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TpomboTUUEeCKUE U TPOMOOIMOOIUYECKUE COCTO-
SHUS y OeTeil B MOCIeqHee BpeMsl CTaly Bce OOJIbIIe
MpUBJIcKaTh BHUMaHUE HMCCeAOBaTelleil KaKk oIHa W3
CaMBIX CEPbE3HBIX MPUINH WHBATUAN3ZAINN U CMEPT-
HOCTH B TIeUATPUH.

Hanmyme coBpeMeHHBIX METOIOB TMAaTHOCTHKM: YJTb-
Tpa3BYKOBas IOIieporpadus cocyaoB, KOMITbIOTEPHAS
W MaTHUTHO-PE30HAaHCHASI TOMOTrpau — 3HAYUTEThb-
HO pacUIMpWJIM BO3MOXKHOCTH Bpayeii B ITMATHOCTH-
K& MHOTMX TPOMOOTUYECKUX U TPOMOOIMOOINYECKUX
COCTOSTHUI, YIIYYIINB X IUATHOCTHKY, YTO OTPA3WIOCh
Ha TIOBBHIIIICHUH TTOKa3aTeeil 3a00I1eBaCMOCTH.

ITo maHHBIM MEXIYHAapOITHOTO PErucTpa TPOMOO-
30B, 5, 3% u3 10 000 rocrnuTaaM3upOBaHHBIX OETEM
nepeHocAaT TpoMm6o3bl. 95 % W3 HMX — BTOPUYHBIE,
CBSI3aHHBIC C TAKUMU CEPHE3HBIMU COCTOSTHUSIMH, KaK
3JI0KaYeCTBEHHBIC HOBOOOPA30BaHMSI, TPaBMBI, OIepa-
LIUU, BPOXICHHBIC 3a00JIeBaHUS Cepllla U CUCTEMHasT
kpacHas BoigaHka (CKB) [1]. YacTroTa Tpom06030B
y JeTeil ImepBhIX 6 MecsleB XU3HU cocTasiuser 5:100
000 HOBOpPOXIEHHBIX, cTapiie 6 mecsaues — 1, 9: 100
000 meteit B rog. CoOTHOIIIEHWE YaCTOThI BEHO3HBIX U
apTepuaIbHBIX TPOMOO30B y aereli cocrapisieT 2:1 [1].
BeHoszHbie TPOMOO3BI Uallle pa3BUBAIOTCS y IE€TE cTap-
e 3 MecsueB U y MoApocTKOB. Haubonee yacTbiMu
MPUINHAMI Pa3BUTHS BEHO3HBIX TPOMOO30B SIBJISIOT-
cs: TIPUCYTCTBHE BEHO3HBIX KATCTEPOB, 3JIOKAYCCTBEH-
HBIC OIYXOJIW, XUMHUOTepanus, NHGEKINN, TPaBMBI 1
aHTUoCcHOMUNUIHBI CUHAPOM. TpoMOO3bl y neTen
B OCHOBHOM BBI3BIBAIOTCS KOMOWHAIIMEH IO KpaifHe
Mepe IBYX U 6oJiee (haKTOpOB pucKa MPOTPOMOOTHYEC-
KMX COCTOSIHUIA [2].

Anpec: 115522 Mocksa, Kamupckoe mocce, 34a,
I'Y UnuctutyT peemaronoruu PAMH
Ten/daxc: 8-499-615-93-79

TpoMmbopuans, xapakTepusylollasics aKTuBalMei
CBEPTHIBAHUSI KPOBU, MOXET OBITh BbI3BaHA KaK TeHe-
TUYECKN OOYCJIOBJIEHHBIMM, TaK W TPUOOPETEeHHBIMU
U3MEHEHUSIMU B CUCTEME TeMOCTa3a, OMpPeAeISIOINMU
TOBBIIIIEHHBII PUCK Pa3BUTUS TPOMOO3a COCYAOB pa3-
JIMYHOTO Kanmuopa. Cpennt TproOpeTeHHBIX M3MEHEHU
y nerteii Hambojee 4acTo HaOmomaroTcs TpoMoOodu-
JINU, OOYCJIOBJIEHHbIE WMMYHHBIMU HapyIICHUSIMU.
Bosbiioe BHUMaHUe yaensieTcss U3y4eHUIo crienudu-
YECKOTro CUHAPOMa, BOZHUKAIOIIETO B OpPraHU3Me MpU
MOSIBJICHUN AHTUTEJN, OO0JaJalolIUX CHOCOOHOCTHIO
B3aMMOJICICTBOBATH C AHTUTEHHBIMU JCTEPMUHAHTAMU
MeMOpaHHBIX (POocHOIUNUIOB U CBI3aHHBIX C HUMU
JIMKOMPOTEUHOB [3, 4, 5].

Knunuko-1abopaTopHbIii  CUMIITOMOKOMIIIEKC,
MPOSIBJISIIONINIACS ~ PeIUANBUPYIOIINM TPOMOO30M
(apTepuanbHBIM W/WJIW BEHO3HBIM), DPEIUAMBUPYIO-
IIIUM CUHIPOMOM IOTepu rioja (boJsiee ABYX ClydaeB)
TpY HAJIMYUU B LIUPKYIUPYIOIei KpoBu aHTUdOCHO-
yurnuaHeix antuten (adPJI), moaydrs Ha3BaHUE aHTH-
dochomumuanoro cunapoma (ADPC) [5, 6]. IMpuanHoit
Pa3BUTUSL TPOMOOTUYECKUX OCTIOXHEHUI y NeTell pas-
HOTO BO3pacTa, B TOM 4YHUCJIe U y HOBOPOXJIEHHBIX,
MmoryT sBuThest adJI. AOC B meTckoM Bo3pacTe BbIIC-
JIsIeTcsl KaK OCOOBIN BapyaHT, OTIWYAIONIUIACS OT CUM-
MITOMOKOMIUIEKCA y B3pOCibiX. CeKTp KIMHUYECKUX
nposiBiieHnt, accounnpoBaHHbix ¢ a®dJI B geTckom
BO3pacTe, pa3iMvaeTcs U 3TO CBSI3aHO C OTCYTCTBUEM
y nereil oOuux (pakTopoB pucka TpoMOO3a, TaKUX
KaK aTepocKyiepo3, KypeHue, apTepuaibHasi TUIepTo-
HUSI, TIPUEM OpAJIbHBIX KOHTPAIIETITUBOB, a TaKXKe C
HE3peJIOCThI0 UMMYHHOW CUCTEMBI U JIPYTUX CUCTEM U
OpraHoB. Y feTeil OTCYTCTBYET OAWH U3 OCHOBHBIX KJIM-
Hudeckux npusHakoB ADC — akyiepckast IaToJIoTus,
U B TO X€ BpeMsl YBEJIMYMBAECTCS YaCTOTa BBISIBIICHUS
a®dJI, "HAYUIMPOBAHHBIX PA3TUIHBIMU MHGMEKITASIMU.

CepoJiorTHYecCKUMM  MapKepaMu JTOCTOBEPHOTO
ADC gBistoTcss BOTYaHOUYHBIN aHTUKOATYIsIHT (BA);
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anturena K kapauonunuuy (aKJI) m anturena xk 32
raukornporeuny I (antu-B2-T'TI 1) [6].

Wctunnas pacripoctpaneHHocTh a®Jl B momyssi-
MU 70 CUX TMOp He u3BecTHAa. [lOCKONMbKY CHUHTE3
a®dJI Bo3MOXEeH U B HOpMEe, HU3KUI1 yPOBEHb aHTUTE
HepeIKo OOHAPYXWBAIOT B KPOBU 3IOPOBBIX JIIOJEH.
Yacrora oonapyxenust aKJI knacca Ig G B chiBopoTkax
3M0pOBBIX Jitofiei BapbupyeT oT 0 1o 14 %, B cpeaHemM
2-4% (B BeICOKOM ypoBHe Menee 0, 2%) [5, 7]. Tlo
JAHHBIM PA3IMYHBIX WCCIENOBAHUN, TPOIEHT OOHAa-
pyxenus a®Jl y gereit He mpesbiiaer 10% [8, 9, 10,
11]. ¥ 3mopoBbix aeteit aKJI BoisiBistior ot 3% 1m0 28 %,
YTO 3HAUYUTETHLHO BBIIIE TIO CPABHEHUIO CO B3POCIIBIMU.
AHTHTENA K €CTECTBEHHOMY aHTUKOATYJISTHTY KPOBHU [32
I'TI-I BcTpevaroTcs B AETCKOU 3M0POBON MOIMYJISLIUU
B 2% [12]. B uccnenopanuu M. J. Manco-Johnson u
coaBr. [13] BA 6bu1 BeIsiBIIEH Y 25% w3 78 nereit, Toc-
MUTAJTM3UPOBAHHBIX TI0 TIOBOAY TpoM003a.

