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HEO0OXOIMMOCTBIO YaCTOI0O MOHUTOPHHIA 1 KOPPEKIMHU /103bl. B HacTos1Iee Bpemst IPUHSTO olLie-
auBath puck MNI'M y manmenToB ¢ ®I1 Ha ocHoBanuu mikaimsl CHA,DS,-VASC.

Ilens

[Ipoananm3upoBaTh 4acTOTy Ha3HA4YeHHUS BapdapuHa y manueHToB nepeHecmux MM
Ha ¢one OII, nponeueHHsIx 3a 2018 1. B HEBPOJIOTMUYECKOM OTIEICHUH YUPEKIACHUS 3paBo-
oxpaHeHus «I'pogHEHCKOM O00JaCTHON KIMHUYECKOW OOJIbHHUIIE MEIUIMHCKOW peaduiura-
mun». Onpenenuts ypoenb MHO y nanmenrtos, noctynusmumx ¢ MMI'M wa ¢oune ®II mpu-
HUMAaBIIUX Bap(apuH.

Mamepuan u memoowl ucciedosanusn

[Tpu nomonwm nporpammsel «4D-Client», nmpoussenena Beidopka 2098 ucropwuii Oose3Heil
HAIMEHTOB, MMOCTYNUBUIMX B OTAEJIEHUE HEBPOJOruu U otnenenue peanumaruu ['OKb MP.
3atem npoucxoamn ordop ucropuit ¢ MMI'M nHa done DII, B 31O Tpynme, Ha OCHOBAHUU
JAHHBIX aHaMHe3a, ONpPEesUIM MPEAIIECTBYIONINA mpueM BapdapuHa, BO3pact, MOJ, CKO-
poctb KiyboukoBoi ¢uibrpanuu (CK®), mabpannbie Oamrel mo mkane CHA»DS,-VASC
(MUT'M, KOTOpBIil MAallMEeHT MEepPeHeC B NaHHYI TOCIUTAIN3AINUI0 — HE YUUTHIBAICs). AHa-
JIM3 JJAHHBIX IPOBOJIMIICS C MTOMOIIBIO ITporpammbl «Statictica» 10.0.

Pes3ynomamul uccnedosanus u ux oocysrcoenue

Bcero nammenros ¢ UMI'M Ha done @II — 275. M3 HUX 10 HOCTYIUICHUS B CTALlMOHAP
nosrygasm Bapdapun 34 (12,4 %) yenoBeka. Cpeanuii BO3pacT MalUCHTOB MOTYyYaBIINX Bap-
dapun coctaBui 64 + 9,8 roga. Mysxuun 22 (64,7 %) uenoBeka u sxeninut 16 (35,3 %) yeno-
Bek. CpenHee KonndecTBo OayioB, HaOpaHHbIX 1o mkane CHA,DS;-VASc cocrasun 4 (3; 6).
Cpennuii ypoBenb MHO y manno# kareropum manuenoB coctasuin 1,39 (1,187; 1,669). B
nByx cinydasx MHO He onpenenuics no texHudeckuM npuuuHam. Llenesoit yposens MHO
(2-3) 6wt gocturayt B 3 (9,4 %) ciayuasx. Takum obpa3om, HEID(HEKTHBHOCTh aHTHKOATY-
JSIHTHOM Tepanuy y MalueHTOB o0ycioBieHa Heap(hEeKTUBHOCThIO BapdapuHa B 9,4 % ciy-
yaes, a B 90,6 % o0ycioBieHa HeI0OCTaTOYHBIM KOHTpoJeM ypoBHd MHO u, BeposiTHO, HU3-
KOU MPUBEP>KEHHOCTHIO K JICUEHHUIO.

