¢ 4 u Oonee KOCTHBIMU NpHU3HAKaMU nu33MOpuorenesa y 3 myxuuH (22,2%,) 1 3 KeHIIUH
(22,2%) 1 rpynmnsl. BreisBIeHHE Yy MOJNOABIX JIOAEH ¢ MHOrO(akTOPHBIMU (HEHOTUIIAMHU
HHCT c¢ nmaronoruueckoii n3Butoctbio BCA >4 KOCTHBIX MPU3HAKOB JHU33MOpHOreHe3a npu
WCII0JIb30BAaHUU B KaUE€CTBE perpeccopa MorpaHuyHoOro Z-KpuTepust MOBHIIIAI0 OTHOCUTEIb-
HBIE PUCKHU COCYIUCTHIX ocioxkHeHuit B 1,6 paza (AU 95%=0,48—4,89). Jlanuble, Xxapaxkre-
pU3YIOIIKE MOTEHIIMATBHO BO3MOXKHYIO B3aUMOCBS3b, BBISBICHBI MIPH OTHOLIECHUH IIAHCOB —
(hopMHpOBaHUE MOTPAHUYHOTO Z-KPUTEPHS Y MOJOJBIX MAalMEHTOB C acCOlUalUe ¢ MHO-
ro¢akropusiMu HHCT B 2,4 paza Gounblie mo cpaBHeHHIO ¢ MoioabiMu aunamu 6e3 HHCT
(AN 95%=0,29-19,79).

Bwieoowt

Muorodaxropusie HHCT siBnstorcss oqHUM U3 (PAKTOPOB, CIIOCOOCTBYIOIIUX Pa3BUTHIO
narojoruyeckoi u3BuTocT BCA, 11 4acTO COMPOBOXKIAIOTCS MOTPAHUYHBIM PACIIUPEHUEM
rpyaHO# aopThl. BrisiBinenune MmaphanonomnoO6HOro, 371epconogo0HOro Wi HeKIaccuduim-
pyemMoro (eHOTHIIOB y MAalMEHTOB TPeOyeT KOMIUIEKCHOTO JIEYEHUsI COCYIUCTOrO pycia JUls
CBOEBPEMEHHOTO BBISBICHUS CTPYKTYPHO-(OYHKIIMOHATIBHBIX aHOMaIui. JlaHHBIM mOIX0]
SIBJISICTCSI KJIFOUEBBIM 3BEHOM B NATOT€HETHYECKH OOOCHOBAHHOM BBIOOpE TAKTHUKH JIeye-
HUS, YTO MO3BOJISIET MUHUMU3HPOBATh PUCK COCYAMCTBIX OCIIOKHEHHUH U MOBBICUTH P eK-
TUBHOCTb T€PANEBTUUYECKUX U XUPYPrHUECKUX BMEIIATEIbCTB.
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PUCKHU TPOMBO30OB Y JIETEH

Beeoenue

B nHacrosimee Bpemst HaOIIONAETCsl YBEIUYECHHUE KOIMYECTBA TPOMOO30B y JETeH, 4TOo
MIPUBOJUT K MOBBIIICHUIO YPOBHSI MHBAJIUIHOCTH U CMEPTHOCTHU cpeny HUX. COmIacHO MHO-
TOYUCIICHHBIM UCCIIEJOBAHUSAM, NALUEHThI C OHKOTeMaTOJOTNYeCKUMHU 3a00JI€BaHUSIMU UMe-
10T BBICOKHH PHCK pa3BUTHs TPoMO030B. Hanbombmmii puck TpOMOOTHYECKUX OCIOXKHEHUN
BO3HHUKAET INpH JIeHKo3aX M JUM(pOMax B MEpBbIE TPU MecsIa MMOCIe NOCTAHOBKU JTUArHo3a
Y HadaJla JCYEHUs. DTO CBA3aHO C MIPOBEJECHUEM arpeCCUBHON XMMHUOTEPAuH, KOTOPast CIIO-
coOcTByeT TpoMO00Opa30BaHHUIO, U MACCOBBIM PACIIAOM OITYXOJIEBBIX KIJIETOK TIOJ BO3JICH-
CTBHUEM JIEUEHHUS C BbIICJIEHUEM MPOKOATYJISHTHBIX cyOocTaHmmii [1,2].
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PacnipocTpaHeHHOCTh BEHO3HOrO TpomM0Oo03a y JETei MO JaHHBIM pa3IMYHBIX aBTOPOB
cocrasisier ot 1 10 5 ciyyaeB Ha 100 000 nerckoit momysnsiiuu B rofl. CyIliecTByeT JBa MUKa:
NEePHOJ] HOBOPOXKACHHOCTH U MOAPOCTKOBBIN Bo3pacT. YacToTa TpoMOO30B y neTeil MepBbIX
6 mecsues xu3Hu 5:100 000 HOBOpOXKIEHHBIX, y AeTer nocie roaa 0,7—1,9:100 000 B rox; u3
HuX — 10 30 % OeccuMnTOMHBIX [2].