Hau6onee gacto a®JI, Tak ke Kak M Y B3POCIbIX,
BeistBIstioTcs ipu CKB. YV mereit ¢ CKB ucciaenoBanue
a®dJI Bo BpeMsI yCTAaHOBJIEHUS TUArHO3a, a B TIOCIIEIYI0-
1IIeM T10 KpaliHe Mepe eXeTOTHO JODKHO ObITh YaCThIO
PYTMHHOTO CKPUHUHTOBOTO 00CIeI0OBAHMUSI.

Cpenu pazHopugHocteit adJ1 y nereit c CKB Hanbo-
nee yacTto BbisiBsitoTest aKJl — B 44%, 3aTeM aHTU-
B2-TTI I — B 40% cnyuaeB u pexke BA — B 22%. Ilo
JIUTEPATypHBIM AaHHBIM, yactoTa aKJI u BA y 60y1bHBIX
JieTeil KojieheTcsl B JOBOJIBHO MIMPOKUX TIpeNieax: OT
19% no 87% u ot 10% no 62% coorsercTBeHHO [13].
IMonoOHBIN pa3dpoc CBsI3aH C Pa3TUYHBIMU METOIAMU
U peakTUBaMU, TPUMEHSEMbIMU TIPU UCCIIEIOBAHUM,
a TaKXKe C reTepOreHHOM MOMyJsSIUUend NeTed, pa3HOl
JUINTEJTbHOCTBIO M aKTUBHOCTBHIO 3a00JIEBAaHUSI U HEOT -
HOPOJHOCTBIO KIIMHUYECKUX TPOSIBIICHUT.

Y B3pocnbix nipu CKB cBsI3b MeXmy akTUBHOC-
110 CKB 1 a®JI, a TakKke pa3BUTHEM CAMOTO CHM-
nromokomsiekca ADC Ha ¢done akruBHoctu CKB,
npomoykaeT oocyxmarbes. B mepmarpuueckoit CKB
OOJIBIIIMHCTBO MCCJIEOBaTeN el CKIOHHBI K TOMY, 4TO
ypoBeHb aKJI MoXeT MeHSAThCS B 3aBUCUMOCTU OT
aktuBHoctn CKB [9, 15]. Tak, B 0omHOM TIpOCTIEKTUB-
HoMm uccienoBanun y 137 nereit ¢ CKB Obl1a BeISIBJICHA
koppesiuus Mexay ypoBHsiMu aKJl u akTMBHOCTBIO
CKB, BoipaxxeHnHoit B 6autax no mkaie SLEDAI [14].

Yacrora mosinenusi a®J1 Bo3pacTaeT y OOJBHBIX
HEKOTOPBIMM BOCTIAJIUTEIbBHBIMYA, ayTOUMMYHHBIMU W
MH(OEKIIMOHHBIMU 3a00JIeBAaHUSMU, 3JI0KAYECTBEHHBI-
MM HOBOOOpa3zoBaHUSIMU, Ha (DOHE TpuemMa IINPOKO
pacrpocTpaHeHHbIX JIEKAPCTBEHHBIX TIPEapaToB (Tpe-
rmapaTsl (peHOTMA3WMHOBOTO Psiia, CHHTETUUECKUE TTEHU -
WITUHBI, XWHWH, OJOKAaTOPbl KaJIbIIMEBBIX KAaHAJIOB,
untepdepoH-f). HecmoTpst Ha yactoe BoisiBneHue adJl
y JeTell TIpU pa3InIHbIX 3a00JIeBaHUSIX, PUCK PA3BUTHS
TpoMOO30B, K CYACTHIO, Y HUX HE3HAYUTETbHBIN, TIPU-
yeM B 84% ciyyae adJ1 oOHAPYKMBAIOTCS CIydaiiHO.

Ipynmna aBTopoB, obcnenoBaB nereit ¢ OPBU nHa
Hannuue B KpoBu a®JI, ooHapyxuiu ux B 30% ciy-
yaeB. Yaie Bcero ooHapyxuBanuck aKJI knacca IgM
[11]. Ho Hu y ogHoro pebeHka He ObUIO MpPU 3TOM

TPOMOOAMOOINYECKOTO OCJIOXHEeHUs1. B OonpminHC-
TBe ciayuyaeB aJI, acconmupoBaHHbIE ¢ UHPEKIUAMU,
OTJINYAIOTCSI TI0 MUMMYHOXMMWUYECKUM CBOWCTBaM OT
AHTUTEJI, BBISIBJIIEMBIX IPU ayTOUMMYHHBIX 3a00JieBa-
HUSIX, OTCYTCTBUEM KodaKTopa — TIa3MeHHOTO Oeika
[5]. MoctuHpekumonasie a®dJI — OOBIYHO TIPEXOmsi-
1€ U He BeIyT K Pa3BUTUIO KIMHUYECKOTO CUMIITO-
MOKOMIUIeKca. B TO ke Bpemst UMEIOTCST COOOIIEHUST O
pa3BUTUN MOJTHUEHOCHOU TypIyphl MOCJE BETPSIHOMN
OCTIBI Y JIeTell, MO3UTUBHBIX O BA U ¢ BPOXIEHHBIM
HEJI0OCTaTKOM €CTECTBEHHOTO aHTUKOATYJISTHTA — OeJika
S [5, 16].

