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ABSTRACT

The article provides an overview of the literature on the etiology, pathogenesis, clinical and laboratory criteria, various options

of antiphospholipid syndrome.
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AKTyaIbHOCTB MTPOOJIEMBI aHTH(OCOITHITATHOTO
curnpoma (ADC) y B3pOCIBIX U JIeTei 00yclioBIIeHa
O0COOCHHOCTSIMU €r0 Pa3BUTHA C MOBPEXKICHUEM B
HOPME MHTAKTHOI'O U TPOMOOPE3UCTEHTHOTO COCYIN-
CTOTO PHJIOTETHS BCIESACTBIE 00pa30BaHMs aHTH(OC-
(homumUIHBIX aHTHUTEN ¢ (POPMUPOBAHHEM TPOMOOB,
pa3BUTHEM TPOMOOTHYECKHUX OCJIOKHECHUI.

ArTHdOCHOMUNUAHBIA CHHAPOM XapaKTepH-
3yeTcsl HaauuueM aHTU(OCQOIUIUIHBIX aHTUTEN,
PEUMINBHUPYIOIINMHI apTepHaIbHBIMU U BEHO3HBIMHU
TpOMOO3aMHy Pa3NMUYHON JoKanm3anuu [1-6]. AHTH-
tdhochomumuaneiit cuanpom (ADC) B HacTosIICE
BpeMs paCCMaTPUBAIOT KaK IPUOOPETCHHYIO ayTOUM-
MYHHYIO TPOMOO(HMINIO, HEBOCIIAIIUTEIHLHOE ayTO-
HMMyHHOE 3a6oneBanue. CUHAPOM BIEpPBbIC ONUCAH
B 1983 romy G. Hughes [7]. AnTudochonumugapiii
CHUHJIIPOM XapaKTEPHU3YeTCs] NPUCYTCTBUEM B KPOBU
6oxpHOTO anTHhOCchomMmuAHbIX aHTHTEN (ADA) 1
Pa3HOOOpa3HBIMU KIMHUYECKUMHU MPOSIBICHUSIMH,
13 KOTOPBIX Yallle BCEro OTMEUAIOT apTepHajbHble U
BEHO3HBIE TPOMOO3bI, HEBBIHAIIMBAHNE OEPEMEHHOCTH
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(crioHTaHHBIE a00PTHI, BBIKUABIIIHN, BHYTPHYTPOOHAS
rubenb 110/1a), TPOMOOIMTONIEHHIO, MPAMOPHYIO KOXKY
1 HeBpoJorudeckue npossienus [7—10].

Onucansl u npyrue nposieaenus ADOC, takue
KaK KapJIUOMHUONATHUS, TeTaTUThl, TeMOJUTHYECKAS
aHeMUs, TeMOPparuy, ocTpas HaJIll0YeUHUKOBAs
HEJI0CTAaTOYHOCTh, BacKyimuThl [9,10]. N. Improda,
M. Alessio, D. Capalbo et al. (2012) onucanu pas-
BUTHE OCTPOM HAATIOYEUHUKOBOW HEJIOCTATOYHOCTH B
pe3yJsibTaTe 1By CTOPOHHETO KPOBOM3IUSIHUS B Ha IO~
YeyHUKHU y Mainpduka 11 meT. ABTOpbI yKa3bIBaloT Ha
HeobxonmuMocTh uccienoBanmst ADA y manueHToB ¢
HaJIMOYEYHUKOBOM HeJiocTaTouHOCThIO [10].

IIpu ADC MokeT BO3HHUKHYTh U TpoMOO3 cocCy-
JIOB TIOYEK JIF00O0H JIOKaTM3alHMU: TIOUYSYHON apTepuH,
MEJIKAX BHYTPUIIOUEUHBIX apTepHid, IIIOMEPYISPHBIX
KalWIJISIPOB U MOYEUHBIX BeH. B ciyuae pa3BuTHS
apTepuaJbHOTO TpoMOO03a 0e3 MOTHON OKKIIO3UHU
a.renaliy hopMupyeTCst CTOWKas apTepuabHas THITEp-
TeH3usl. JnuTenpHas uieMust KOpKOBOTO CIIOSI MOKET
NPUBECTH K BOSHUKHOBEHHIO HH(papKTa mouku. Hapy-
nreHus yHKIMU KIyO0ouKoB, cs3anHbie ¢ ADC, mpo-
SIBJISIFOTCSI TTOBBIIICHHEM KpPEaTHHWHA U CHUYKEHUEM
ckopocTH KityooukoBoit puisrparuu (CKD), octpbim
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noBpexaennem nouek (OIIIT). B menunarpudeckoi
npakTuke ADA U acCOIMMPOBAHHBIE ¢ HUMHU KITUHH-
YeCKHe MPOsIBIEHUS BCTPEUAIOTCA JOCTATOYHO YaCTO
MIPH PA3TUYHBIX Ay TONMMYHHBIX U HEAyTOMMMYHHBIX
3a001€BaHMSIX, YTO CBUIETEIBCTBYET O HEOOXOAUMO-
CTH TIPOBEJICHUsI cepbe3Horo auddepeHnmantsuoro
nuarnoza AQ@C y nereil ¢ BBIMICTICPCUUCICHHBIMU
cumnToMamu [11].

B nacrosiimee BpeMsi HE BBI3BIBAET COMHEHUH,
YTO OCHOBHYIO poiib B marorene3e ADC BBITOIHIIOT
ADA, KOTOpBIE SIBISIOTCS CHEIU(PUIESCKUMHI MapKe-
pamu ADQC u mpeacTaBieHbl FeTepOreHHOM TPyIon
AHTHTEJ, PACTIO3HAIONINX Pa3IUYHbIE OTPHUIATEIHHO
3apsKeHHbIC aHUOHHBIE (OCQOIHIUIBI, TaKUE KaK
KapauonunuH, Gocharnauncepus, Gocharnaunira-
HONaMHH B (ochaTHANIMHOZUTON, COCTABISIONIUE
KOMILICKC ¢ psiioM OenkoB miasmel [ 1, 5, 8,9].

Huacnocmuka anmugocgonunuonozo cunopoma

Jlmarso3 ocHOBBIBaeTCSA Ha KIMHHUYECKHUX TIPO-
SIBIICHUAX W Ta0OpaTOpHBIX TecTaX. OOMIETIPUHATH B
MPaKTUKe KIWHUYECKUE M JTab0opaTopHbIe KPUTEPUH
Uit uaeHTugukanuu manmeHTos ¢ A®C [1, 4-11].
B Tabnuue npeacraBieHbl OCHOBHBIE KIMHUYECKHE
1 1aboparopHble KpUTEPUH, HEOOXOIUMBIE IS TIOA-
TBepxkaeHMs nuarHo3a ADC.

ADC CBA3BIBAIOT CO CIEAYIOMUMHU TPEMsI Kilacca-
vu ADA: BOTYAHOTHOMIOMAOOHBIM AHTHKOATYJISTHTOM
(BA), anTHKapaONUIIMHOBEIMU aHTUTenaMu (AKA)
u antutenamu K P2-rmuxonporenny 1 (antu-p2-I'TI
1) [1, 8, 12—15]. AaTudocdonunuaasie aHTATENA
SIBIISTIOTCS MPEICTaBUTEIMU aHTHTEN Ig kitaccoB IgG,
IgM, pexe IgA.

[Tpu Ham4Imu TpoMO03a, BEHO3HOTO MITH apTepHab-
HOTO, KOaryJsiuOHHbIE UCCIIEI0BAHNSA JIS BBISBICHUS
BOJTYAHOUHOTO aHTHKoarymsuTa (BA) ciemyer mpoBo-
JUTh B KOMOMHAIIUK C OTPE/ICICHUEM B CHIBOPOTKE
aHTUKapAnonunuHoBBIX aHTUTEN (AKJIA) 1 anTu-f2-
Gpl-anTturen. ADA 10MKHBI OBITH B BBICOKOM TUTPE U
IIOBTOPHO IMarHOCTUPOBAHBL, 110 KpaliHEW Mepe, JBax-
bl C MHTEPBAJIOM 12 HeJlelb, YTO0bI TOJTBEPANTD J1a-
rHo3 ADC [5, 13-18]. AOC MOXXHO TUATHOCTHPOBATH
TOJBKO TPH HAJTMYUH XOTSI ObI OTHOTO KITMHUYECKOTO U
nabopatopuoro kputepus [13—19].