Buieoown

Leneoit ypoBenb MHO y nmanuentos, nepeHectmx MMI™M Ha done DIT u npuema Bapda-
puHa ObUT JOCTUrHYT JHib B 9,4 % ciyuaes. HemoctatouHo HazHauaetcst BapdapuH C LIENIbIO
npoduiakTuku TpoMoosmMboanueckux ocnoxkuenuid @II. OcnosHoit npuurnoit UI™M Ha ¢one
@I1 — HenocTaTouHbIil KOHTPOIH YpoBHA MHO y manueHToB, moy4yaronmx BaphaprH.
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TpomGodunust — naTtonorunyeckoe COCTOSIHUE OpraHM3Ma, XapaKTepU3yIoLleecs MOBbI-
IIEHHOW CKJIOHHOCTBIO K BHYTPUCOCYJUCTOMY TPOMOOOOpA30BaHUIO BCIEICTBUE BPOXKIACHHO-
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r'0, HACJIEICTBEHHOTO MJIM IPUOOPETEHHOI0 HapyIICHHUs CUCTEMbI T'eéMOCTa3a, MPUBOIAIIETO K
yTpaTe OJHOM U3 €€ OCHOBHBIX (PYHKIMI — MOJAepKaHUs LUPKYJIUPYIOIIEH KPOBU B XKHJI-
KOM COCTOSIHUU. BpoxneHHass TpoMOOQUIus XxapakTepusyeTcs IeHEeTUYeCKH JeTepMUHHPO-
BAaHHON CKJIOHHOCTBIO K (POPMHPOBAHUIO BEHO3HBIX TPOMOOIMOOIMUECKUX OCIIOKHEHHN
(BT20) [1]. HacaenctBenHyto TpoMOOQHUINIO CleAyeT NMpeArnoiarate y Jito0Oro namueHra,
€CJIM Y HEro WM €ro KpPOBHOTO POJCTBEHHUKA UMEIUCh TPOMOOTHYECKHE 3a00JI€BaHUS B MO-
J070M Bo3pacTe [2]. AMepUKaHCKas KOJUIETHsI TOpaKalbHBIX Bpadei MO aHTUTPOMOOTHYEC-
CKOM M TPOMOOJIMTUYECKOW Tepamnuu olnpeaenuia TpoMOoUINio KaKk Haludue OJHOIO WIIU
Oosee cleayOUIMX NPU3HAKOB: AeDUIUT aHTUTpoMOuHA, mpoTtenHa C, mporeuHa S, pes3u-
CTEHTHOCTh K aKTUBHpOBaHHOMY mnpoTeuHy C, mytanus ¢akrop V Leiden, myranus mpo-
tpoMbuHa G20210A, runeproMonrcTenHEeMusi, TOMO3UTOTHOE HOCUTEIHCTBO TEPMOIAOMIIE-
HOI0 BapHaHTa METWJICHTETparuapodoaaTpeayKkTa3bl, aHTU(HOCHOIUNUAHBIX AHTUTEN, YBE-
anueHue akTuBHOCTH (pakropa VIII unu cHkeHHBIN ypoBeHb npoTenHa Z [3].

[To nurepatypubiM 1anHbIM yacToTa BTO0 exeroano cocrapmusier 150-200 yenosek Ha 100
TBIC. B MOIYJISILIUM, TIPH 3TOM B JIETCKOM BO3PacTe BEHO3HbIE U apTepUalibHble TPOMOO3bI BCTpe-
qatorcst ¢ yactoror 0,7 Ha 100 ThIc. B cilyyae TrOCIIMTAIBbHBIX OCIOMHEHHWH, STOT MOKA3aTellb
yBenmuuBaetcs 10 53 Ha 100 teic. [4]. CrieayeT OTMETUTh, YTO 4acTOTa BO3HMKHOBEHHUS TPOMOO-
TUYECKUX SMM300B Y JETeil 0OJHOPO/IHA U XapaKTEPU3YETCsl HAIMYMEM JBYX IMHUKOB, IIEPBBIN U3
KOTOPBIX IPUXOAUTCA Ha BO3pacT A0 1 rona, u BTopoit — Ha myoepratHblil nepuoa. BTO0 nep-
BOI'O I'OZIa JKU3HHU, KaK MPaBWIIO, HAOIIOAAIOTCS Ha ()OHE NPEKAEBPEMEHHOTO POXKACHHUS, JbIXa-
TEJIbHOM acUKCUM U CUCTEMHBIX MH(pekuuil. B mybGepraTHOM mnepuoje pa3BUTHE BEHO3HBIX
TpoM0030B HalJroAaeTcss Ha ()OHE OHKOJIOTMYECKHX 3a0ojeBaHNiM, HH(EKLUHA, TpPaBMbl, Onepa-
LIUY U psifia JpyruX (PaKTOpPOB, MOBBIIIAIOIIMX PUCK PA3BUTHS 3TOM ATOIOTUH Y B3pOCIBIX [5].