O06cyxnast B3auMocBsi3b Mexny mHpekiumei, adJl
u TpoMOO3aMu, CJeayeT ynoMsHyTb paboty N. A.
Goldenberg u coasr. [ 17] mo uccnenoBanuio TpoMmoodu-
Jnyeckux (pakTopoB y neTeit ¢ cuHapomMoMm JleMmbepa u
Jlembepo-mono6HbIM cuHapoMoM. CuHapom Jlembepa
(CJI), unu mocTaHTMHAJIBHBIN CETICUC, ACCOLIMUPOBAH-
HBIIl ¢ aHa’pOoOHON MHbEKIMEN, ¢ HAYaJIOM aHTUOU-
OTUKOTEPATUU XOTSI U PeXe, HO BCE XK€ TPOAOKAET
BCTpEUaThcsl y JeTeil W B3pOCHbIX. 3a00JeBaeMOCTh
cocrtasisaeT 1 Ha 1 MuTH HacesteHus B ron. Ha moiro mereit
npuxoautcs MeHee 1/5 ciyuaeB. K KapauwHaabHBIM
CUMNITOMaM 3a00JIeBaHUSI OTHOCSAT TPOMOO3 SIpeMHO
BEHBI U METAaCTaTUYECKNEe O4Yaru, B YaCTHOCTH, CETTU-
YECKYIO JIeTOUHYI0 3M0ouio. O6pa3zoBaHue TPoMOOB
CBSI3BIBAIOT C CUCTEMHON TUTEepKOAryysilneil, BEeHO3-
HBIM CTa30M U MOBpeXIeHeM aHaoTenus. CyniecTByeT
MHEHUE, YTO XpOHWYeCcKasi BEHO3Hasl HEJJOCTATOYHOCTh
Y B3POCJIBIX MOXET SIBJIATBbCS CJIEACTBUEM TpPOMOO03a,
TMEePEeHEeCEeHHOTO B JIETCKOM Bo3pacTte. B To ke Bpewmst
OTCYTCTBYIOT CBEICHUsI 00 MCXOaX BEHO3HBIX TPOMOO-
5MOO0JIUIA Y AeTeil, B TOM YKCIe B Pe3yJbTaTe TpOMO03a
SIPEMHOU BEHBI WU CENTUYECKON JIETOYHOU dMOOIUH.
Y 7 nereit ¢ CJI ObUIM WCCIemOBaHBI YPOBEHb €CTeC-
TBEHHBIX AHTUKOATYJSHTOB (AaKTUBHOCTH TPOTEMHA
C, aHTUTpOMOMHA, CBOOOIHBIC W OOIIME AHTUTCHBI
K TpoTtenHy S); akTuBHOCTH pakTtopa VIII (DVIII);
KOHIIEHTpalMsl TOMOLUCTeNHa, D-auMepa U JIATON-
poteuna; a®JI (IgG- u IgM-aKJI, BA) u uckmoueHsl
reHeTuueckue tpombodunuu (dakrop V Jleitnen u
MyTanus B reHe mporpombuna 20210). Hanuuue Tpom-
60wt Gei10 BepudulpoBaHo y Beex 7 (100%)
0o0cmemoBaHHBIX AeTeil: y 3 Obliu BoIsIBIeHBI adJl, y
4 — nosbiieHHbIit OVIIL; y 1 — myranus OV Jlelinena.
KombunupoBanHasi Tpombodminst nmena mecto y 3
(43%) w3 7Tnerteii. TloBropHoe uccienoBaHue BA nu
O®OVIII yepes 2-6 Mec. y 6 GONBHBIX MOKA3aJI0, YTO yPO-
BeHb OVIII HoOpMan30Basics y Bcex MalMeHToB, a BA
oTcyTcTBOBaN y 2 (67%). PesynbraThl 3TOrO Mcciaeno-
BaHUs TOKa3ajiu, YTO B MEXaHU3Me TPOMOOTUYECKUX
OCJIO)KHEHUI OCHOBHYIO POJIb UTPAJl, MO-BUAUMOMY,
BOCTIAJIUTEJIbHBIA TPOLIECC, a HE MpealIecTBYIOIIas
TUTIEPKOATyJISIIUsI, KOTOpasi acCCOIMUPOBAJIach CKopee
¢ ocTpoa30BBIMU MOKA3ATEISIMU.

Brusnue Bakumuaium Ha nipoaykuuio adJI mpo-
JOJKAeT 00CYXHAaThcs. DTO CBSI3aHO C BBISIBIEHUEM
antu- B2-T'TI 1 y 3mOpoBBIX MOJIOIBIX JIIONEN Tocie
BaKLIMHAIIMM PEKOMOMHAHTHBIM Teratutom B [16].
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B oskcnepumeHTaibHBIX paboTax ObLUIa MOKa3aHa
WHIYKIKS TaToreHHbIXx antuten K B2-T'TI [ y mbrieit,
VMMYHU3UPOBAHHBIX TOKCMHOM CTOJIOHSIKA U TeMO-
¢unbHbIM rpunmom [18]. DTO BaXXHO yUYUTHIBAThH MPU
onenke yposHst adJl y nmeteit, a Takke MOIYepKUBAET
HEOOXOMMOCTh TTIOBTOPHOTO MCCJIEIOBAHUN B CPOKU
He MeHee 4eM uepe3 12 Henenb.

Cpenu nereii ¢ I0BEHUJbHBIM WIWOMATUYECKUM
aptputrom (FOUMA) taxxke BoisiBsiorcs a®JI, yactora
KOTOPBIX BapbUpyeT B npeenax ot 8% no 53% B MajbIx
rpynnax uccienoBanbsix [19, 20, 21]. B GonbmmHcTBe
W3 ITUX UCCIIeOBAHUI HE COODIIAETCST O BOZHUKHOBE-
HUU TpomO030B miu Apyrux adJI-accoummpoBaHHbBIX
cuMnToMoB. U Bce ke MMEIOTCST HECKOTbKO OTTMCAaHU i
ciydaeB TpoMO030B y neteit ¢ KOUA, MO3UTUBHBIX 110
a®dJI. B onHoil pabote [22] coobiaercsi 0 pa3BUTUU
TpoM003a HIKHEN KOHEYHOCTH y pebeHKa, y KOTOPOTO
ObUT OOHapyxXeH BA, HO OH MMeN MOMOJTHUTEIbHBIN
dakTop pucka TpomM0O03a — UMMOOUIU3ALUIO KOHEY-
Hoctu. Enie B oqHo#t pabote [23] mpuBoauTcs ciydait
TpomOO3a TIy0OoKMX BeH HOT y pebenHka ¢ FOUA u
HammuueM B kpoBu a®JI. [lo-Bumumomy, HeCMOTps
Ha BBISIBJIIEHUE B JOBOJIbHO MUpokux mpenenax adJl
nipu FOUA, TpomOoTHIECKE OCTTOXXKHEHUS PEIKU, YTO
CcKOpee CBSI3aHO C PA3IMYHBIM MMaTOTeHHBIM TOTEHIIN-
aJloM ¥ aHTUTeHHOU crnenupuaHocThIo 3TUX adJI Mo
CpaBHEHUIO ¢ aHTUTeNaMu, BoisiBisieMbiMu Tipu CKB.
WurepecusiM B oTtHomieHuu cBsizu a®@Jl ¢ akTuB-
HOCTBIO 3200JIeBaHUSI TIPEACTABIISIETCS MPOCIIEKTUBHOE
HaoOmoneHue. 28 mereit ¢ OMA, B KOTOpoM OTMEUYeHO
ripu riepBoM BusuTe Hannuue aKJ1 'y 46% neteii u 3atem
— cHuxeHue yactothl aKJI-mosutuBHOCTHM 10 29%
B TIpoliecce HabOmoneHust [24]. DTuMu Xe aBTOpamu
YCTaHOBJIEHO, UTO MO3UTUBHOCTb 10 BA 1 anTu-p2-I'Tl
1y nereit ¢ KOUA ne nipesbiiana 11%.

IIpucyrctBue B kpoBu BA, Tak xe kak u aKJI,
B TEPBYIO OuYepe/lb COMPOBOXAACTCS TOBBIIIEHHOMN
HaKJIOHHOCThIO K TpombOo3amM. Ho wmHorma ysenuue-
HUE 3TUX AHTUTEJ aCCOLMUPYETCS C TSIXKEJIBIMU KPO-
BOTEUEHUsIMU. Takue OCTOXHEHUsI HOCSIT Ha3BaHUE
«accouMupoBaHHbIi ¢ BA rumonporpoMOuHEeMHUYec-
KUt cuHApOoM». OCHOBHBIM TIPU3HAKOM €TO SIBJISIETCS
MPUCYTCTBUE AHTUTEN K MPOTPOMOMHY [26], KOTO-
pble OKa3bIBAIOTCSI TPUYMHON €TO OBICTPOTO CHIKEHMUST
B 11a3Me. JlaHHoe cocTostHrE ObUIO OMMCaHO HECKOb-
kumu aBTopamu, Korma CKB y meteit meGroTmpoBaia
¢ «BA-rumonpoTpoMOMHEMUYECKOTO CHUHApPOMa» [25,
26, 27].

ADC y pgereit B OOJNBIIMHCTBE CIy4aeB OTMUCHI-
BaeTCs B CBSI3U C apTepuUaJbHBIMU WM BEHO3HBIMU
TpoMOO3aMU U pexke C HEBPOJIOTUUECKUMU WM TemMa-
Tosiornueckumu TiposisiieHusimu [13, 28]. TMonarator,
yto nosisgs a®@JI-UHIYyIMPOBAHHBIX TPOMOO30B Cpeau
BCEX CJTyuyaeB OKKJTIO3UI Y IETeil MOXKET OBbITH BBIIIIE 110
CpPaBHEHUIO CO B3pOCiIbIMU. BeHO3HBII TpoMOO3, OCO-
OEHHO TPOMOO3 IITyOOKMX BEH HUXKHUX KOHEUHOCTEH,
— HauboJee yacroe miposisieHne ADC, BcTpeyaroliee-
csics B IBa pasa yaile, yeM apTepuaibHblii [29, 30]. ITo
CPaBHEHUIO CO B3POCJION TOMYJISIIIUEN apTepruaTbHbIi

TpoM0OO3 MeHee XapaKTepeH sl IETCKOTO BO3pacTa.
[Mosbrmennsbit ypoBab adJI y mereit ¢ TpoMOoTHUEC-
KUMW COCTOSTHUSIMU SIBJISIETCSI BaXHBIM (aKTOpOM B
MEXaHU3Me Pa3BUTHST Y HUX OKKITIO3UIA.