B Hacrosiiee Bpems u3BecTHO Ooinee 40 TOUCUHBIX MYTallMi B reHAX-KaHIUAATaX TPOM-
6o¢uinu. Hanbonee yacto y nereil 1narHoCTUPyOT TpoMOO(HINU, CBSI3aHHBIE C Je(DULIUTOM
€CTECTBEHHBIX aHTUKOAryassHTOB — aHTUTpoMOuHa 11 (AT III), nporennoB C u S, pe3ucTeHT-
HOCTBIO K aKTUBHpPOBaHHOMY NpoTenHy C, oOycrnoBieHHOM MyTanuei reHa V ¢akropa, My-
tauueit ayutens G20210A B rene nmporpoMOuHa. TpoMOohMINIO MOTYT ONPEAENATh U ApyTue
TCHETUYECKH JCTEPMUHUPOBAHHBIC HApPYyIIEHUS T'€MOCTa3a: BBHICOKHE YPOBHU MHTHOUTOpA
aktuBaTopa riuasmuHoreHa (PAI-I), nepunur nnasmuHoreHa, aeuIuT renapuH-kodakropa
IT u ap. Ilokazano, 4To TpomMOO3 y JE€TEl C TeHETHUECKHU OOYCJIOBIEHHBIMU TpoMOOduIn-
SIMH BBICOKOTO PHCKa MOXET BO3HHUKHYTH CIIOHTAHHO, 0€3 BO3JCHCTBHUS OMOITHUTEIbHBIX
¢daktopoB pucka. Ho u manueHntsl ¢ gopmMamMu MyTaluid yMEPEHHOTO PHUCKA HYKJIAIOTCS
B IPO(HUIAKTUUECKOW aHTUTPOMOOTHUECKOW TEpamnuu, €Ciau MperoaraeTcs Bo3aeiicTBre
Ha HHUX T€X WIM UHBIX 3apaHee M3BECTHBIX (PAKTOPOB pHCKaA, HANPUMEDP, XUPYPTHUECKOTO
BMematenbeTBa. Cpenu npuoOpeTeHHBIX U3MEHEHU Hanbosiee 3HaunMon (HhOpMoii SBIIETCS
antudochomunuaHbii cuHapoM (ADC), KOTOPBI MOXKET OBITH MEPBUYHBIM WM BTOPHUYHBIM.
Yame TpoM603 B pamkax ADC AHarHOCTHPYIOT Y JeTel Ha JOHE PeBMATUYECKON MATOIOTHH,
B MEPBYIO OYEpe/lb IPU CUCTEMHOMN KPAacHOW BOMYAHKE, OHKOJIOTMYECKUX U MH(PEKITHOHHBIX
3aboneBanusx. Kpome toro, Tpom003 y nereid MOXeT ObITh 00YCIIOBJIEH META00IMYEeCKIMU
(runeproMocTeNHEMHUs, TUabeT), MeIMKaMEHTO3HbIMU U STPOTCHHBIMU (IIyHTHpPOBaHHE,
npore3upoBanue) pakropamu [3,4].

Ilenw

OHpe,[[eJ'II/ITB (I)aKTOpLI puUcCKa TpOM603OB y JIeTeH U MOJIOJBIX B3POCJIbIX.