JladopaTopHble KpuTepuu auarHocTuku ADC
[1,4-11]

1. TlomoxuTenbHass peakusi Ha BOJTYAHOUHBIN
AHTHKOATYJISHT BBl MK OOJIee C MHTEPBAIOM HE
MeHee 12 Hen.

2. IlonoxxuTenpHbIe aHTHKapAOIUITHHOBBIE [gG-
n/mnu IgM-antuTena (CTaHAAPTHBIM WMMYHHBIM
TECTOM) B YMEPEHHOM WIJIM BBICOKOM THTpE TPU HC-
CJEI0BaHUU B UHTEpBAJIC HE MeHee 12 Henenb.

3. IonoxkuTenpHAs peakius Ha aHTH-[2-TIIHKO-
npotenH 1 IgG w/mmu IgM anTHTena (craHgapTHHIM
MMMYHHBIM T€CTOM) B YMEPEHHOM HJTH BBICOKOM TUTpE
MIpY UCCIIEJIOBAaHUY B UHTEpBajie He MeHee 12 Hex.

[IpumeHsieMble B HAcTOSIIEE BPEMsI METOIBI BBI-
sBiteHns ADA mofpa3nesnsatoT Ha GYyHKITHOHABEHEIE U
UMMyHoIorndeckue. [lepBrie 0CHOBaHBI Ha CIIOCO0-
Hoct BA wmHTHOMpOBaTh (pochomunmazaBuCUMBbIC
KOaryJsIIIMOHHBIE PeaKIny B Tu1a3Me. BTopele ompee-
JISTIOT aHTHUTEIIA, pearupyromue ¢ f2-TIIMKOTpoTenH 1
WA TIPOTPOMOWHOM B TIPUCYTCTBUH KapAHOIHAIINHA
i GochaTuamicepura, GochaTHAMINHO3NTOIA Ha
m1otHOM cyOctpare (AKJIA). HamGompmne ciiox-
HOCTH BO3HHUKAIOT TIpH AWarHoctuke BA. DTo 00y-
CIIOBJICHO KaK 4pe3BblYaHOW reTeporeHHOCThI0 BA,
TaK ¥ HEOCTYIMHOCTHIO CTIeNN(UIECKUX TeCTOB IS
uX ompeneneHus. B Hacrosimee BpeMsi MPUMEHSIOT
CIeAYIOIINe METOANKH BBISBICHHUS BOTYAHOYHOTO
AHTHKOATyJIsHTA.

CkpuHuHeogble KoazynayuorHvle mecmol. Benen-
CTBHE WHTHOWIINY BOTYAHOYHBIMH aHTHUTEIAMH pe-
aKIIMH, 3aBUCUMBIX OT POChOIUTTHIOB, TH aHTHTETIA
MOTYT 3aMeJUIATh MPOTPOMONHOBOE, KAOJIMHOBOE U
aKTUBHPOBAHHOE TMMapIHaIbHOE TPOMOOILIIACTHHOBOE
BpeMms (AIITB). [IpuanHOW yKa3aHHBIX W3MCHCHHI
CKPUHUHTOBBIX TECTOB SBISETCS CIIOCOOHOCTH BA
Hapymarh oopa3oBadue Ha (oCchONHITHIHON TOBEPX-
HOCTH TE€HA3HOTO KOMILJIEKCA, BKIFOUAIOIIEro (pakToph
[Xa, VIlla, u mporpoMOmHa3HOTO KOMIUTEKca (Xa, Va).

Koppexyuonnwviti mecm. Ilpn nammann BA no6as-
JieHre HeOONBIIOTO KOJTMYECTBA IJIa3MBbl 3I0POBOTO
YeIloBeKa He KOPPUTHPYET BBISBICHHBIN B CKDHUHHHTO-
BBIX TecTax JAeeKT B OTIINIHE OT X HapyIIEeHUH pr
neduuTe OTASTHHBIX (DaKTOPOB CUCTEMBI CBEPTHIBA-

KnuHunyeckune kputepumn guarHoctuku APC

BepyLume cumntombl KnuHnyeckue nposiBneHus

CocyauncTblii TpomM603
1 opraHax

OpavH nnm 6onee KIMHNYECKMX 3NM3040B BEHO3HOIO MW apTepuasibHOro TPOM603a B NI0ObIX TKAHSAX

OCnoxHeHUs 6epeMeHHOCTH

OpHa nnu 6onee HEOOBACHUMbBIX CMepPTe MOP@ONOrMyeckn HopmanbHoro rnoga Ha 10-1i Hepene
vnu B 6onee nosaHve Cpoku 6EpeMeHHOCTH.

OpauH vnm 6onee aNM3040B NPEXAEBPEMEHHbIX POLAOB HAa U A0 34-1 Heaenn 6epeMeEHHOCTA B CBA3N
C TSXKENION NPeaKNamMnmcruen Uam TAXeNon nnaueHTapHom HefoCTaTO4YHOCTbIO.

Tpu 1 6onee HEOOBSACHMMBIX CMOHTaHHbLIX a6opToB A0 10 Hen GepeMeHHOCTU (MOCe UCKITIYEeHNUs!
aHaTOMKNYECKON N XPOMOCOMHOM NaTtonornum)

10
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HuUs KpoBH. [103TOMY TpH OTCYTCTBHUM KOPPEKIIUHU BbI-
TOJTHSAIOTCS] METO/IBI JUTSA TOATBEP K IeHHS Hannuns BA.

Tecmot Ot noomeepacoenus naruvus BA. lpu
MpeABapUTENbHON WHKYOAIllMu HCCIeAyeMOH Iia3-
MBI C TOCTAaTOYHBIM KOJTUYECTBOM (PoChOIUTHIOB
BOJIYAHOYHBIE AHTHUTENA CIIOCOOHBI CBS3BIBATHCS C
[TOCIIETHUMH, TIOCJIE YeTO UX HHTMOUTOpPHOE JIeiicTBHE
Ha peakliy Koarysiuu ociaOeBaer.

Kax n3BectHo, BA BniepBsIe BBIsiBIICH B S0-X rogax
MIPOIILIOTO CTOJICTHUS y OOJBHBIX C CHCTEMHOM KpacHOM
Bosiuankoit (CKB). Ho B nmanpHelimeM 0oka3ajoch,
yTo BA BeTpeuaeTcs u npu Apyrux 3a0oJeBaHUIX.
OcHoBHOI1 MuIIeHbt0 i BA ABISAIOTCS pa3nuyHble
KOaryJIslHOHHBIE OEJKM TIa3Mbl, CBSI3aHHBIE C OT-
pHUIaTenbHO 3apshKeHHBIMU (ochonmunuaaMu MeM-
OpaH SH/IOTENHs, KIETOK KpOoBH U (dochomunuaamu
MUKPOYACTHII I1a3Mbl. BA OKa3bIBaroT HHTHOUTOPHOE
JelicTBre Ha (PYHKIMOHAIBHYIO aKTUBHOCTB IPOTPOM-
OuHa, GpakTopoB cBepTHIBaHUS X, V U TPOMOOIIUTOB,
YTO MPOSBISIETCS YUIMHEHUEM PeaKIUi, 3aBUCUMBIX
ot pochonunuaos, Takux kak AIITB, kaoauHOBOC
BpeMsi, TECT C pa3BelleHHBIM sIJIOM Tajtoku Paccer.
B cBsi3u ¢ 3TUM JaHHBIE TECTH PEKOMEHIYIOTCS IS
BELIBIICHUS BA.

Anmukapouonununogvle anmumena, oOHapyKeH-
Hble B 80-X rogax MpOIUIOrO CTOJETHS, PEarupyroT
¢ MeMOpaHHbIMU (ochomunuIamMu, TAKUMHU Kak Kap-
JUOJIMTIVH U hochaTHIUIICEPUH, OHH OTIPEIEIISIOTCSI
pazuonMMyHoOJIOTHYeCKUM MeToaoM. C TpoMOo3amMu
B OCHOBHOM accouuupytoT IgG-n3otur.

Jnst 6onee neranbHoM quarHoctuku ADC ucmob-
3yIOT KOJTMYE€CTBEHHOE OIpEIeNICHIE aHTHTEN KJIAaCCOB
G u M, HampaBJIeHHBIX MPOTUB KapIUOIUIHNHA U B2-
IJIMKOTNIPOTenHa | xemuntomunecyenmuuim mMemooom.