J7s1 mostydyeHus 60JbLIeit nHGOPMaLMK O YacTOTE U
ocobeHHOCTSIX ADC co3madH MeXITyHapOIHBIN PETUCTP
nequatpuueckux 6oibHbIX ADC (Pre-APS Registry)
[31]. Ha 1 guBaps 2007 roma 3apeructpupoBaHo 97
cnydyaeB ADC y gereii (45 ManbunkoB, 52 NEBOYKM)
no 18 ner u3 13 crpan. CpeaHuii Bo3pacT Ha MOMEHT
MOCTAaHOBKM AuarHo3a coctasui 10, 9 ner. IMoutwm
MOJIOBUHA GOJTbHBIX (48%) MMeNn pa3uyHbIe ayTOUM-
MyHHBbIe 3a00sieBaHust 1y 40 u3 97 nereit AMarHOCTUPO-
BaHa CKB uiu BoT4aHOYHO-TIOMOOHBINM CUHIPOM (TTpU
oTcyTcTBUM Oosee 4 nuarHoctuieckux kputepues CKB
Awmepukanckoit Komternu PeBmaronoros). BeHo3Hbie
TpoM0OO3bl TiepeHecan 56% nereil, apTepuaibHble —
36%, TpoMGO3bI MEJIKUX cOCYnOB — 7%, apTepualibHbIe
U BEHO3HbIe — TpoMm003bl MeHee 1%. Cpenu Apyrux
KIMHUYECKUX TPOSIBIEHUI BCTPEUATINCh TeMaTOJIOTH-
yeckue (40%), HeTpOMOOTUYECKHE HEBPOJIOTMUYECKUE
Hapyurenust (12%) u mopaxkenus koxu (24%). Criektp
adJI okazancs cnenyommm: [gG aKJl BoisBIsINCH Y
58 u3 81 (72%) obenenoBanubix, IgM aKJl — y 44/76
(58%), 1gG antu-B2-TM1 I — y 17/39 (44%), Ig M
antu- B2-TTI 1 —y 19/36 (53%), BA —y 62/84 (74%).
Hawubosiee TUnuyHOW JOKanu3auueid TpPOMOO30B Yy
neTeil ObLTM TUIyOOKME BEHBI HWDKHUX KOHEYHOCTEM
u 1epedpasibHble apTepuu. JeTn ¢ ayTOMMMYHHBIMU
3200JIeBAaHUSIMY Yallle UMEJTU TeMaToJIoTnIecKre Hapy-
meHust, Yem 6oJibHbIe ¢ IepBUYHBIM ADC.

BeHosHbie TpoMOO3bl, OOYCIOBJIEHHBIE LIUPKYJIS-
uueit a®JI, MOTyT OXBaTBIBATh COCY/IbI JTIOOBIX JIOKAIH-
3a1unii. B HEKOTOPBIX CiTydasix OMMCHIBAIOTCS TIyOOKUE
BEHO3HbIE TPOMOO3bI HIDKHUX KOHEUHOCTEN COBMECT-
HO ¢ 3MOoJMsiMu JieTouHbIX BeH [ 13, 32, 33]. Jlerounas
TUTIEPTEH3UsI, OOYCIOBJIEHHAsI MUKPOTPOMOOIMOOIN-
sIMU, BCTpeYaeTcsl y JeTel pelKo, HO BCE XK€ MMEeeT
MecTto. Yaiile Bcero oHa mpoTekaeT 0eCCUMITOMHO U
muarHoctupyercss Ha 9xo-KI' mo rumeprpodun mpa-
BBIX OTJIEJIOB Cepjlla WM Ha CUMHTUTPAGUM JIETKUX.
ITo manabM O. B. LNMMTOHKOBOM, JeroyHasl TUTIEpP-
tensus y aereit ¢ CKB u ADC Bcrpeuaercs B 27% ciy-
yaeB [34]. [puyem y 70% neteit ¢ TpoMOOIMOOTUSAMU
B cocynbl Jerkux BoisiBstiorcs a®Jl [33]. Takum obpa-
30M, TIPY HAJIMYNK y peOEeHKA UANOTIAaTUYECKO JIerou-
HOI rumnepreH3nu HeoOxomumo wuccienonath adJl B
KPOBU KaK OJTHY U3 BO3MOXHBIX IPUUMH €€ Pa3BUTHSI.

Bropoii mo yactore NMpUYNMHON pa3BUTHSI CUHIPO-
Ma bamgma-Kwnapu sasnsiorcsa a®dJI. JanHoe 3aboieBa-
Hue OOYyCJIOBJIEHO OKKJIIO3MEN HUWXHEU MOJON BEHBI
U TIEYEHOYHBIX BeH. MIMeloTcsl onucaHusl OTAETbHBIX
cnydaeB cuHapoma bamna-Kwuapu y nmereit, accouumn-
poBaHHOTO ¢ HajmnuueM B KpoBu BA [35, 36]. H. Pati
u coast. [37] npuBenu ciydyair TpoMO03a TIEUEHOYHBIX
BeH y Maibunka 10 jiet, y KoToporo B KpoBU ObLT OOHA-
pyxeH BA, KOTOpBIil coxpaHsuicss U TIPU TTOBTOPHOM
o06cemoBaHNM 00IBHOTO Yepe3 10 Henelnb.

AprepuaibHble TpPOMOO3bI, aCCOIMUPOBAHHbBIC
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¢ adJI, MeHee XapaKTepHbl Ui AETCKOro BO3pacTa.
B OosiblIMHCTBE Ccy4yaeB TPOMOO3bl apTEPUATBHBIX
cocynoB onuchiBatorcst mpu CKB u watnie onu accoun-
npytotcs ¢ mpucyrctsueMm BA u aKJI [38, 39]. B nmute-
paType BCTpeualoTCs €IWHUYHBIE OTMMCAHUSI OKKITIO-
3Uli apTepuii Pa3JINUYHBIX OPTaHOB, aCCOIMMPOBAHHbBIE
c a®JI B kpoBu y nereit 6e3 CKB. Z. Uysal [40] orican
cllyyall peuuAavMBUPYIONINX OKKJIIO3UN HEHTPaTbHOU
apTepuii CeTUYaTKM y JIEBOUKU § JIeT, y KOTOPOU B IOCe-
JYIOIIEM TTPUCOENNHUIUCH TPOMOO3bI TTOBEPXHOCTHBIX
COCY/IOB KOXW B BHJE CETYATOTO JINBEIO U TPOMOO3
1epedpaTbHbIX apTepuil C pa3BUTUEM WIIEMUM MO3Ta.
DTu aprepuaiibHble TPOMOO3Bl ACCOLUMUPOBAIUCH
¢ aKJI u BA. ImeroTcs onucaHus U APYTUX JIOKAIU3a-
LU OKKJIIO3UI B MEAUATPUU: TPOMOO3a apTepuil ria3
[41, 42], a Takke adJI-acconnmpoBaHHBIX TPOMOO30B
TOYEYHBIX apTepuii ¢ pa3BUTHEM MH(apKTa mouek [43]
U TIOYEYHO! TPOMOOTUYECKON MUKpoaHTHomnaTuu [44,
45], nndapkra Mruokapaa [46].