Mamepuan u memoowt uccieoo8anus

[TpoBeneH MpOCNEKTUBHBIN U PETPOCTIEKTUBHBINA aHAIN3 CIIy4aeB TPOMOOTHYECKUX COOBI-
THUI y TAIMEHTOB B Bo3pacTte oT 1 cyTok 70 21 roxa 3a nepuon ¢ 2017 mo 2025. Beero B uccie-
JOBaHUE BKItOUeHO 24 manuenTa. JKenckuii mon npeobnaman. O6cienoBanne IpOBOAMIOCH Ha
6a3ze ['ocymapcTBeHHOE yupexkaeHue «PecrmyOnukaHCKui HaydHO-TTPAKTUYECKUM IIEHTP paIu-
allMOHHOM MEIUIMHBI ¥ SKOJIOTHH YeI0BeKa». AHAIN3UPOBAINUCH (DAaKTOPBI PUCKA, TAKUE KakK:
OHK03a00JIeBaHMsl, TPaBMa, HAJIMYME LEHTPAJIbHBIX BEHO3HBIX KaTe€TE€pOB, COCTOSHUS TUIEp-
KOAryJsiuy, WHGEKIUH, UMMOOMIN3aLNs, aHEMUS, HCIIOJIb30BAaHUE XMMUOTEPANIEBTHYECKUX
areHToB. Bcem manueHTam npoBeeHO MosIHOe JabopaTopHoe 00ciIeJ0BaHUE, HAlpaBIEHHOE
Ha AUArHOCTUKY BpoxiaeHHOU TpomOodumuu u ADC: yposenp anturpomObuna III, mpo-
tenHa C u S, a Takke aHTUTeNA K 2-IIIUKONPOTEHHY U KapAHOIUIUHY u30THIOB IgG, IgM,
BOJYAHOYHBIN aHTUKOAryJsiHT, YypOBEHb TI'OMOIMCTEHMHA B KpPOBHU. MoIEKyIsIpHO-TeHeTHYe-
ckoe tectupoBanue (merogoM I11[P) Bkitouano TpomMOOreHHble MyTallUd U TOIUMOPQPU3MBI:
FII — mporpomOun (momumopdusm G20210A, renotumnst G/A, A/A), FV — daxrop Leiden (mo-
mumopduzm G1691A, renotunsl G/A, A/A), FVII — npokorBeptur (mommmmopduzm G10976A,
redotunsl G/A, A/A), FXIII — ¢ubpunaza (nomumopdusm G103T, renotunsr G/T, T/T),
FI — ¢pubpunoren (momumopdusm G455A, renotunst G/A, A/A), ITGA2 — unrerpun anbda-2
(momumopduzm C807T, renorunsr C/T, T/T), ITGB3 — unrteprun Oerta-3 (momumophuzm
T1S65C, renorunst T/C, C/C), PAI-1 — uaruburop aktuBaropa miasMUHOTeHa (oJIUMOppHU3M
675, renorun 4G/4G), MTHFR — metunrerparunpodonarpenykrasza (noaumoppuzm C677T
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n A1298C, renotunsl T/T u A/C, C/C coorBeTctBeHH0), MTRR — MeTHOHUH-CHHTa3a-pe-
nyktasa (moxumopdusm A66G renotunsl A/G, G/G).

KonTponupoBanu akTUBUPOBAHHOE YaCTUYHOE TpoMOormacTuHoBoe Bpemsa (AUTB),
J-numepsl, gubOpuHoren, TpomobunoBoe Bpemsi (TB). Crarucrtuueckas o6paborka nugpo-
BBIX JIAHHBIX MPOBOAMIACH C MOMOUIBIO MAKeTa MPUKIIAJIHOTO MPOrPpaMMHOr0 00ecTeueHUs
«StatSoft Statistica» 10.0. AHanu3 BapHAIIMOHHBIX PAIOB OCYIIECTBISUICS HEmapaMmeTrpuye-
CKHM METOJIOM, IIPEICTABIISAS TaHHbIE B BUie MeauaHbl (Me), 25%o0 1 75%o0-r0 KBapTHUIIEH.

Pe3ynomamul uccnedosanusn u ux oocyrncoenue

CpenHuii BO3pacT MAaMEHTOB C Pa3IMYHBIMU TPOMOOTUYECKUMHU COOBITUSMU COCTaBUI
11,9 ner. JleBouku B rpyrie HabMroneHUs: coctaBmin 55,2 %, manpauku — 44,8 %.