Amntrena x B2Gpl, otkpsiTeie B 1990 roxy, mpsiMo
HampaBJIeHbl K U3BECTHOMY KakK amojurnonporenH H,
€CTECTBEHHO! aHTUKOATyISTHTHON CyOCTaHIINH, CIIO-
COOHOM K CBA3BIBAHUIO C OTPHUIIATEIBHO-3aPSKEHHBIMU
dochommnunamu. [Tonararot, 4o IMEHHO aHTHUTENA
K B2Gp! sBisrorcst ocHOBHBIME dpdexropamu ADC.

Xots pazsutue ADC cBs3piBatoT ¢ ADA, HE SICHO,
ABJISIIOTCS JIX ATH aHTHUTEJa TPUTTepaMH TaHHOM MaTo-
JIOTUH WM COMYTCTBYIOIINM IPU3HAKOM 3200JI€BaHHS.
OTa MBICIIb BO3HHKJIA B CBA3M C TEM, YTO B CpEIHEM
y 5% 3M0pOBBIX JIMII, B3POCIBIX U JACTEH BBIABISAIOT-
cs1 ADA. CuuTalot, 9TO y 370pPOBBIX JETEH HacToTa
BcTpeuaeMoct ADA Brrmre (5-20%) 1o cpaBHEHUIO
€0 310poBBIMHU B3pocibIMu (1-5%) [3]. Hamuaune ADA
y O4EBHUIHO 3/10POBBIX JIO/Iei Oe3 KakuxX Tu00 Mpu3Ha-
KOB WJIM CHUMIITOMOB, CBUICTEIbCTBYIONUX 00 ADC
WJIH JPYTOM CHCTEMHOM ay TOMMMYHHOM 3a00JIeBaHUH,
T03BOJISIET BBICKA3aTh MPEIOI0KEHHE, YTO AaHTUTETIA,
MIPUCYTCTBYIOIINE Y 37I0POBBIX JIMII, OTIUYAIOTCSA TIO

CBOEMY IaTOTEHETHYECKOMY MOTeHIHaTy oT ADA
0osbHBIX ¢ oueBUAHBIM ADC. M3ydenue crienuduy-
HocTu aHTUTen K B2Gpl BBIABUIO MHTEPECHBIE
ocobennoctu [14]. U3BectHo, uTo B2Gpl sBisieTcs
OITHOTICTIOYHBIM OEJIKOM, KOTOPBIH COCTOUT M3 5 TO-
BTOPSIIOIINUXCS TIOCIIEIOBATEILHOCTEH (IoMeHOB). U3
HuX goMeH 5 (DS5) upe3BbluaiiHO BaskeH IS CBSI3U C
aHMOHHBIMH (ocdonunuaamMu MeMOpaH, B TO BpeMst
kak fomeH 1 (D1) BbICTymaeT BO BHEKJIETOUHOE TPO-
CTPAHCTBO U MOXET B3aHMOJEHCTBOBAThH C JIPYTHMHU
Oenkamu/anTuTenamu. [lonararot, 4To IMEHHO aHTH-
D1-anTutena cBs3aHbl C TPOMOOTHYECKUMHU ATTH30/1a-
MU U SIBJISIIOTCSL HanOouee cienuduaabiMu st AOC
[15]. ArTHTena K TOMEeHaM 4/5 IPenMyIIeCTBEHHO BbI-
SBJISUTNCH TIPU HETPOMOOTUYECKUX COCTOSHUSIX, TAKUX
KaK aTepocKIIepo3, MpoKasa 1 y JIeTel ¢ aTonmu4ecKuM
nepmatutoM. [lo manueiM L. Andreoli et al. (2011)
[20], romoBanbie HeTH, POAMBINEECS OT Marepeil ¢
CHUCTEMHBIMHU ayTOMMMYHHBIMH 3a00JIeBaHUAMU, IME-
mu antutena K B2Gpl, koTopble IPENMYIIECTBEHHO
pacrio3HaBaiau D4/5, 94To OTIIMYAI0 UX OT MAIUEHTOB
¢ ADOC, mpoayupyOmux MPEeuMyIIeCTBEHHO aHTH-
D1-anTurena.

T. Avcin, N. Toplak (2007) ycTaHOBHIIH, 4TO CHHTE3
anTudochommunmuaHbix antuten K B2Gpl — nocrarou-
HO 4YacToe sSIBJICHUE Y 3/I0POBBIX JeTel, MePeHECHINX
BUPYCHBIC U OakTepraibHbie nHpeKmHU [21]. Bo3amoxk-
HOCTh CYIIECTBOBAHUS «HEMATOICHHOTO» MPOQUIIS
A®A nokazana. [loaTBepkIeHHeM CYIIECTBOBAHUS
«HETIATOTECHHBIX» (POPM MOKET CITY>KUTh TAKKE JI0CTa-
TOYHO HU3KUH PUCK BOSHUKHOBEHHS TPOMOOTHYECKOTO
snu3oaa B npucytctBuu ADA Beero numib B 0,5-30%
ciyyaes [9].

Jnsa o6bsacuenus cBizu ADA ¢ pa3BUTHEM TPOM-
OOTHYECKHNX OCJIOKHEHWH BBIIBUTAIOTCS pa3IMyHbIC
TEOpHUH, KOTOPbIE, B KOHEUHOM HTOT€, MPHU3HAIOT
y4acTHe NaHHBIX aHTUTEN B M3MEHEHUH roOMeocTa-
TUYECKOW peryiflliy CBepThIBaHUA KpoBU. OJHAKO
TOYHBIN MeXaHu3M pa3Butus Tpom603a pu ADC Bce
erle He onpesesyieH. BpIIBUTalOT HECKOIBKO THIOTE3
OTHOCHTEJBHO MaTtoioruueckoi poau ADPA B peryns-
IIUU cHCcTeMbl reMocTasa. [lomararot, 4To mpoTpoM60-
THYSCKUI MexaHu3M neiictBus ADA 3akirodyaercs,
MpeXk/Je BCEro, B HapYLIEHUH HJOTEHHBIX aHTHU-
KOAryJIIHTHBIX MEXaHH3MOB. B 4acTHOCTH ycTaHOB-
JIEHO, 4TO MHUIIEHBI0 ADA SBISIOTCS €CTECTBEHHBIC
AHTHKOATyJSHTHI, Takue Kak 2Gp-1, ecrecTBeHHBIN
AQHTHKOATYJISTHT COCYMCTOTO SHI0TENH S, TPoTerHbI C
u S. B3aumopeiicteue ADPA ¢ KOMIIEKCAMU JaHHBIX
0enkoB ¥ (ocHOTUNMIAMU TPUBOAUT K CHIKCHHUIO
AHTUTPOMOOTHYECKOTO MOTEHIIMAa COCYIUCTON
CTeHKHU M aKTHBHOCTHU €CTECTBEHHBIX aHTHKOAry-
JISHTOB, MPOBOIUPYS Pa3BUTHE THIEPKOATYISALNH.

11
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A®DA cBs3bIBaloOTCS € MIa3MeHHBIMH Oenkamu (2-
[JIMKOTIPOTeUHOM 1, mpoTpomMOrHOM, mpoTenHoM C u S
W/WITM aHHEKCHHOM V) Ha OTPHUIIATENLHO 3apsKEHHBIX
dochommnumax KIeTOYHBIX MEMOpaH, pearu3ysch B
TPOMOOTHUYECKUE COOBITHS.