Hesponornueckue HapylieHUst SIBISIOTCS YacThIM
u HebOnaronpusatHbIM TiposiBieHreM ADC. Mx criekTp
pa3HooOpa3eH: HapylIeH!s] MO3TOBOTO KPOBOOOpalle-
Hug (HMK), cocyaucteie ronoBHbIe 0OJU TO TUILY
MWUTPEHU C WM 0e3 ayphl, IMWIENTUYECKUN CUH-
JIpoM, xopeedOpMHBIE TUTNEPKUHE3bI, 2HIIedasona-
s [47]. Benymieir mpuunHoit opaxkenust LITHC mpu
ADC saBnsieTcst TPOMOO3 MO3TOBBIX apTEPUiA, TTIPUBOJISI -
Ui K nieMuu Mosra. B MexaHu3me BOBHUKHOBEHMUS
SMWIETITUYECKOTO CUHIPOMA, XOpee(OPMHBIX THUTIEP-
KWHE30B TakXke OOCYXHaeTcsl «HEeTPOMOOTHYECKOe»
MMMYHOOTIOCPEIOBAHHOE TIOBPEXIeHNE HEWPOHOB
C TIOCHeNyIoNell aKTUBAllUel CUCTEMbl KOMILIEMEH-
ta. XapakrtepHbeimu ocobenHoctsmu HMK mpu ADC
SIBJISTIOTCSI CBSI3b C TIOpaXKeHWEM WHTpalepeOpasbHbIX
W UHTPAaKpaHUATbHBIX, & HE MaruCTPaJbHBIX COCYIOB,
ObICTpasi perpeccusi HEBPOJOTUYECKUX HapyIIeHU,
cpenHue M HeOOoJbINe pa3Mepbl UHCYJIBTOB, CKJIOH-
HoCcTb K peuuauBupoBaHuio. HMK o00blYHO uMeroT
WIIEeMUYECKNiI TeHe3, MOCKOJbKy BbipaboTka adJl
WHIYIIUPYET TPOTPOMOOTHUUECKOE COCTOSTHUE, 1 PA3BU-
BaOTCS Yallle B KAPOTUIHOM, YeM B BepTeOpoOa3misip-
Hoil cucteme. Bospact 6onbHbIx ¢ HMK konebnercs
ot 10 no 86 ner. HMK, accoummpyronimecs: ¢ adJl,
MPOTEKAKT KAK CO CTOMKOW HEBPOJOTMYECKOW CUMII-
TOMaTUKON (MH(pAPKT MO3ra), Tak U B BUJIE TPEXOIsI-
mwmrx HMK. HMK moryT couetatbcest ¢ paccTpoiicTBOM
KpOBOOOpAIlleHUs B apTepusix ria3 [47, 48].

LlepebpanpHas umemus y AeTei, accouMupyeMast
¢ adJI, Obla TpeAcTaBlieHa B HECKOJBKUX HCCIe-
JIOBaHUSIX, TPU 3TOM OTMEYasiCS IIMPOKUiT pa3dpoc
yacToThl BbissBieHUst adJl y atux gereit — ot 16%
a0 76% [48, 49, 50]. B nmpocrneKTUBHOM HCCJea0Ba-
HuU [48] ObUTO BBIsIBIEHO 13 nmeTeil ¢ MIIEeMUYECKUM
WHCYJIBTOM ¥ TPAH3UTOPHBIMU UIIEMUYECKUMU aTaKa-
Mu, ipuyeM B 76% ciayuyaes HMK accouumpoBanuch
¢ BA u/unmm Beicokumu ypoBHsimu aKJI kimaccos I1gG
u IgM. ABTOpamMu OTMEYEHO, YTO MPAKTUYECKU IMOJIO-
BUHA 3TUX JeTeil UMeIn MHOXECTBEHHbBIE UIIeMUYec-
kue ataku. B kanamckuit peructp [51] uiemuyeckux

WHCYJBTOB ObLIM BKJIIOYeHBI 160 meteit ¢ TpoMGo3amu
BEHO3HOTO CHHYca U3 pa3HbIX LeHTpoB KaHamwl. Y 39%
o0cnenoBaHHbBIX oOHapyxuBanuch B kposu I1gG aKJI,
YPOBeHb KOTOPBIX KoJiebasicst ot 15 10 60 GPL. ABropsl
He TIPUBOISIT JAHHBIE O TOM, Y CKOJIBKUX JIETEll YPOBHU
aKJI obim Beimie 40 GPL, a Takke He cooOLIAlOT O
moBTopHOM wucciaenoBannu a®dJI. Heobxommmo Tmmom-
YEPKHYTh, 4TO JJIsT focToBepHOTro nrarHo3a ADC ypo-
BeHb aKJI (IgG wiu IgM) noyken ObITh Bhite 40 GPL
HE MeHee YeM B JIByX UCCIIEIOBAHUSIX, BHITIOJTHEHHBIX C
WHTEepBaJioM B 12 Hesenb.

B nuteparype umerorcst coobuieHust o cBsizu adJl
C HEBPOJOTUYECKUMU TIPOSIBICHUSIMU, HE aCCOIUU-
POBaHHBIMU C TPOMOO30M COCYIOB TOJIOBHOTO MO3Ta.
Tak, cocynucrasi TOJIoBHas1 0OJIb 1O TUITY MUTPEHU C U
6e3 ayphl Y B3pocJibix B 23-57% codeTtaeTcst ¢ HATUIueM
B KpoBu a®@JI [52]. Y x0Ts 3TOT MIpU3HAK HE SIBJISIETCS
nuarHoctTuueckuM kpurepueM ADC, B psifie uccieno-
BaHUii [53, 54, 55] BbICKa3aHa MBICJTb O CBSI3U TOJIOBHOM
6o ¢ a®JI. Tak, E. Pilarska u coaBr., odcinemoBas 30
JIeTeil ¢ COCYIUCTHIMU TOJIOBHBIMU OOJISIMU C U 0e3
ayphbl, BBISIBUIM TTo3uTUBHBIe ypoBHU IgG aKJI B 37%,
a IgM aKJI — B 20% cnyuaes [56].

Omnucanbl Takke a®JI-accouumpoBaHHBIE BMU-
nenrtucpopmubie nipumnaaku. CorimacHo gaHHbIM JI. A.
Kanamnukosoii [57], onu Bctpevaiotcst y 24% 60iib-
Hbix ¢ a®dJI, u B 83% ciydyaeB BO3HMKaIM Ha (hoHe
1IepeOpOBACKYJISIPHBIX 3a00sieBaHUli. BO3HUKHOBEHUE
snucuHapoma npu ADPC oO0yCIIOBIEHO TEPBUYHBIM
UMMYHHBIM roBpexaeHrem adJI BelecTBa roT0BHOTO
MO3ra, KOTOpble KpPOME TOTO YTHETAloT TOK XJIopa B
HelpoHaX, NEWCTBYs Ha pelenTOpbl raMMa-aMUHO-
OYTUPWIIOBOW KMCJIOTBI, TEM CaMbIM TOBBIIIASI TTOPOT
CYIOPOKHOM TOTOBHOCTH [57]. DIMIUCUHIPOM B IETCKOU
nonynsinuu ¢ a®dJl accoummpoBaH B 13% ciydaes.
IMpuuem Hambosee uyacto a®dJl oOHAPYKUBAIOTCSI Y
JleTeil ¢ paHHUM HauyajoM SMWIETICUU, MPOTeKaloIe
C YaCThIM CyIOPOKHBIM CUHIPOMOM [58]. DT maHHbBIE
TOATBEPXKIAIOT MaToreHeTnueckyto posib a®JI B mexa-
HU3Me BO3HUKHOBeHUsI cynopor ripu ADC.