TpomboTHUECKHE OCIOKHEHHSI TUarHOCTUPOBAHbI MPEUMYIIECTBEHHO Yy JAeTel crapiie
10 net (77,1%), B mepuoae HOBOpOKAeHHOCTH — B 12,5% (n=6) ciy4aeB. B nmonoBuHe cioyya-
eB (50%) TpoMOOTHUYECKHE U306l XapPAKTEPU30BATHUCH TPOMOO30M IITyOOKHUX BEH HIDKHUX
KoHeuHocTel. Y 43,75% manueHToB BbISBIEHBI TPOMOO3bl BEH BEPXHUX KOHEUHocTel. Tpom-
003 BEHO3HOTO CHHYCa roJIoBHOro Mo3ra —y 18,75% ob6cnenoBanHbix (n=3); TpoMOO3 MpaBoro
npezacepaus — B 1 ciaydae; TpoM0036I B OacceifHaXx BOPOTHOM U 10JI0H BeH — B 25% (n=4). Peuu-
JIMBBI BEHO3HBIX TPOMOO030B OTMeUeHbl Y 16% mnauueHToB. PasnnuHble monumMop@u3Mbl TeHOB
HACJIEICTBEHHOW TPOMOO(QMIINN YCTAaHOBJIEHBI BO BCEX CIIy4asiX, OJIHAKO BBICOKOTO U YMEPEH-
HOTO pUCKa TOJBKO B 15,7 %. BapraHThl reHETHYECKUX MOTUMOP(PHU3MOB BBICOKOTO U YMEpEH-
HOT'O pPUCKa paclpeAeIuInch ciaeayomum oopazom: 11,3% — rerepo3urotHas MyTalus B reHe
FV Leiden; 3,77% — B rene nporpombuna G20210A, retepo3urotHsiii Bapuant; nepuuut AT
IIT nnarnoctupoBan y Tpex nanueHToB (17,6%); roMO3UTOTHBIE MyTallUM B T€HE METUJIEHTE-
tparuapogonarpenykrassl (MTHFRC-677T (T/T) B 39,62% u B reHe MHTMOUTOpPA aKTHUBATO-
pa mnasmuHoreHa (PAI-1(4G/4G)) — y 49,06%. I'omo3urornas mytarus rena MTHFRC-677T
(T/T) B AByX cilydasx COMPOBOXIANIACh YMEPEHHOW TuUreproMorucrenHeMuci. [1yckoBeIMu
(hakTOpamMu BEHO3HBIX TPOMOO30B y MAI[UEHTOB 0e3 TpoMOohuInK SBUIUCH (POHOBBIE 3a-
0o0JIeBaHUS U CBSI3aHHBIE C HUMH OCJOXXHEHHS: OCTPhId TUMQOOIACTHBINA JIeiko3 (n=5);
auMmdombl (n=2); mapeHTepalibHOe NuTaHue (n=1); omepaTUBHBIC BMeIIATENbLCTBA (N=2);
ayTOMMMYHHBIE 3a0oseBanus (n=2), antudochonunuansiii cuaapom (n=1), Auccekuus BHYT-
peHHeil conHoi aprepun (n=1) u cunapom Ilemxera-llIperrepa (TpomM003 ycumnus) — y AByX
narueHToB. [Ipu 3ToM B 64% cirydaeB HACIEACTBEHHONW TPOMOO(DWINYA BEHO3HBIE TPOMOOIM-
OoJInYecKre OCIIOKHEHHS BO3HHMKAJIU CIIOHTAHHO, 0€3 BO3AEHUCTBHS JOMOJHUTEIBHOTO TPOM-
6orenHoro gaxrtopa. Camas paHHssl KIIMHUYECKas MaHU(eCcTausl BpOXXIeHHOU TpoMOodumumn
HaOIIo1amachk y ABYX JIeTed B Bo3pacTe |-X CyTOK: CIIOHTAHHBIA TPOMOO3 BOPOTHOW BEHBI.
PeruanBel BEHO3HBIX TPOMO030B B 75% cilydaeB BO3HUKAJIM NMPU HATMYUU T€HETUUYECKU Jie-
TEPMUHUPOBAHHON TpoMOohuIuu.

Kak u3BecTHO, marorene3 TpomMOO30B Yalle HOCHT KOMIUICKCHBIH XapakTep, OJHUM H3
(akTOpOB TPOMOOT€HHOTO PUCKA SBIAETCS TMIEPKOAryssiius. AHaIU3 MoKa3aresel Koaryo-
rpaMMbl B HalleM HaOJIOIEHUH BbISIBUII MPU3HAKK TUIlepKoarynsauuu no Jl-mumepam y 13 ma-
uueHnTtoB (48,1%). Meauana AUTB 30,5 cekynn (2;34,5) ot 14.3 no 59,9. V ognoro nanueHTa
a”anm3 nokasan cHmkenue AUTB. YV 2 manmentoB nosbeimenne nmokaszarenst AUTB, uro cBu-
neTenbcTByeT o Hannunu y Hux AOC. Menunana pubpunorena 3,55 (2,7;4,9) ot 1,54 no 9.9.
VY 9 nanuenToB (puOprHOTeH OBLT BBIIIE HOPMBI, OHAKO CIEAYET YUYHUTBHIBATh, YTO TOBBIIIE-
HH1e (puOpUHOreHa CBUJCTENbCTBYET MPEXKAE BCEro O MHPEKIIMOHHOM U BOCIIAJIUTEIBHOM IPO-
[Iecce W He SABIIAETCS OCHOBHBIM MapkepoM runepkoaryinsuuu. Mennana TB — 17,15 cekyHn
(15,55;18,35) u naxonunack B quanazone ot 14 no 28 cexk.
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Buwieoowt