CymiecTByeT qpyrou mpoTpoMOoTHIecKuii 3hpext
A®DA, KOTOPBIH MPOSABISAETCS B UX CIIOCOOHOCTH Ha-
NpsAMYIO aKTUBUPOBATh dHAOTEIUANbHBIE KIETKH,
WHAYLIUPYS IKCTIPECCHUIO aIT€3UBHBIX MOJIEKYII M TKa-
HEeBOro (hakTopa, BHI3bIBATH AKTHBAIMIO U arperariio
TPOMOOITUTOB, aKTUBUPOBATh CUCTEMY KOMILJIEMEHTA.
Tpom60361 y mun ¢ ADA, Kak MpaBUIlo, pa3BUBAIOTCS
[IPU HAJMYUU TPOBOIUPYIOLIEro (akTopa, B pOJIU
KOTOPOT'O MOTYT BBICTYIIaTh TpaBMa, MHPEKIHs, IMMO-
Ounm3anys, ycTaHoBKa KareTepa u Jp. OTaromarommum
MOMEHTOM B IIPEAPACTIONOKEHHOCTH marueHTa ¢ AGA
K TpoMOO3y cJe/lyeT CUUTaTh HAJINYHe BPOXKICHHON
TpoM6opmIrH. O6 3TOM CBUIETENBCTBYET, B YACTHO-
CTH, U Hallle KIIMHUYeCKOoe HaOIoIeHNe MalueHTa ¢
CKB, y KoTOpOro codeTanre BOJIMaHOYHOTO aHTUKOA-
rynanTta ¢ mytanueit G20210A B rene nporpomOuHa
B F€T€PO3UTOTHOM COCTOSIHUH, a TAK)KE TOMO3UTOTHOE
HOCHTEJILCTBO TTOJIMMOPQH3Ma B TeHe TpoMOonuTap-
Horo perentopa HPA-1 A2/A2 u rerepo3uroTHoe B
rene PAI-1 4G/5G u ¢ubpunorena 455 G/A, ocnox-
HUJIOCh Pa3BUTHEM TPoMOO3a KyOWUTalbHON BEHBI U
TpoMOOTHUECKOH aHTHonaruu [22].

Kak u3BectHO, cymiecTBytoT nepBudHbii AOC u
BTOpruHBI ADC.

[lepBuunsii AQC onucan y mioneid 0e3 KaKux-
00 MPEANISCTBYIONINX 3a00IeBaHU, BCTpEUaCTCs
y 6—7 genosek u3 10 manmentoB ¢ ADC. Bropudanbrit
ADC, xak MpaBuI0, aCCONMUPOBAH ¢ KAKUM-THOO0
3a0o0neBaHNEM, HO Yallle BCETro C CUCTEMHOI KpacHOH
BOJTYAHKOH C peobiiajaHieM aHTUKAPTUOTUITHHOBBIX
AQHTHUTEJ U BOJYAHOYHOTO aHTHUKoaryisHra. [lo man-
HBIM JIUTEPATypPHl, y MAIIUEHTOB C CUCTEMHOM KpacHON
BOJTYAHKOM 4acTO TUArHOCTUPYIOT BTOpu4uHBINH ADC.

A®DC onmcad y I ¢ pa3InYHBIMU Ay TONMMYHHBI-
MU 3a00JI€BaHUSAMH, BUPYCHBIMH U OaKTepHATbHBIMU
MH(DEKIUAMH, 37T0KaYeCTBEHHBIMHU 3a00JIEBaHUAMH,
WMOTIaTHYECKON TPOMOOITUTOIIEHUYECKON Ty PITYPOif,
[IEPHULIMO3HON aHEeMHeH, caXapHbIM J1adeTOM, BOC-
MaJIUTETHHBIMU 3200JICBAHUSIMH KHIIICYHUKA, HA (OHE
MpreMa HEKOTOPBIX JeKapCTBEHHBIX Mpenaparos [9].

BaxHO MOMHUTH Takke O BO3MOXXHOCTH CYIIIe-
CTBOBaHUS «KaTacTpoduueckoro» Bapuanta ADC
(«syndrome Asherson’s»), 151 KOTOPOT'O XapaKTEPHO
00pa3oBaHHE MHOXECTBEHHBIX MHUKPOTPOMOOB B
Pa3IMYHBIX COCY/ax, MPUBOAIIEEe K OBICTPOMY BO3-
HUKHOBEHHUIO MYJIBTHOPTaHHON HEAO0CTAaTOYHOCTHU C
MacCHBHBIM TPOMOOIMOOIU3MOM U HH(papKTamMu B
HHC, noukax, nerkux u nedenu. Cpean (HakTopos,
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BBI3BIBAIOMINX KaracTpodpuueckuit ADC, ormedarot
WHQPEKIUN, XUPYPrUIeCKHe BMEIIATEIhCTBA, PE3KO
MpepBaHHOE JICUCHUE aHTUKOATYISHTAMU, IpPUEM
OpaJbHBIX KOHTPAIIETITUBOB U Heoriazmy [23].

Bonee uem B monmoBuHe cirydaeB ADC coderaercs ¢
CKB nnu 1pyruMu ayTOMMMYHHBIMU 3200JI€BAHUAMU
y JeTel U MOIPOCTKOB.

BonpmuHcTBO MyONMHKaIuii CBUIETEIBCTBYIOT O
passutuu npu CKB TpomOoTHUECKOil MUKpOaHTHO-
natuu, cBsizanHoi ¢ ADC. OmucaHbl Ciydan TPOM-
0oTHyecKol MHUKpoaHTHONAaTUu, cBa3aHHOW ¢ ADC
y aereit (mampankoB) ¢ CKB [2, 22, 24]. S. Noda,
M. Ogura, A. Tsutsumi et al. (2012) [24] onwucainu
MAITUEeHTA ¢ JTIoIyc-HedputoM, potekaromumM ¢ OII,
OCJIOKHEHBIM TPOMOOTHYECKOI MUKPOAHTHOTIaTHEN C
ADC. Tlonoxurenpusle AD-aHTHTENa aHTUKAPANO-
JUTNMHOBbIE aHTHUTENa aHTH-0eTa 2-TIHMKOMpPOTenH |
AQHTUTEJIOM, ¥ BOTYaHOYHOTO aHTHUKOATYJISIHTA, @ TAKKe
aHTU-PochaTuaAUICEPUH-TIPOTPOMONHOBOTO KOMITIICK-
ca IgG-anTurena. Ilpumenenne miasmadepesa, 31T
reMOJIMajI30M, BHY TPUBEHHBIX HH(DY3Hi 1HKI0doC-
(aMua MpUBEIIO K MOJIOKUTETBHOMY pe3yibrary. Hc-
CJIeJIOBaHME TOYEYHBIX OMONTATOB MMOKA3aJI0 COCYAU-
CThIE€ TPOMOBI, KOPTUKAIBbHBII HEKPO3, COBMECTUMBIN
¢ TMA [24]. Koznosckas u coasrt. (2007) [2], K.A. Ia-
nasiH 1 coanT. (2012) [22] cooburunm o caydasx pas-
BuTHst ADOC 1 MUKpoaHTHONIATHYeCKOW HedhponaTuu
y MOIPOCTKOB C BOTYAHOUHBIM HE()PUTOM.