Eme onaum a®JI-accolmmpoBaHHBIM HEBPOJIOTH-
YECKUM CUHIIPOMOM SIBJISIIOTCST XOpeehOpMHBIE TUTIEP-
kuHe3bl. Y 80% o0cienoBaHHbBIX B3POCIbIX OOJbHBIX
Cc Xxopeeii oTmedeHo TmoBbiieHUe ypoBHs aKJI [52].
Kpome Toro, xopest HabmonaeTcst y 5-14% 0GONbHBIX €
1epedpoBacKyIsipHbIMU 3a0oeBanusiMu 1 ad®JI [52].
IMarorene3 xopen nipu ADC OKOHUYATENIBHO HE SICEH.
IMpenmnonaraercsi, YT0 OHa MOXKET OBITH CBSI3aHA C YXY/II-
IIEHNEeM KPOBOCHAOXEHUsI B OINpPENeIeHHBIX CTPYK-
Typax TOJIOBHOTO MO3Ta, HapylleHrueM obomeHa moda-
MMHA B MOJIOCATOM Tejie, TMOO0 C ayTOMMMYHHO-OTIOC-
penoBaHHOI mucdyHKIueir mo3sra [58, 59]. Yacrora
adJI-accounnpoBaHHON XOpeu y JeTeil comocTaBuma
C JAaHHBIMU Y B3POCIbIX, OHAa BCTpEYAaeTCsl y HUX KakK
M30JIUPOBAHO, Tak U B couetaHun ¢ CKB wim ¢ npy-
TUMU pEeBMaTUYECKUMU 3a00JIeBaHUSIMU, OIKCAaHAa B
HECKOJIbKMX UCCJIEIOBAHUSIX Ha MAJIOM YUCJie HaOJIo-
nenwmii [60, 61, 62, 63].

lTemaTomornueckre TPOSIBICHUSI, ACCOLMMPOBAH-
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Hble ¢ aJI, TOCTaTOYHO YaCTO OMUCHIBAIOTCS Y B3POC-
JIbIX. B IepBOHAYATBHBIX TUATHOCTUYECKUX KPUTEPUSIX
tpombouuronenust (TLIT) (Hmke 100 Thic.) siBisIach
OIIHUM M3 OCHOBHBIX Tpu3HakoB ADC [64]. Psin uccie-
JoBatesieil TIokasaiu, 4yTo Gosiee yem B 70% ciydaeB
THII coveTtaeTcsd ¢ TpomMOO3aMM WJIM aKYyUIEPCKOW
marosiorveil. MiMeercs: He3HAUUTETbHOE YUCIIO TAllK-
eHToB ¢ u3onupoBaHHOW TLII M MOMOXUTEIbHBIMU
adJI, xoTopbie TPEOYIOT TMHAMUYECKOTO HAOIIONEHUS
st Bepudukauu auarnosa. TLIT, accouunpyemasi ¢
adJI, 0ObIYHO HOCUT XPOHUUYECKUI XapaKTep U PeaKo
ocnoxusiercst remopparusimu. TLIT menee 50 Toic. He
xapaktepHa st ADC, XOTs1 KOJIMYECTBO TPOMOOIIUTOB
B mieprdeprniecKoil KpOBU MOXKET CO BPEMEHEM CHU-
xkatbes. TLHII, accomumnpoBanHast ¢ adJI, BctpeuaeTcs
y 2/3 neteit ¢ CKB u AOC. B 6obIIMHCTBE CiTyyaen
BoisiBsitorcst aKJI [38, 65]. S. Dash nipu o6¢enoBanumn
40 pereit ¢ manomatndeckoir TIIIT Ha Hammume BA
BbIsIBWI ero y 11 60bHBIX (27%), TpUveM Tpu TOBTOP-
HOM HCCJIEZIOBAaHUM uyepe3 6 MecsilieB MepPCUCTEHIINS
BA coxpanwiack qumb B 5 ciydasx [66]. Croiikoe
noseilieHre BA sBisieTCS TOMOTHUTENbHBIM (haKTO-
pOM pucKa pa3BUTUS TPoMOO030B y OosibHbIX ¢ TLIIT
[67]. Hepenko adJl obHapyXuBaKOT y AeTeil ¢ OCTPOi
TPOMOOILIUTOTIEHUYECKON MypITypOid, XOTSI HE MCKITIO-
YaeTCsl MPOAYKIINST AaHTUTENT U CHYDKEHUE YUCiia TPOM-
00LMTOB B MepUdepruyecKoil KpoBU Ha (poHEe JH000ro
MHbEKITMOHHOTO 3a60JeBaHus [68, 69].

W3 nmpyrux reMaTojIoTMYecKuX HapyleHui y neteit
¢ adJI BoisBisiercs: KymOc-mooXuTeIbHAs TEMOJIN-
Tryeckas aHemusi. OHa yale Bcero OOHapyXKUBaETCs
npu CKB n ADC. AyroumMMmyHHasi TeMOJUTUYECKAS
aHeMust Bctpevaercst y 6, 6% npereit ¢ CKB u ADC.
Ot 48% o 76% otux pereir umetor adJI [38]. Ilo
nanubiM O. B. Inutonkosoii [34], y nereit ¢ CKB u
a®dJI remonuTHueckass aHeMUsl BCTpevanach B 38, 8%,
Kpome Toro B 16, 6% — B couetanuu ¢ TLIT mam tak
Ha3bIBaeMbIM cUHApoMoM DBaHca-Duiepa. B oqHoOM
uccnenosanuu [70] y 8 uz 57 nereit ¢ CKB u remonu-
TUYECKOM aHemueit Obul nuarHoctupoBad ADC. Y 6 u3
HUX Hapsay ¢ ocHOBHbIMU KpuTepusimu ADC nMenach
remonuTuyeckast anemus B couetanuu ¢ TLIT v nuiib
y otHOTO O0sIbHOTO — M3oaupoBaHHas TLIIT. Cunapom
OBaHca-Pumiepa B 10% ciaydaeB BcTpedaeTcsl TpH
OTCYTCTBMM peBMaTHUECKUX 0oJie3Heil. B HeKoTOpbIX
ciydasix oH mipeniiectByer passutuio CKB wim Bon-
YAHOYHO-IIOAO0HOI0 CUMHApPOMa U B 5% ciydaeB oOHa-
pyxuBaetcst y 6onbHbIX ¢ CKB, accomumpysich ¢ BbICO-
kumu ypoBHsimu aKJI. M. Delese u coaBrt. [71] HaGm0-
namu 12 mereit ¢ CKB n curmpomom DBaHca-Purirepa,
y 7 U3 HUX ObUTM OOHapyXeHbI Bbicokue ypoBHU aKJI
knaccoB IgG u IgM, a 'y 3 — BA. B npyrom uccreno-
Bannu y 11 n3 30 geteit ¢ CKB BBISBISIICS CUHAPOM
OBanca-Ouiepa, npuuem aKJl mpucyrcTBoBanu y 4
u3 11 pmereii. KymbOc-momoxuTenbHas reMOJIUTUYEC-
kas anemusi ¢ Hamuuvem a®JI B meTckoil mpakTuke,
npu orcyrcrBuu CKB, Bctpewaercs B 14% [20, 34].
Hepenko y moapocTKoB, CTpajaioiinx ayTOMMMYHHOM
reMoauTudeckoil anemuent ¢ HaanuneM BA u aKJI, B

najgbHenIeM pa3BuBaINCh TpoMO03bI [20].

HacnenctBeHHble TpoMOOMUINUM SIBISIOTCS €11e
OoHUM (DaKTOPOM pUCKa Pa3BUTHSI TPOMOO30B y JIETEH.
Haubonee yacto BcTpeuaromnecs: U3 HUX — 3TO MyTa-
uus V dakropa cBepThiBaHUs KpoBU — JleiineH myra-
Usl, MyTalusi B TeHe TpOTpoMOWHA W MyTauus S,
10-metunenterparunpodonarpenykrazsl (MTIOP).