[IpoBeneHHBIN aHANU3 PUCK-ACCOLUUPOBAHHBIX TPOMOO30B y JeTEH U MOJOJBIX B3pOC-
JBIX TTOKa3all, uTo B 41,79% cinydaeB pa3BUTHE TPOMOOTHUECKUX OCIOKHEHUN 00yCIOBIECHO
noauMop(U3MOM TeHOB CUCTEMBI TeMocTasa. HaciencrtBennas TpoMO0(UINs BEICOKOTO PH-
cka (nedpunut AT, rereposurorneie myTtanuu Jleiinen u rena nporpombuna G20210A) au-
arHoctupoBana B 32,67% tpomOoTnueckux 3nu3onoB. Camas yactas u3 Hux — JleimpeHckas
myTanus (11,3%). Takum oOpazom, Bce JeTU ¢ JUArHOCTUPOBAHHBIMU CIydasMH TPOMOOTHU-
YECKUX COOBITHI JOMKHBI 00CIEI0BAaTHCA HAa HOCUTEIHCTBO OCHOBHBIX MapKEpOB HacClel-
CTBEHHOU TpoMOodumuu.
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PACITIPOCTPAHEHHOCTbD HACJIEJCTBEHHBIX HAPYIIIEHUM
COEJUHUTEJBHON TKAHHU Y MOJIOJABIX MTAIIUEHTOB

Beeoenue

Jlns HacnencTBeHHBIX HapylieHud coenuHuTenbHol TkaHu (HHCT) xapakrepHbiMU sB-
JISIFOTCSL CUCTEMHBIC TIPOSIBIICHHSI ¢ M3MEHEHUSIMHU CTPYKTYPBI M (PyHKIIMA MHOTHX OpraHoB [1].
CornacHo coBpemeHHbIM PekomennanusimM, pazpadboranusiM B benapycu, HHCT npencrasne-
HBI IByMsI I'pYIIIaMH: MOHOT€HHBIE CUHAPOMBI C U3BECTHBIMU TUAarHOCTUYECKUMH KPUTEPUAMU
(cunapom Mapddana, Dnepca-/lanno, HECOBEPILIECHHbIM OCTEOreHe3 U T.I1.) U MHOTO(aKTOpHBIE
(eHOTHIbI, HATOMUHAIOIIME MOHOTEHHbIE CHUHAPOMBI, HO HE OTBEYAIOLINE UX JUArHOCTHYE-
ckuM KputepusM. Ouenka uctuHHoi pacnpoctpanénnoctd HHCT B nonynsuuu npeacrasiis-
eT co00i CIOKHYIO 3a/1a9y, MOCKOJIBKY Y 3HAYUTEIHHON YacTH MAIEHTOB (DEHOTUITUYECKHE
MPOSIBJICHUSI MOTYT ObITh MUHHMAJIbHBIMHM, MaJ03aMETHBIMHU NPU PYTHHHOM OOCII€OBaHUU
WJIM MacCKHUPOBAThCS T0J] CAMIITOMATHKY ApyTrHuX 3aboneBanuit [2, 3].

Heno
Onpenenutb BCTPEYAEMOCTh HACIEICTBEHHBIX HAPYIIEHUI COeAMHUTEIBHON TKAaHU Y MO-
JIOJIBIX TAI[UEHTOB.

Mamepuan u memoowt ucciedosanus
B uccnenosanue BxiatoueHo 30 manMeHTOB ¢ NEPEHECEHHBIM OCTPHIM HapyIIEHUEM MO3-
rOBOTO KpOBOOOpaieHus B Bo3pacte a0 44 net (cpennuii Bozpact 39+5 jier), B TOM 4ucie
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