Henw

[Ipoananu3upoBaTh pojib BpoxkaAeHHOU TpoMOoduinn Ha pazsutue BTOO y nereii.

Mamepuan u memoowl ucciedosanus

Bcero o6cnenoBano 24 marmueHnTta B Bo3pacte oT 1 cyTok mo 18 yner, uMeBmmX pa3iud-
HbI€ BUJIbI TPOMOOTHYECKUX MposiBieHuit (N = 20) uim yrpo3y TaKOBBIX, yUUTHIBAsi CEMEUHBIN
anamue3 (N = 4). Cpegauit Bo3pacT neren coctaBuia 5,6 = 1,2 €T, COOTHOIIEHUE JICBOYCK H
ManpunkoB — 1,4 /1,0. Bcem mareHTam mpoOBEIEHO TOJIHOE JabopaTopHOe 00cieoBaHueE,
HalpaBJIeHHOE Ha JAMAarHOCTHKY BPOKICHHON TpomMOopminu u aHTU(HOCHONUIUAHOTO CUH-
apoma (ADC): yposens anrurpomoOuna Il (ATIII), nporenna C u S, a Takke aHTUTENA K [2-
TJIMKOTIPOTENHY M Kapauonunuay uzoturoB |G, IgM, BomuaHOYHBIH aHTHKOATYJISTHT, Ypo-
BEHb FOMOIIMCTENHA B KPOBU M ypoBeHb D-numepoB (Hopma 250-500 Hr/mi B 3aBUCUMOCTH
OT peakTHBa). MONEKyIIPHO-TEHETUYECKOE TECTUPOBAHUE BKIIOYAJIO TPOMOOT€HHbIE MyTa-
uu ¥ nonuMopguambl: FlII — mporpomoun (momumopdusm G20210A, renorunsl G/A, A/A),
FV — ¢axrop Leiden (momumopdusm G1691A, renorunsr G/A, A/A), FVIlI — npokonsep-
tu (mosuvopdusm G10976A, renorumnsr G/A, A/A), FXIII — ¢ubpunasa (moaumopdusm
G103T, renorunst G/T, T/T), FI — ¢ubpunoren (nomumopduzm G455A, renotumsr G/A,
AJ/A), ITGA2 — unterpun ansda-2 (momamopdusm C807T, renorunsr C/T, T/T), ITGB3 —
uareprud oera-3 (momumopdusm T1S65C, renorunsr T/C, C/C), PAI-1 — uHrHOUTOp aKTH-
BaTOpa iazMuHorena (noaumopdusm 675, renorun 4G/4G), MTHFR — merunrterparuapo-
¢pomnarpenykrasza (momamoppusm C677T u A1298C, renotunsr T/T u A/C, C/C cooTBeTcTBEH-
HO), MTRR — meTronuH-cuHTa3a-peaykrasa (monmamophusm A66G renotunst A/G, G/G).