BpoxxieHHast pe3uCTeHTHOCTh K aKTUBUPOBAHHOMY
oenky C, cBsi3aHHasi C €IMHUYHONM MyTamuei (ak-
topa V (Jleitmenckuii ¢akTop V), — caMBIii 9acThIi
BPOXICHHBIN Ne(eKT, BeAyININi K TMIEepKOaryJIsiuu.
PacnipoctpaHeHHOCTh 3TOTO neekra B TMOMyJasIUN
Kojebnercst ot 3% no 8% [72], a cpeau B3pOCIBIX
MalMeHTOB ¢ TPOMOO30M TIIyOOKUX BeH OoT — 15% no
20%. Y nereil ¢ BEHO3HBIMM TPOMOO3aMHU 4YacToTa
HocuTenbcTBa MyTauuu JleiineH daxkropa V comoc-
TaBMMa CO B3POCION TOMYJSIIMEel WM BapbUpYeT, IO
JAHHBIX OJHUX aBTOPOB OT 5% mo 28% [73, 74, 75,
76, 77, 78], no apyrum aBTopaMm — ot 17% o 35 % (y
JieTeli ¢ TpoMO03aMu COCYI0B TOJIOBHOTO Mo3ra [51, 79,
80, 81]. Myrauus dakropa V JleiineH, kak caMOCTO-
SITeJIbHASl TaK W COYETAIONINECS] C NPYTMMU HaCJe/C-
TBEHHBIMU TPOMOOMDUIUSIMU, COTPSIKEHA C BBICOKUM
PUCKOM pa3BUTHSI TTOBTOPHBIX TPOMOO30B Y feTeit [82].
OHa, T0 MHEHUWIO MHOTUX aBTOPOB, YBEJMINBAET PUCK
TpOoMOO30B COCYIOB TOJIOBHOTO MO3Ta y ieTeli B 3 paza
[83, 84]. G. Kenet u coaBT. [77] 0OHAPYKUIU MYTaIUIO
Jleitnen dakropa Vy 17% u3 58 nereit ¢ uieMudecKum
WHCYJIBTOM, YTO 3HAYUTEJHHO BBIIIE TIO CPaBHEHUIO
co 3mopoBoil momnynsuueit (118 mereit), roe maHHas
MyTalusi BeIsiBIsach y 3, 4% neteil. ABTOpbI OTMe-
TUJIM, 9TO TOJHKO B OJHOM cCilydae mytauus JleilineH
dakropa V coueranacs ¢ HanmnuueM adJI. OnHako oHU
HE CUMTAJHU, YTO codyeTaHue aaHHoi myrtaumu ¢ adJl
YBEJIMUMBAJIO YaCTOTY Pa3BUTHUSI TPOMOO30B, TO €CThb
KaXIbI 13 HUX SIBJISLICS CAMOCTOSITETbHBIM (DaKTOPOM
pucka tpombo3a. Cynst Mo pesyjbrataM 3TOTO UCClie-
nmoBaHus, mytauus JleiineH ¢gakrtopa V B 5 pa3, a adJI
B 6 pa3 yBeJIMUMBAET PUCK Pa3BUTHsI TpOMOO3a COCYIOB
rojloBHOro Mosra y gaereit [79]. IlporuBomosoxHoe
MHEHNE OTHOCUTEJIbHO YBEJIMUEHUS] PUCKA PA3BUTHS
TpoMmOO3a y JeTeit mpu coyeTaHuu Mytauuu JlelineH
dakropa V u a®JI Beicka3aHo B APYyroM UCCIEIOBAHUM,
rae u3 56 gereii ¢ TpoMbo3aMU IIyOOKUX BEH rojieHei
B 39 % cnyuyaeB Obuia oOHapyxXeHa MmyTauwms JleineH
dakropa V u B 5 % u3 Hux oHa couyeranach ¢ aKJI [83].
Taxcke mpennosiaraetcst, 4To MmyTtauus JleiineH dpakro-
pa V yBenu4uBaeT pUCK Pa3BUTUSI TPOMOO30B y JeTeit
¢ CKB. B onHoM wuccnenoBanuu [86] u3 7 GONbHBIX,
B aHAMHe3¢ KOTOPBIX UMEJINUCh TPOMOO3bI Pa3TUIHBIX
Jokanuzauuii, y 4 (57%) 6buta oOHapyXXeHa MyTalus
Jleitnen gakTopa V. ABTOpBI CUMTAIOT, YTO TPOMOO3bI
npu CKB umenoT mynbrudakTopHyiO MPUPOAY, HO
HaJIMuue roM3urotHoii myrtauuu Jleiinen dakropa V
He MeHee 4eM B 3 pa3a yBeJInuMBaeT PUCK TPOMOO30B Y
3TUX OOJIbHBIX.

Onucanbl cityyau BbIsiBIeHUst mytauuu Jleitnen V
(akropa y neteii ¢ snuaenTUIeCKUMHU cyroporamu |87,
88], mpu 3TOM HE UCKIIOYAeTCsi, YTO TMPUUUHOM pa3z-
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BUTHSI CYIOPOT SIBJISIETCSI TPOMOO3 COCYIOB TOJIOBHOTO
Mo3ra.

MyTtanus reHa nOpoTpoMOMHA, OOYCIOBJIEeHHAs
3ameHoi ryaHuHa (G) ageHUHOM (A) B TIOJIOXEHUU
20210 (G20210A) ero 3’-KOHIIEBOII HEKOIUPYIOIICH
4YacTh, TaKXKe paccMaTpUBAETCS KaK HE3aBUCUMBIN
(akTop prcka BEHO3HBIX TPOMOO030B, TPUOIUZUTETHHO
B 3 pa3a MOBBIIAONINEI BEPOSITHOCTh UX pa3BuTus [72].
TeTepo3UroTHBIMU HOCUTEISIMU TAHHOM My TalIN U SIBJISI-
101cst 2-3% eBpomneiilieB U3 o0LIel monyasaunu u 6, 2%
OOJILHBIX C BEHO3HBIMU TPOMOO3aMU, 2 TOMO3UTOTHBII
BapuaHT G20210A BcTpegaeTcs KpaitHe peako. JlaHHas
MyTalusl COMpPSKEHA C BBICOKUM PUCKOM Pa3BUTHS
Tpom003a apTepuii TOJJOBHOTO MO3Ta y MOJIOJBIX JIFOIEH
[89, 90]. B merckoii momynsiinu 6OIBHBIX C TPOMOO3a-
mu myTanust G20210A B rexe daxropa Il BcTpedaeTcst
oT 2% 10 9% 10 AaHHBIM pa3JIMYHBIX UCCJIEIOBAHUI
[73, 74, 75, 76, 77, 78], 4TO, KOHEYHO, 3HAYUTEIHLHO
pexe, yem wmyrtauus Jleiinen dakropa V. OmHako,
1O JAaHHBIM 3TUX K€ UCCleaoBaTesiell, ee HOCUTETb-
CTBO YBEJIMUMBAET PUCK BO3HUKHOBEHUSI TPoMOO3a y
JieTeil nmpakTudecku B 3 paza. Myranusi mpoTpoMOnHa
G20210A B meTcKOM BO3pacTe 3HAUYUTEIBHO Yallle, 4eM
JIpyTUe HacJIeJICTBEHHbIE TPOMOOMUINN, acCOIUUPY-
€TCsI C apTepUAIbHBIMU TPOMOO3aMU U B OOJTBIITMHCTBE
cllydaeB TIpU ITOWM MYTallMU BBISIBISIETCS WMH(DAPKT
mosra. G. Young u coaBt. [91] BeigBuM, uto 14 u3 38
neteit ¢ myTanueit pakropa II mporpomoura G20210A
HMMeJI TPOMO03 1iepebpasibHbIX COCYNOB, U B 67% city-
YaeB dTO ObUIM apTepuaibHble TpoMOO03bl. [TogobHbIE
pe3yJIbTaThl ObUIM TOJYYeHbI B APYTOM KCCJIEIOBAHUN
[92], tne y 24 (6, 3 %) w3 387 mereit ¢ TpombGo3aMu
OblTa oOHapykeHa myTanus rporpomouHa G20210A,
cpenu Hux 15 meteit (62, 5%) uMenu apTepuaibHble
TpoM603bl 'y 13 (93, 3%) 31O O6BUT TPOMOO3 COCYIOB
rojjoBHOro Mosra. OpHAaKO OXHO3HAYHOE MHEHUE O
TMOBBIIIEHUN PUCKA Pa3BUTUs WHCYJIBTOB y NETel —
Hocuteseit myrauuu nporpomouHa G20210A orcyrc-
tByeT. M. Bonduel [93] npu obcnenoBanuu 44 neteit ¢
apTepuaJbHbIM UIIIEMUYECKUM WHCYJIBTOM HU Y OHO-
TO M3 HUX He OOHAPYKWJI MyTallMIo TeHa TPOTPOMOUHA
G20210A. Hexotopbie uccienoBatenu [79, 94, 95]
Takke He OOHApYXXWJW JOCTOBEPHOI CBSI3M MEXIy
WIIIEMUYECKUMU MHCYJIBTAMU U MyTallieil TpoTpoMOu-
Ha G20210A. NmeeTcs TIpennosiokeHne, 4To MyTalust
nporpomouHa G20210A — Haubosnee BaxkHbIN (hakTOp
pucka pa3BUTHSI TPOMOO3a Y TTOAPOCTKOB, TTOCKOJIBKY
JaHHas MyTalusl 4anie OOHapyXXWBaeTcsl y NeTeil ¢
TpoM0OO3aMU, CPeIHUII BO3PACT KOTOPBIX COCTaBIISIET
16 net, B oTmumre ot Myraumu JleiineH dakropa V,
KOTOpasi BBISIBJISIETCSI Yallle Yy OOJIbHBIX HOBOPOXK/IEH-
HbIX U JIeTeil paHHero Bo3pacTta [73, 96].

