTO KJallaHa ¢ TeMOAWHAMWYECKU HEe3HAUM-
MOI KJIalTaHHOM AucdyHKIMel), TunephudpruHo-
TeHEMUU OblIa TOCTOBEPHO BBIIIIE, YeM MPU HAJIM-
YUU OTATOLICHHOCTH I10 TIepBUYHOM (popme ADC.

3. MIaMeHeHUsI B CUCTEME reMocTa3a B CEMbSIX
OOJIBHBIX KaK IIEPBUYHOM, TaK M BTOPUYHOM (hop-
MamMun ADC oTpaxannm Haaudme TPoMOOGUINN:
HEJIOCTaTOYHOCTh (MOPUHOIIN3A B COUCTAHUM C aK-
THUBALAEil BHYTPUCOCYAMCTOTO CBEPTHIBAHMSI KPO-
BU.

4. BbIsIBIeHME BOJIYAaHOYHOTO aHTUKOAryJIsiHTa
/WU «MaJlbIXx» TIPU3HAKOB aHTUMOCHOIUTIUI-
HOTO CHUHJApPOMA Y JIMI C HACJEeICTBEHHOU OTSAro-

BIOJINETEHb CO PAMH, Ne 4 (132), 2008 .

meHHOCThI0 o ADC, BepOsITHO, MOXKET CIIYKUTh
OCHOBaHHUEM [J151 TIPOBEICHUS NEPBUYHOM MPOdhU-
JIAKTUKY TPOMOO30B, HAOJIIOAEHUSI U MOHUTOPUHTA
CUCTEMbI TeMocTa3a.

5. Lenmecoobpa3HocTh BeimeseHUs «Ipe-ADCx,
«BepositHoro ADC» mnpu OgHOBPEMEHHOM OOHA-
PY>KEHMM TaKMX MPU3HAKOB, KaK HacCJeJACTBEHHas
otgrouieHHOCTh 1Mo ADC, «Mmasibie» TPOSBICHUS
A®C u/unu antTudochoIUNUIHbIC AHTUTENIA, TPE-
OyeT TaJIbHEHILMX MTPOCIIEKTUBHBIX UCCICIOBAHUIA.
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ANALYSIS OF CLINICAL AND LABORATORY CHARACTERISTICS IN FAMILIES OF PATENTS
WITH ANTIPHOLIPID SYNDROME

Nataliya Nikolaevna CHAPAEVA, Aleksandr Aristarkhovich DEMIN, Mariya Aleksandrovna
TRIPHONOVA

Novosibirsk State Medical University
52, Krasnyi prospect, Novosibirsk, 630091

The aim of our study was the assessment of prevalence of lupus anticoagulant (LA), antiphospholipid
syndrome (APS), its «minor» features (livedo reticularis, heart valves disease, thrombocytopenia, etc.), and
other autoimmune diseases; investigation of haemostasis features in families with APS. The investigation
included 26 patients with APS (an average age was 45,5 = 10,2) and 46 their relatives (an average age was
29,5+16,4). Familial APS (APS and/or positive LA) was revealed in 39% relatives. Different autoimmune
diseases were recorded with the same frequency, this data being significant more frequently in families with
secondary APS on the background of systemic lupus erythematosus. Changes in the system of haemostasis
in families with APS reflected the presence of thrombofilia. If person with family pre-history of APS has LA
and “minor” features of APS this may serve as basis for diagnosis of «probable APS», «pre-APS» and
conduction of primary prevention of thrombosis, observation and repeated investigation of haemostasis,
which requires prospective studies.

Key words: antiphospholipid syndrome, hereditary aspects, familial form of antiphospholipid
syndrome.
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