Pe3ynomamel ucciedosanusn u ux oocyycoenue

B nonosune ciydaeB BT2O0 auarnoctupoBan TpomM003 TITyOOKHX BEH HHKHHUX KOHEYHO-
creit. Tpom003 BEeHO3HOrO cuHyca rojoBHoro mosra — y 20 % oOcnenoBanubix (N = 4);
TpOoMOOIMOOIIHS JIETOYHBIX apTepUil — B OJHOM Cllydae; TpoMOO3bl B OacceiiHax BOPOTHOM U
BepxHei mosnoii BeH — B 35 %. Pennaussl BT20 nabmonamucek B 20 % ciay4aes. J{uaraos
BPOXKIECHHOM TpoMOodumnu Bepuduuposat y 62,5 % Bcex o0ciaeoBaHHBIX AeTel n'y 55 % ne-
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Teil ¢ TpomOo3amu. BapmaHTbl BpoXkIeHHONH TPOMOO(MWINK pacpepeTHiIUCh CIEIYIOUIM
obpaszom: 33,3 % — rereposuroTtHas mytanus B reHe FV Leiden; 20 % — B reHe npotpom-
ouna G20210A, rereposurotasiii BapuanT; aeduut AT Il nuarnoctTupoBan y Tpex maru-
eHToB (20 %); KOMOMHUPOBAaHHBIE MYTAallMU B T€HE 3 METUJICHTETparuapodoIaTpeyKTa3bl
(MTHFRC-677T (T/T) u B rene unruOuTtopa aktuBaropa miasmuHorena (PAI-1 (4G/4G) —
26,7 %). I'omosurotnast mytanus rena MTHFRC-677T (T/T) B AByx citydasx COMpOBOXK/a-
Jachk yMEepeHHOH rurneproMmouuctenneMueii. [IyckoBeIME (akTOpaMu BEHO3HBIX TPOMOO30B Y
HalueHToB 6e3 TpoMOOpHIUN SABUINCH (POHOBBIE 3a00JICBaHUS U CBA3aHHBIE C HUMH OCIOXK-
HEHUs: OCTPhIA JUM(OOIACTHBIA JIEHKO3 ¢ BBeAeHHeM L-acmaparunasel (N = 3); numdoma
XomkkuHa (n = 1); napeHtepanbHoe nutanue (N = 1); onepatuBHBIC BMeIaTeabcTBa (N = 2);
ayTOMMMYHHbIe 3a00sieBanus (N = 2) u antudochomunuansiid cuaapom (N = 1). Konuentpauus
D-numepoB BapbrpoBaa B nipeaenax 88—3950 ur/mi (B cpearem 996,8 = 1103,9 ur/mun).

Knuandeckas manudecranus BpoxaeHHONW TpoMOodumuu B 63,3 % ciydaeB HaOmoaa-
nacek B Bo3pacte crapiie 10 met. Ilpu atom B 72,7 % ciiydaeB BeHO3HBIE TpoMOOIMOoIHUe-
CKH€ OCJIO)KHEHHUS BO3HUKAIIM CIIOHTAHHO, 0€3 BO3JIEHCTBUS AOMOIHUTEILHOIO TDOMOOTEHHO-
ro ¢akropa. Camas paHHAA KIMHMYEeCKas MaHu(ecTaluus BpOXICHHOH TpoMOoduinu
HaOroanack y pebeHka B Bo3pacTe 1-X CyTOK: CIIOHTAHHBIH TPOMOO3 BOPOTHOM BeHbI. Pe-
LUAMBBI BEHO3HBIX TPOMOO030B B 75 % cilydyaeB BO3HUKAIMU NPY HAJITUYKUU Yy peOECHKA T'€HETH-
YEeCKH JEeTEPMHUHUPOBAHHON TpOoMOO(UHH.

Buvigoowt

Bpoxnennas TpoMOOGMINS SIBISETCS MPU3HAKOM IMMOTEHIUAIBHOW OMACHOCTH BO3HHK-
HOBEHHUSI TpoMO030B y aeredd. KnmuHuueckn maHmgpectupyer BEHO3HBIMH TPOMOOIMOOIHUe-
CKUMM OCJIO’KHEHUSIMM Pa3IMYHOM JIOKaIM3aluy, B J1I000M BO3pacTe, HO 3HAUUTEIbHO Yalle y
nereil crapme 10 ner. Hamuume BposkaeHHON TpomOodunuu siBisieTcss GakTopoM BBICOKOTO
pHCKa PELUIUBUPYIOLICH U CIIOHTAHHOW BEHO3HOW TPOoMOO3MOOIMHU. J[MarHOCTUKY BpOXK/IEH-
HOW TpoMOOGMIHNH 1IeTIecO00pa3HO MTPOBOAUTH BO Beex ciaydasx BTOO y aereid, 4To BaKHO HE
TOJIBKO JUIl OLEHKHU PUCKa MOBTOPHBIX TPOMOOTHHECKUX SMHU3070B, HO M JJIsl BRIOOpa pexuma
AHTUTPOMOOTHUYECKON TepaNiK U ONTUMU3AINY TPOPIIAKTUIECKUX MEPOIIPUATHI.
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Caxapusbiii quaber (CI) sBrsiercss onHOW M3 HanOoliee aKTyaldbHBIX MPOOIEM 3ApaBo-
oxpaneHus B XXI B. [1]. AHeMuuyeckuii CHHIPOM SIBJISIETCSI paCIPOCTPAHEHHBIM U 3a4acTyIO
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