B mepuosie HOBOPOXK/IEHHOCTH BO3HUKHOBEHHE
ADC cps3piBatoT ¢ nmepenocom ADA marepu uepes
mwiamnenty [11, 25]. Onnaxo moakinacc ADA ¢ BEICOKOI
MATOT€HHOCTHIO XapaKTepu3yeTcsl HU3KOH TpaHCILIa-
[IEHTAPHOH MTPOXOTUMOCTHIO. B 11e710M 001IIeTpHHSITO,
YTO TPOMOO3BI Y HOBOPOXKIEHHBIX, UMEIOIIHUX TOIBKO
ADA, pa3BuBaTCs KpaitHe penko [26]. DTo cBs3bIBA-
10T C 0COOEHHOCTSIMHU COCTOSTHHSI CHCTEMBI TeMOCTa3a
Y HOBOPOXKJICHHBIX JIETEH, KOTOPbIE TPOSIBISIOTCS CHU-
JKeHHEM I'eHepanny TpoMOrHa 3a cueT 0oJiee HU3KOro,
4YeM y B3pocibiX, ypoBHS (akropos I, VII, IX, XI u
XII npu OHOBPEMEHHOM YBEJIMUEHUU COJEPKAHUSA
HHTHOUTOPHOTO Oelika 02-MakpornooyiuHa. B Hema-
JIOW CTENEeHH 3TOMY CIOCOOCTBYET U OTHOCHTEIHHO
3IIOPOBBII COCYIUCTHIN YHAOTENHIA, KOTOPBINA 00ecte-
YUBACT BBICOKHI aHTUTPOMOOTHYECKHUI MOTCHITHAT
COCYIUCTOH cTeHke. TpoMOO3bl y HOBOPOXKACHHBIX C
A®DA, xak paBUII0, BO3HUKAIOT IIPU HATUYUH APYTHX
TpoMOoTHUYECKHX (hakTOpoB pucka. CyleCTBEHHBI-
MU (QaKTopamMH pHCKa B Pa3BUTHH TPOMOOTHYECKUX
OCJIO)KHEHHH, B TOM YHCJIE B MIEPHO/IE HOBOPOKICH-
HOCTH, SIBJISIFOTCA HACJIEACTBEHHBIE U TPUOOPETEHHBIE
HapyIICHUS, TAaKWEe KaK HACIIEICTBCHHBIC JEHUIUTHI
€CTeCTBEHHBIX aHTHUKOAryJIsSHTOB (AaHTUTPOMOMHA,
nporeuna C u S), myranust Gaxrop V Jleinen u my-
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tarus 20210A B reHe npoTpoMOrHA, MOTUMOPHU3M
reHa metmienterporuapodonar peaykrassl (MTI OP),
TUIIEPTOMOIUCTENHEMUS, TTOBBIIIEHHBIN YPOBEHb
JUMONPOTENHOB, MPE3KIAMIICUS y MaTepH, TpaBMa-
TUYHBIC POJbI, MH(EKINH, NeTuapaTalys, CIOXKHbIC
BpOXKJIEHHBIE 3a00JIeBaHUS Cep/ilia, TTOCTAaHOBKA Ka-
terepa [11, 22]. [Ipu Hanu4IuK BCEX MPOUUX HACITEII-
CTBEHHBIX U MPHUOOPETEHHBIX (PAKTOPOB PUCKA MOBHI-
LICHUIO TPOMOOTHYECKOTO CTaTyca HOBOPOXKAECHHBIX
MOJKET CIIOCOOCTBOBATH XapaKTEPHBIN IJIs TaHHOTO
BO3PACTHOTO NEepHOo/ia HU3KUI YPOBEHb €CTECTBEHHBIX
AHTHUKOATYJIAHTOB (AHTUTPOMOUHA, TIPoTenHOB C 1 S),
MeHee aKTUBHBIN (PMOPUHOIIN3 U TTOBBIIIEHHAS aKTHB-
HocTh ¢akropos VIII n Bunebpanna.
[Iposeaennniit M.C. Boffa, E. Lachassine (2007)
aHAJIN3 KJIMHUYECKUX U JTa0OpaTOPHBIX NMPU3HAKOB Y
16 HOBOPOKACHHBIX C MTEPUHATAIBHBIM TPOMOO30M U
oNIOKUTENbHEIME ADA BIIBUI creaytomee [25]. Y
80% neTeli mMen MecTo apTeprabHbIA TPOMOO3, Ullle-
MHUYECKUI HHCYIIBT COCTABIISL ITOJIOBUHY BCEX CITydaeB
TpombOo3a. ADA onpenensmch B cbIBOpoTke y 12 u3 16
neteii. YeTBepo Apyrux aereit uMenu Tpomo03, acco-
LMUPOBaHHBIHN TONBKO ¢ HanmnureM ADA B CBIBOPOTKE
matep. 9 u3 14 gereit umenu, o KpaiiHei mepe, oauH
JIOTIOJTHUTENBHBIN (DakTop prcka TpoM003a, a MATepo
JIPYTUX — OT ABYX JO YEThIpeX MPOTPOMOOTHUECKHX
(haxtopoB pucka. M3 Hux Hamboiee 4acThIMHU OBLIH
apTepuagbHble WIN BEHO3HBIE KaTeTephl, CETICUC, ac-
¢bukcus n/wim BpoxkJaeHHas TpoMOoduius. B ogHOM
ciydae HeoHaTanbHbIT ADC acconnnpoBaH ¢ ABYMS
BPOXJICHHBIMU MTPOTPOMOOTHYECKUME (HaKTOPAMH
pucka, Bkitouast noxumoppuzm MTTOP C677T u
myTtanuio 20210A B rere npoTpomMOnHa.
MHorouucjaeHHble KIMHUYECKHUE HaOII0eHHS
CBUJCTEIHCTBYIOT O HEOOXOJUMOCTH HHTEPIIPETALINU
A®DA y nereii. Hanpumep, ecnu y pedeHKa UMeroTcs
ADA u Ha ux QoHE pa3zBUBAIOTCS TPOMOOTHUECKHUE
nposiBienus, To ADA, npexae Bcero, cienyer pac-
LIEHMBATh KaK [TPOSBIEHUE Ay TOUMMYHHOTO 3a00J1eBa-
Hus. B oTux cinyvasx s mydineil kiaccupukau u
cTparru(uKaImy IporHo3a y 00JI5HOTO PEKOMEH/TyeTCs
OTIpeICTUTh Psii ayTOaHTHUTEN, BKItodass BA, antu-
KapAUOJUNIMHOBBIC aHTUTENa U anTtuTena Kk f2Gpla.
UccnenoBanue aApyrux aHTUTEN (aHTHHYKJIEApHBIX,
antu-J{HK u npyrux) u cnermmduiecknx KIMHIYECKIX
MPOSIBIICHUI TIO3BOJUT UCKIIOYUTh auarno3 CKB.
Hpyroii mpobnemotii siBisiercst unrepnperanns ADA y
OUEBHUTHO 3I0POBBIX JIeTeH 03 KaKUX-TH00 KIIMHUYE-
CKUX TIPOSIBIIEHUH TpoMO03a, IPyTruX THIIMYHBIX TIPU-
3HaKoB 1t ADPC 1 6e3 npenIecTByIOIero 1narno3a
CHCTEMHOTO ay TOMMMYHHOT0 3a00sieBanus. Mmerorcs
JOCTATOYHO YOCAUTEbHBIE I0KA3aTeNIbCTBA, UTO Y 310~
poBbIX feteit ADA TOSBIAIOTCS TIOCTE TEPEHECEeHHBIX

BUPYCHBIX W OaKTepUAIbHBIX WHPEKIMA U OOBIYHO
ucye3arot B reueHue 2—3 mec [21]. DTu anTuTeNa pac-
[IEHUBAIOT KaK «HETaTOreHHbIe» U TpaH3UTOpHbIe. B
MIPOTUBHOM CJIy4yae aHTHTEeJa MOTYT CTaTh IIEPCUCTH-
PYIOLIMMH HCTHHHO MTaTOT€HHBIMHU U COMIPOBOKIAThCS
pa3BuTHEM TpoMOo3a. B cBs3M ¢ 3TUM BO3HHKAET BO-
MpocC, ABISAIOTCS JIU NH(PEKINH OCHOBHBIM TPUTTEPOM
pa3Butus AQA npu ayTOMMMYHHBIX 3a00JI€BaHHSX ?

B nerckue u roHOIIECKUE TOABI, KOrJla y JieTei
MMeeTcs JOCTaTOYHO 3pesiasg UMMYHHas CUCTeMa, TPo-
ucxoaut cuare3 ADA denovo, 4TO COIPOBOXKIAAETCS
pa3BUTHEM KIMHUYECKHX MPOSBICHUMN, XapaKTEPHBIX
U1t AOC, HamOMHUHAIOTIINX TAKOBEIE Y B3pOoCbix [11].
Opmnako Mexay AeTCKUM U B3pocibiM ADC, TeM He
MEHEE, UIMEIOTCS OIIPENEJICHHbIEC pa3nuunsd. Y JAeTei
OTCYTCTBYIOT TPaJWIIMOHHBIE /I B3POCIHBIX MPHOO-
peTeHHbIe (haKTOphl prCKa TPoMO03a, KaK-TO KypeHHE,
OKMpEHHe, MIPHUeM KOHTPAIleNTUBOB, HET U 3aboie-
BaHUM, CBSI3aHHBIX ¢ OepeMeHHOCThIO. [IpucyTcTBIe
A®DA y neteit ¢ ayTOUMMYHHBIM 3a00ieBaHHEM, B
YaCTHOCTH C CUCTeMHOM KpacHo# Boiuankoi (CKB),
MOXET OBITh aCCOIMUPOBAHO CO 3HAUYUTEIbHBIM
OpPTaHHBIM TOPAKEHHEM M COOTBETCTBEHHO ILIOXHUM
ucxoaom [2, 22, 24].

[epuunsiii AOC B neauaTpruyuecKoil MOMysauu
BCTpEUYaeTcs ¢ Takoil ke gacToToi, kak u ADC, ac-
coruupoBanubiii ¢ CKB [19]. Hepenko cuMmToMbl
CKB mnosBnsitoTes Beiiel 3a paHee oOHapyKEHHBIM
ADC [19].