TunepromorucTenHEMMS TOXeE SIBJISIETCST HE3aBUCH -
MbIM (haKTOPOM pHCKa pa3BUTHSI TPoMOO30B. laHHOE
COCTOSTHME BO3HUKAET B pe3yyikTaTe HapyIlIeHUs 00Me-
Ha TomolucTtenHa. M3 M3BECTHBIX MOIUMOPGU3MOB
B reHe MTT®P nyuire Bcero uzydeH Bapuant C677T,
BeJyIIUi K 3aMeHe aMUHOKHUCJIOTHOTO OCTaTKa aJlaHU-
Ha Ha BaJIVH.

VY nereit ¢ TpoM60IMOOIMUECKUMU 3a00I€BAaHUSIMU
yacTtora BbisiBieHus mytauuu C677T B 5, 10-MTI'®P,
1O JaHHBIM Pa3JIMYHBIX UCCIIENOBaTeNe, KOaehaeTcs
ot 4, 8% mo 28, 6% [79, 97, 98, 99, 100].

JlaHHbBIE JUTEpPATyphl, Kacalolluecs B3aUMOCBSI3U
mytaiuu C677T B 5, 10-MTI'®P u TpomGoambou-
YECKUX COCTOSIHUI y JeTeii, BeCbMa MPOTUBOPEUUBHI.
MHorue aBTOpBI YKa3bIBAlOT Ha OTCYTCTBME DUCKa
pa3BUTUSL TPOMOOSIMOONNIA y eTell — HOCUTEJIeN NaH-
Hoii mytaumu [74, 101, 102]. Tem He MeHee HEKOTOPbIE
WCCIEIOBATE I OTMETUJIM B3aUMOCBSI3b MEXIY YyBe-
JINYEHWEeM B KPOBU YPOBHSI TOMOIIMCTENHA BBIIIIE BO3-
pacTHOW HOpPMBI, 00ycioBiIeHHbIM MyTamueir C677T
B 5, 10-MTI'®P, u puckom pa3BUTHS TPOMOO30B B
nerckoM Bozpacte. H. Koch u coasr. [103] oGHapyxu-
1, yTo Oonee 10% u3 141 meteil ¢ BEHO3HBIMU TPOM-
603amu siByIsLTMCh HOocuTensiMu mytauuu C677T B 5,
10- MTT®P. CpenHsist KOHIICHTpALMSI TOMOIIMCTEHA
B KPOBU y 3TMX OOJBHBIX COCTaBisia 7 MKM/J, 4TO
OBLJIO CTATUCTUYECKU BBIIIE MO CPABHEHUIO C KOHT-
POJIBHOW TPYNION 300pOBbIX Aeteid. [1o maHHBIM 3TUX
aBTOPOB, KOHIIEHTpAIMsI TOMOILIMUCTENHA B KPOBU Oosiee
8, 3 MKM/J accouuupoBaiach ¢ Tpombozom y 40%
OosibHBIX. Haubosiee BbIpaxeHa B3aUMOCBSI3b MEXIY
mytauueit C677T B 5, 10-MTI'®P y nereit u uieMu-
yeckuM uHCyIsToM. [omo3urorHast myramust MTTOP B
2 pa3za yaiile BCTpevyaeTcsl y IeTeil ¢ MHCY/IBTaMu, 9YeM y
3M0POBBIX [99], M HEPEAKO SIBISIETCSI MPOTHOCTUYECKUM
TPU3HAKOM Pa3BUTHSI MOBTOPHBIX MIIEMUYECKUX aTak
[104, 105, 106]. E. Ozyurek u coaBt. [83] nmpu obcneno-
BaHuu 113 meteit ¢ TpomO03aMu 11epeOPaTbHBIX COCY-
noB BeisiBIIIM MyTauuio C677T B 5, 10-MTIOP y 11,
3% O6OJbHBIX, @ B KOHTPOJIBHOW TpYIMIe 3I0POBBIX
neteii —y 4, 3%. JlaHHast MyTalust acCCOLIMMPOBANIACH C
yBeJIMUEHUEM pucka TpomM003a 1epedpaibHBIX COCYIOB
B 2, 8 pasa. Iumepromoumcrennemus (I'TLL) moxer
BBISIBJISITHCSI HA (DOHE TIpreMa JIEKapCTBEHHBIX Tperna-
patoB. Tak, M. A Vilaseca u coaBt. [106] o6HapyXuIn
romo3urotHyio myrauuio C677T B 5, 10-MTI®P y
JIeTeil C aMUIeTiCueli, Y KOTOPhIX pa3BUIach TUTIEPTo-
MolLMCcTenHeMus Ha (oHe TpuemMa KapOamaszernuHa.
BoisiBieHre NmomoOHBIX (PAKTOPOB BAXHO HE TOJIBKO
IS TOHUMaHWST MeXaHM3Ma TpoM003a IeTe i, HO TaKXke
U Ui yAYYIIeHUsT Kypaluu TOAOOHBIX IMaIlMeHTOB.
Tak, Hanuuue I'TL lerko HUBeIUpPYyeTCSd Ha3HAYEHUEM
BUTAaMUHOB rpynibl B u ¢gonuesoii kucnotel. Jdpyrue
BPOXIEHHBIE TPOMOOGMUINY TIPU JIEUSHUU aHTUKOAry-
JISTHTAMU TpeOyoT MOHUTOpUHTA He ToJbko MHO, Ho
1 HEKOTOPBIX TTOKa3aTeJiell CBEPTHIBAHUST KPOBU, TAKUX
KaK pe3UCTEeHTHOCTh aKTUBUPOBAHHOTO mpoTenHa C,
ypoBeHb aHTuTpoMOuHa 11, HeoOxonumbIX 11 BbIOO-
pa TPYIIIbl aHTUKOATYJISTHTOB.

Takum 06pa3zoM, TPOMOOIMOOTNYECKUE COCTOSTHUS
y JieTeil SIBISIIOTCS MHOTO(AKTOPHBIM 3a00JIEBAHUEM,
OCHOBHbIE 3BEHbsI 9THOJIOTUU U MATOTeHe3a KOTOPOTo
pomoyKaloT n3ydarscs. Ocoboe BHUMaHUE B HACTOSI-
mee BpeMst yaensiercss ADC Kak MyTbTUIIMCIUTUIMHAD-
Hoii ipobseme. B To xe Bpemst Hanuuue adJl y nereit
MOXET acCOLIMMPOBATbCS C TeKylleil WHbekueit u
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AKTUBHOCTBIO APYTHUX COIMYTCTBYIOLIMX 3a00JIEBaHUIMA,
4yTO TpebyeT OoJiee TIIATEIbHOrO aHAJIU3a MPU BEPU-
duxkanun ADC y nereil. B oreyecTBeHHOI TTeANATPUN
UMEIOTCS OTIEIbHbIE PA0OTHI MO U3YYEHUIO NTaHHOTO
CUHApOMA MPU PEeBMATUYECKUX 3a00J€BAHUSX, TAKUX
kak CKB, roBeHwibHbBIN nepmaTomMuo3ut. Ho mpo6ie-
Ma aHTUhOCHOTUNMIHOTO CUHIpOoMa U aHTUdOCchO-
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