N3BecTHO, uTo KiamHH4Yeckue mpospiaeHus ADC
B JIETCKOM BO3pacTe BKJIOYAIOT BEHO3HBIE M apTe-
puanbHble TpoMO03bl. IloBepXxHOCTHBIE U TITyOOKHE
BEHBl HMKHUX KOHEYHOCTEH — MecTa, B KOTOPBIX
MPEUMYIIECTBEHHO pa3BUBAIOTCS TPOMOO3bI (B 29—
55% ciyqaeB). o2 HAOMIOMAIOT TPOMOOIMOOITHIO
nerounoit aprepuu (TOJIA), HO IpU ATOM JeroyHas
TUIEPTEeH3Hs BO3HMKAeT penko. Jpyrue nokammza-
U, TJIe MOXKET Pa3BUThCS BEHO3HBIN TPOMOO3, — 3TO
HIDKHSASL U BEPXHSIS TOJIbIE BEHBI, TIOYEYHBIE, ME3CH-
TepUualbHble, MEYCHOYHbIE U PETUHAIbHBIC BEHHBI.
LlepebpanpHbIC apTepuu — MECTA, TIe HANOO0JIee YacTo
JUArHOCTUPYeTCs TPOMOO03, MPUBOASIIINHI K Pa3BUTHIO
TPaH3UTOPHOU UIIEMUYECKON aTaKu WU UCTUHHOMY
MHCYIBTY. BCTpedaeMoCTh MONOKUTENBHOM peakunun
Ha ADA y eteii ¢ aIM301aMH HIIEMUYECKON TIPUPO/IBI
B LICHTPAJILHOM HEPBHOM CHCTEME, IPEUMYILIECTBEHHO
B 00JIaCTH CpellHel MO3TOBOW apTepUH, JOCTATOTHO
BbicoKa [9,19]. Cpenu xoxHBIX nposiBaeHuit ADC
OTMEYAIOT S3BBI HA HOTAX, MOJHOI'TEBBIE TPOMOO3HI,
00JIe3HEHHYIO HEKPOTU3UPYIOIIYIO YPIypY, MENKHE
reMopparui U MpaMOpHYIO KOXY. SI3BBI Ha KO)ke MO-
T'YT OBITHh MHO)KECTBEHHBIMHU WJIN JIOKAJIbHBIMHU, OYE€Hb
0O0JIC3HEHHBIMH U OCTaBJIATH aTpopUUECKUe PYOIIbI.
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MpamopHas Koxa SIBISETCS MPOSBICHHEM TUITUYHOTO
A®DC u 00ycroBieHa 3aCTOEM KPOBU B MIOBEPXHOCT-
HBIX PacIIMPEHHBIX BEHO3HBIX KAMWJIApPax KOXKHU
Oenpa, HOT, IpeIIedbs. Y OIHOM TPeTH MeaAuaTpu-
yeckux 001bHBIX ¢ ADC onrcanbl TPOMOOIUTOTICHUSI
u remonutudeckas anemus [ 18]. [Ipu aToM cHIKeHUE
YHCcIia TPOMOOIIUTOB OOBIYHO HE CONIPOBOXK/IAETCS Te-
MOpparn4ecKuMu MposiBIeHUAMU. [ eMopparuueckue
nposiBieHus y nanueHToB ¢ ADOC BcTpedaroTes pexe,
YyeM TPOMOOTHYECKUE OcToKHEHU. [[prHuuHOi TOBbI-
LIEHHON KPOBOTOYMBOCTH MOYKET OBITh BBIpaKCHHAsS
TpoMOonronieHus [ 18]. YKemymouHo-KuImeaHbIe po-
apneHus y neteit ¢ AOC HOCAT BTOPUYHBIN XapakTep
U ABJISIIOTCA CIIECTBUEM TPOMOOTHYECKOTO MpoIiecca.
W3 aux Budd-Chiari cuaipom, BI3BaHHBIH 00CTPYK-
el MeYeHOYHBIX BEH WJIM HIDKHEW MOJIOM BEHBI C
MOCIeAYIOIIEH MOPTAIbHON TMIIEPTEH3UEN U aCIIUTOM,
WIIeMHs KUIIEYHUKA, ME3CHTEPHAIBHBIA U MOPTalb-
HBII BEHO3HBIN TpoM003. BeTpewaercs acentuueckuit
HEKpO3 ToIoBKH Oenpa y merei ¢ ADC.

Tepanus nepeuunozo u emopuynoeo APC. Omy-
OMMKOBaHBI PabOTHI, TMMOCBAIICHHBIC TEPATUN U TIPO-
dbmrakTuKu TPoMO0IMOOIUIECKUX OCIOKHEHUH Y
MAIUEHTOB C MEPBUYHBIM U BTOpU4YHBIM ADC [2, 8,
9,22,27,28].

[Ipy BOZHMKHOBEHHH TPOMOOTHYECKOTO OCIIOXK-
HeHus y nanuenta ¢ AOC nepBoHAYaIBHO PEKOMEH-
IYIOT UCTOIB30BaTh TPOMOOIUTHYECKHE TIPETapaThl
(ypoxunaza B noze 4400 ME/kr B Bujme Gomtoca ¢
nocieayonuM BeegaeHueM 1036l 4400 ME/kr/4 B
Te4YeHHe, Mo KpaitHeit mepe, 72 4). Ilo okoHUaHUU
TPOMOOIUTHYECKOM Tepanuy Cpazy HaYMHAIOT BHYTPH-
BEHHOE BBEJICHHE CTAHAAPTHOTO remapuHa (B 1o3¢e 50
ME/xr B Buae 00jt0ca ¢ MOCIEAYIONIMM BBEJICHHEM
15-20 ME/kr/4, uto6s! ynsouts AIITB). I'enapun —
3 PEeKTUBHOE aHTHKOATYJSIHTHOE JIEKAPCTBO, KOTOPOE
IpephIBaeT aKTUBAIMIO TPOMOMHA M YCHUIIMBAET POJIb
AHTUTPOMOMHA. ANBTEPHATHBOM CTaHAPTHOMY Tera-
pUHY MOTYT OBITH TIperapaThl HU3KOMOJIEKYISPHOTO
renapuna [16]. ImeeTcs enuHOe MHEHHE O HEOOXO-
JMMOCTH TIPOBEJICHUS MPOMUIIAKTHKH Y BCEX JIETEH C
A®DC, yTOOBI IPEAOTBPATUTH MTOBTOPHBIE TPOMOO3BI
[9, 16, 28]. C 2T0i1 11e/1pI0 HA3HAYAIOT OPAJIbHEIC aHTH-
KOAryJIsIHThI — aHTAaroHUCThI BUTamMuHa K (Bapdapun),
KOTOpBIE CHIDKAIOT MPOJYKIIMIO B MIEUYEHH aKTUBHBIX
koarysinoHHbIX Gakropos 11, VI, IX, X, uto mpuso-
JT K YTTHHEHUIO TPOMOOTIJIACTHHOBOTO BPEMEHH, BbI-
paxennoro B Buze MHO (MexayHaponHoe HopMain-
30BaHHOE OTHOIIEHHE). OpallbHble aHTUKOATYJISIHTEL, B
YaCTHOCTH BapdaprH, Ha3HAYaI0T B MHIUBUAYaIbHON
no3e, uTo0sl focturayTh MHO B mpenenax ot 2 1o 3.
OTH penaparsl 00BIYHO Jal0T TPeOyeMbIif aHTHKOAry-
TstHTHBIN 2 dexT yepes 48—72 4 ot Havyaa npuema. J{o
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3THUX MOP IPU OCTPOM TPOMOO3€ aHTUKOATYIIALINS J10-
CTHUTaeTcs ¢ IoMoIIbIo renapuHa. 'emapun He Tpedy-
€TCsl, KOT/Ia OpaJibHbIE aHTUKOATYJISTHTHI 1AI0T C IIEITBI0
npopUIaKTHKH TpoMOodMOonu3ma. [enapun Takxke
MIPOTHBOIIOKA3aH B CIIy4asAx TSHKEIO0H TpoMOoIHTOIIe-
HUU, TeNapruH-BbI3BAaHHON TpomOoruronennu. Ecin
AQHTHUKOATyJSTHTHAS TEPAITNs OCIOKHACTCS Pa3BUTHEM
KPOBOTOYHMBOCTH, TO PEKOMEH/IyeTCS OTMEHHUTH BBE-
JIeHHE aHTUKOAryIIsHTa. IHTeHCHBHBIE reMopparuye-
CKHE IIPOSBICHUS HEPEJIKO TPEOYIOT 3aMECTUTEILHON
Tepanyy B COOTBETCTBUU C UMEIOLITMMCS Ie(hEKTOM B
cucteme remocrasa. Korna kpoBoteueHue y peObeHka
¢ ADC accorumpyercsi ¢ TPOMOOLIUTOIIEHUEH U, eCIn
00JIbHOI MPUHUMAET aCTIMPUH, MOKET OBITH ITOKa3aHO
BBEJICHHE TPOMOOIIUTAPHOM B3BECH HapAIy C Ipera-
paTamu, MOBHIIAIOIIINMHE YUCIO TPOMOOTIHTOB [26].

C uenpio CHM)XKEHHUS YPOBHS IUPKYIUPYIOUIUX
anTudochomunmuaHbix antuten netim ¢ ADC pexo-
MeH10BaH miasmadepes NeS5—10.

Jleuenne BoTYaHOYHOTO HEPpHUTA KaK y JA€TEH, TaK
Uy B3pOCIIBIX OIIpEIeNIeTCs ¢ yueToM Mopdooruyie-
CKHX M3MEHEHUI 1Mo pe3yibraTraM OMOICHH MOYKU B
COOTBETCTBHH C MOP(DOIOTHIECKOH Kitaccuukarmeit
ISN/RPS(2003). Ilpu BomuanouHoM HedpuTe MpH-
MEHSIOT IIPOTOKOJIBI ITYJIbC-TeParuy MEeTHIIPETHI30-
JIOHOM H UKJIOQochHaHOM; KOMOMHUPOBAHHOW CTaH-
JTAPTHOM MPeTHN30I0HO- ¥ IMTOCTAaTHYeCKON Teparun
(mukodenonata Mmodermi, nukiopocdaH, azaruo-
npuH), Tepanuu antutenamu Kk CJ120 B-mumdormron
(puTykcruMab), Teparui UMMYHOTIIOOYIMHAMU, aHTH-
KOAryJsTHTaMH ¥ aHTHarperanTami [2, 22,24, 27-30] .

[Iporuos ans pereit ¢ ADC omnpenensercs Tske-
CTHIO KJIMHHYECKUX MPOSBICHUI B Hadalie 3aboie-
BaHMs, MpEIIeCTBYIONIeH ncTopueil 3aboeBaHus
(TpomM603bI B aHaMHe3€), BEICOKUM ypoBHEM ADA,
HaJUIeKAIEeH Tepanuei (MCToIb30BaHNEe aHTUKOATY-
JITHTOB) ¥ HAJTMYMEM 3JI0Ka4eCTBEHHOT 0 3a00JIeBaHUs
B nporecce pa3Butusi ADC. YV manmeHToB ¢ Kara-
crpoduyeckrm ADC pelieHne o JICYSHUH 3aBUCHT OT
TSOHKSCTH KIIMHUYIECKON KapTUHBEI [23]. IM MOXXeT OBITh
Ha3HaueHa MHTEHCUBHAs aHTUKOATYJISHTHAs Teparus
B KOMOMHAIIUH C TUTa3Magepe3oM, BRICOKUMHE JT03aMH
KOPTHUKOCTEPOUIOB, IKIo(ochamuia U BHYTPUBEH-
HOTO UMMYHOIJIOOYJMHA, XOTS KOHTPOJIUPYEMBIX HC-
CIJICIOBAHUH, IOKA3bIBAOIINX dPPEKTUBHOCTD TAKOM
Teparnu, He TPOBOMIIOCH.

[MpodunakTuyeckas MPOTHBOTPOMOOTHYECKAS Te-
panust ooocHoBana nmpu ADC y gereii 1 oaPOCTKOB.
[MpodunakTrka AOIKHA MPOIOIKATECS JITUTEIBHOE
BpeMsI B CBSI3U C BBICOKHM IPOILIEHTOM BCTPEIaeMOCTH
HOBBIX TPOMOOTHYECCKHUX OCJIOXKHEHHUU y NeTel, He-
MIPEPBIBHO MOJTYYAIONTUX OpaIbHbIE aHTUKOATYJISHTHI
B TeueHue 6 mec. [Ipu cooTBeTCTBYIOIIEM JICUEHUH U
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COOJTIOZICHUH OXPAaHHOTO PEXKMMA SKU3HHU OOJTBITHHCTBO
neteii ¢ nepsuyHbIM ADC BeyT HOpMalbHbII 00pa3
JKU3HU U IOCTUTAIOT B3POCIIOTO Bo3pacTta 6e3 mpoliieM.

VY neteit, umeromux BTopudHbiii ADC, oTmMedaeTcs
Oosee TsHKe0e TeUeHHe PH Ay TOMMMYHHOM peHallb-
HOM BacKyluTe (BOTYaHOYHOM HepuTe), OHKOJIOTH-
YeCcKOM 3a00JIeBaHUU. 370pPOBBIC JIMIA, Y KOTOPBIX
HEOXKHUJAHHO ObLTH BIIBICHBI ADA B CHIBOPOTKE, HE
TpeOyIoT JIeYeHNs U TPOPHIAKTHKH.

SAKJTHOMEHUE

AHnTH(dOC)OIUIUAHBIN CHHAPOM BCTpedaeTcs B
neAnaTpruueckoil He()POJIOTrHIECKON MPaKTHKE Kak
npuoOpeTeHHasl ayTOMMMYHHasi TpoMOO(MIIHs vare
IIPU CUCTEMHBIX BACKYJIUTAX (JFOTyc-HEPPUT). AHTH-
dochommnuIHbIe aHTUTENA CIIENYeT CUUTATh (PaKTO-
pamu prcKa, KOTOPbIE MOTYT CMECTHUTD OaJlaHC MEXKTY
KOAryJIsluel ¥ aHTHKOATYIISIIICH B CTOPOHY TPOMOO-
3a. OnTUMU3aIUs paHHel TUarHOCTUKY KITMHUYECKIX
TIPOSIBIICHUI U CTICITU(UICCKUX TAOOPATOPHBIX KPHUTE-
PHEB, BBISBISIFOIINX aHTH(HOCHOTUHIHBIC aHTHTEIA,
[T03BOJIUT 00OCHOBATh M HA3HAYUTH CBOEBPEMEHHYIO
U aJICKBaTHYIO Tepanuio aHTH(HOCHOITUTUIHOTO CHH-
JlpoMa y JieTe.

BUBJIMOrPA®UNYECKUIA CMINCOK

1. Peterson LK, Willis R, Harris EN et al. Antibodies to Phospha-
tidylserine/Prothrombin Complex in Antiphospholipid Syndrome:
Analytical and Clinical Perspectives. Adv Clin Chem 2016;73:1-28

2. Kosnosckasa HJ1, 3axaposa EB, 3eepeB B u gp. Oco-
6EeHHOCTM nopaxeHuns novyek, o6yCNOBAEHHOro coYeTaHNEM
rnomepynoHedpputa n AQGC-accoummpoBaHHON HedponaTum
npu CUCTEMHOWN KPaCHOW BONYaHke. Hepposiorus v ananns
2007;9(4): 439-446 [Kozlovskaja NL, Zaharova EV, Zverev DVidr.
Osobennosti porazhenija pochek, obusloviennogo sochetaniem
glomerulonefrita i AFS-associirovannoi nefropatii pri sistemnoi
krasnoi volchanke. Nefrologija i dializ 2007; 9(4): 439-446]

3. Chaturvedi S, Brandao L, Geary D, Licht C. Primary an-
tiphospholipid syndrome presenting as renal vein thrombosis and
membranous nephropathy. Pediatr Nephrol 2011; 26(6): 979-985

4. NanasH KA, CaseHkoBa HJ,. AHTUdOCHONUNUAHBIA CUH-
OpOM B NpakTuke neguatpa-Hedponora. Tpomb603, remocra3s
un peosiormsi 2014; 58(2):9-15 [Papajan KA, Savenkova ND.
Antifosfolipidnyi sindrom v praktike pediatra-nefrologa. Tromboz,
gemostaz i reologija 2014; 58(2):9-15]

5. Devreese K, Hoylaerts MF. Challenges in the diagnosis of
the antiphospholipid syndrome. Clin Chem 2010 Jun;56(6):930-
940

6. KukHapse KI, A66akymosa JIH, KannHnHa HM, HoBuk
IA. KnuHunyeckne ocobeHHOCTN aHTUHOCHONNNUOHOIO CUH-
npoma y petein. Jleqawumii spad 2010; 6:11-15 [Kiknadze KG,
Abbakumova LN, Kalinina NM, Novik GA. Klinicheskie osobennosti
antifosfolipidnogo sindroma u detei. Lechashii vrach 2010; 6:11-
15]

7. Hughes GR. Thrombosis, abortion, cerebral disease and
lupus anticoagulant. Br Med J 1983; 287: 1088-1089

8. Bauman M, Massicotte MP, Yiu V. Disordered Hemostasis
and Renal Disorders. In: Geary DF, Schaefer F, eds. Comprehensive
pediatric nephrology. 1%t ed. Mosby. 2008; 385-394

9. Rigante D, Gaspari S, Bersani G, Stabile A. Antiphospho-
lipid syndrome; clinical spectrum and therapeutical/prophylactic
strategies in the pediatric population. Eur Rev Med Pharmacol Sci

2008; 12(1): 47-53

10. Improda N, Alessio M, Capalbo D et al. Acute adrenal fail-
ure as the presenting feature of primary antiphospholipid syndrome
in a child. ltal J Pediatr 2012; 38:49-53

11. AvCin T. Antiphospholipid syndrome in children. Cur Opin
Rheumatol 2008; 20:595-600

12. lWntmkosa AC. MexaHn3Mbl HapyLLeHWs remMocTasa npu
aHTMHOCHONUNUAHOM CUHAPOME. YueHble 3anuvcku CI6IrMY ym.
akan.n.I. Nasnosa 2004; 11(3): 47-59 [SHitikova AS. Mehanizmy
narushenija gemostaza pri antifosfolipidnom sindrome. Uchenye
zapiski SPbGMU im. akad.l.P. Pavlova 2004; 11(3): 47-59]

13. Constantin T, Ponyi A, Fekete G. Clinical relevance of
antiphospholipid antibody tests in childhood. Eur J Pediatr 2004;
163:507-508

14. Nalli C, Piantoni S, Andreoli L et al. Antiphospholipid syn-
drome and antiphospholipid antibodies in children: the two sides
of the coin. IMAJ 2012; 14: 310-312

15. De Laat B, Pengo V, Pabinger J et al. The association be-
tween circulating antibodies against domain | of beta2-glycopotein
| and thrombosis: an international multicenter study. J Thromb
Haemost 2009; 7:1767-1773

16. bapkaran 3C, Mowmort All, Cepatok I'B, LbiBknHa JIIM.
OCHOBbI AMArHOCTUKKN 1 Tepanun aHTudochonnnUaHoro
cuHgpoma. M. Helogmamepn, 2003; 48 [Barkagan ZS, Momot AP,
Serdyuk GV, Cyvkina LP. Osnovy diagnostiki i terapii antifosfolip-
idnogo sindroma. M. N'yudiamed 2003; 48]

17. Manasax JIMN, KobunaHckasa BA, LLntnkosa AC. O6wime
NPUHLMABI ANArHOCTUKN aHTUdOCHDONMNMAHOro cCuHapomMa.
Yyaenbie 3ancku CM6IMY um. akaa.W.T1. MNMasnosa 2004, (3): 59-
62 [Papajan LP, Kobiljanskaja VA, SHitikova AS. Obshie principy
diagnostiki antifosfolipidnogo sindroma. Uchenye zapiski SPbGMU
im. akad.l.P. Paviova 2004; (3): 59-62]

18. Turini RBF, Chechia TE, Fernandes TA et al. Antiphos-
pholipid syndrome and thrombocytopenia in childhood. Rev Paul
Pediatr 2012; 30 (3): 412-417

19. Avcin T, Cimaz R, Silverman ED et al. Pediatric
antiphospholipid syndrome: clinical and immunologic features
of 121 patients in an international registry. Pediatrics 2008;
122:1100-1107

20. Andreoli L, Nalli C, Motta M et al. Anti- B2glycoprotein 1
IgG antibodies from 1-year old healthy children born to mothers
with systemic autoimmune diseases preferentially target domain
4/5: might it be the reason for their «innocent» profile? Ann Rheum
Dis 2011; 70:380-38

21. Avcin T, Toplak N. Antiphospholipid antibodies in response
to infection. Curr Rheumatol Rep 2007; 9:212-218

22. NManasH KA, KanyctnH CU, ®epnoTtosa ElN. KnuHnye-
ckoe HabnofneHne cuHgpoma aHTMOOCHONUNUAHBIX aHTUTEN U
TpomMBopUAMM y NauneHTa ¢ Bon4aHoUYHbIM HedppuToM. Heppo-
norvst 2012; 16(3): 90-94 [Papajan KA, Kapustin Sl, Fedotova
EP. Klinicheskoe nablyudenie sindroma antifosfolipidnyh antitel
i trombofilii u pacienta s volchanochnym nefritom. Nefrologija
2012; 16(3): 90-94]

23. Erkan D, Cervera R, Asherson RA. Catastrophic antiphos-
pholipid syndrome. Where do we stand? Arthritis Rheum 2003;
48:3320-3327

24.Noda S, Ogura M, Tsutsumi A, et al. Thrombotic microan-
giopathy due to multiple auto antibodies related to antiphospholipid
syndrome. Pediatr Nephrol 2012; 27(4):681-685

25. Boffa M-C, Lachassine E. Infant perinatal thrombosis and
antiphospholipid antibodies: a review. Lupus 2007; 16:634-641

26. Myones BL. Update on antiphospholipid syndrome in
children. Curr Rheumatol Rep 2011; 13: 86-89

27. LimW. Antiphospholipid antibody syndrome. Hematology
2009; 1:233-239

28. Marks SD, Tulus K. Lupus Nephritis. In: Geary DF, Schaefer
F, eds. Comprehensive pediatric nephrology. 1°ted. Mosby 2008;
329-342

29. Ko3sblpo MA, Cykano AB. HoBble Mapkepbl B AMarHOCTUKe
nonyc-HedpuTay aetei (063op nntepartypbl). Hegposiormns 2015;
19(3): 74-81 [Kozyro IA, Sukalo AV. Novye markery v diagnostike

15



ISSN 1561-6274. Hedponorua. 2016. Tom 20. Ne3.

lyupus-nefrita u detei (obzor literatury). Nefrologija 2015; 19(3):
74-81]

30. Joint European League Against Rheumatism & European
Renal Association — European Dialisys and Transplant Association
(EULAR/ERA-EDTA) Recommendations for the Management of
Adult and Paediatric Lupus Nephritis. Ann Rheum Dis 2012; 71:
1771-1782

Caenenus 00 aBTopax:

Manasu Jlrogmuna IMerpoBHa, 1.M.H., podeccop, pyKOBOIUTEb
11a00paToOpHH CBEPTHIBAHHUSI KPOBH

Canxr-IlerepOypr, 2-s1 CoBerckast yi., 1. 16. DI'BY «Poccuiicknii
Hay‘lHO—I/ICCHe)IOBaTeHbCKI/Iﬁ l/IHCTI/ITyT reMarToJIoTuM U TpaHC-
¢yzuonorun ®MBA Poccumy». Ten.: (812) 717-35-82, E-mail:
Papayan@mail.ru

Ludmila P. Papayan doctor of Medical Science, Professor

Head of the Blood Coagulation laboratory,

Russian Research Institute of Hematology and Transfusiology

16

Saint-Petersburg, 16 Sovetskaya 2 St. Tel. (812) 717-35-82, E-mail:
Papayan@mail.ru

MManasu Kapuna AnbGepToBHa, Mo1eHT kad. (aKynbTeTCKOM me-
JIMaTPHH, K.M.H.

194100, Cankr-ITerepOypr, yi. JIutoekas, . 2. Cankr-IlerepOyprekuit
TOCYJAPCTBEHHBIN MEAUATPUUYECKUN MEIUIMHCKUN YHUBEPCHUTET.
Ten.: 416-52-86, E-mail: Papayan@inbox.ru

Papayan Karina Albertovna

Saint-Petersburg State Pediatric Medical Univercity, Docent
of department Faculty pediatrics, 194100, Saint-Petersburg, 2
Litovskaya St. Tel. 416-52-86, E-mail: Papayan@inbox.ru

Aemopul 3aaenst0m 06 omcymcmseuu KOH@GIuKma
UuHmMepecos.

IMocrynuna B pepakuuio: 11.01.2016 .
[Ipunsra B neyars: 18.03.2016 .



