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Ieas ucciaenoBanus: NMPOAHAIM3MPOBATH IMOKA3ATENM CHCTEMBI T€MOCTA3a M PE3YJIbTATHI MOJIEKYISAPHO-TEHETHIECKOTO TECTH-
POBaHMUSA Yy NANMEHTOB ¢ (DYHKIMOHAJILHO €IMHCTBEHHBIM JKEJIYJI04KoM cepana. B uccienoBanue ObliM BKIOYEHbI 102 00JIbHBIX
pedenka. BeceM mammeHTamM BBIIOJHSIIACH TANHAS XHPYPrHYECKas réeMOIMHAMHYECKAsT KOPPEKIHMs (YHKIMOHAILHO €IMHCTBEH-
HOro Keiya04ka. [IpoBeneH peTpPOCIEKTUBHBI AHAIM3 MCTOPHIA 0O0JIE3HN MAIMEHTOB C LEJbI0 BbISBJIEHHS JMH3010B TPOMOO30B.
YacToTa pa3BUTHS TPOMOOTHYECKHX OCJIOKHEHHIA HA PA3HBIX ITANAX FeMOJMHAMMYECKOH KOPPEKIUH Y 00C/IeI0BAHHBIX NAIIUEHTOB
¢ (hyHKIMOHAJILHO €JMHCTBEHHDIM KeJyI0YKoM cepaua cocraBuia 12,7%. Iloka3zare/m mia3MeHHOro 3BeHa reMOCTa3a y Ha0JIo-
JIABINMXCSA OOJIbHBIX XapaKTEePU30BAINCH COATAHCHPOBAHHOCTBHIO 'eMOCTATHYECKHMX PeaKuuii B rpymmne Jereil Kak ¢ TpomM00o3oM,
TaK U (€3 TAKOBOT0. AHAJIN3 PE3YJIETATOB MOJIEKYISPHO-T€HETHIECKOTO MCCIEN0BAHAS MOKA3a]1, YTO HOCHTEILCTBO I€TEPO3UTOT-
Horo renotuna 20210GA rena ¢akropa I y nanuenTos ¢ (hyHKIMOHAJILHO €IMHCTBEHHBIM JKEJTyI0YKOM CEpALA YBEJINIUBAJIO PUCK
Pa3BUTHS TPOMOOTHIECKHX OCI0KHeHuil B 16 pa3 (15,4% y 60abHbIX ¢ TPOMO030M npoTuB 1,1% B rpynme 6e3 TpoMO03a; OTHOLIEHHE
mancoB 16,0; 95% nosepurenbhbiii unrepsan 1,34—191,24; p=0,028). Y Bcex nanueHToB ¢ TPOMO030M B aHAMHE3€ ObLIO BBISIBJICHO
roMo3uroTHoe cocrosinie no Bapuanty 10976GG rena pakropa VII (p=0,017).

3akiouenne: MOJIEKY/ISIPHO-TEHETHYECKHIA AHAM3 MOJUMOP(MHBIX BAPHAHTOB F€HOB CHCTEMbBI FTEMOCTA3a Y MAIMEHTOB ¢ (DYHKIHO-
HAJIbHO eIMHCTBEHHBIM XKeJIyJI04KOM CEp/IIa He00X0IMMO MPOBOAUTD JJIsi POrHO3MPOBAHMS PHCKA, CBOEBPEMEHHOI NPOGUIAKTHKH
M KOPPEKIMH TePANHA TPOMOOTHIECKHX OCJIOKHEHHIT HA ITANAX XUPYPrHIECKOTO JIEYEHHs BPOKIEHHOTO MOPOKA CEP/IIa.

Karoueswte caosa: demu, 6poscoerHblil nOpok cepoua, mpomoo3s, cucmema cemocmasa, noaumopgusm eetos, FII, FVII.

Ansa untuposanns: Jlyraqdesa lO.I"., KynarvHa U.B., KoBanes U.A., Kpusolyekos E.B., SIHynesu4 O.C., Cycnosa T.E. ®akTopbl pycka pa3Butuns
TPOMOOTUYECKMX OCIIOXKHEHWI Y NMaLMeHTOB C YHKLMOHAIbHO eANHCTBEHHbLIM Xesya04koM cepaua. Poc BectH nepuHaron v neanarp 2019;
64:(2): 68-74. Https://doi.org/10.21508/1027-4065-2019-64-2-68-74

Objective: to analyze the parameters of the hemostasis system and the results of molecular genetic testing in patients with a single
functional ventricle. The study included 102 patients. All the patients underwent a staged surgical hemodynamic correction of a single
functional ventricle. The authors performed a retrospective analysis of patient records in order to identify the episodes of thrombosis.
The incidence of thrombotic complications at different stages of hemodynamic correction in the examined patients with a single func-
tional ventricle was 12.7%. The indicators of plasma link hemostasis in the observed patients have been characterized by a balance
of hemostatic reactions in the group of children with thrombosis and without. The results of a molecular genetic study demonstrated
that the carrier of the heterozygous genotype of 20210GA factor II gene in patients with a single functional ventricle increased
the risk of thrombotic complications 16 times (15.4% in patients with thrombosis versus 1.1% in the group without thrombosis; odds
ratio 16.0; 95% confidence interval 1.34—191.24; p=0.028). All patients with thrombosis in the history revealed a homozygous con-
dition according to variant 10976GG factor VII gene (p=0.017).

Conclusion: molecular genetic analysis of polymorphic variants of the hemostatic system in patients with a single functional ventricle
is required to predict the risk, timely prevention and correction of thrombotic complications during the surgical treatment of con-
genital heart disease.

Key words: children, congenital heart disease, thrombosis, hemostasis system, gene polymorphism, FII, FVII.
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JNyeauesa F0.1. u coagm. @aKTOpBI pUcKa TPOMOOTHUECKIX OCIOKHEHUIT y MAIIMEHTOB ¢ QYHKIIMOHAIBHO €IMHCTBEHHBIM XETyIOUKOM CepIia

K kputnueckum aHOMalMsIM pa3BUTHUSI cepalla
OTHOCHUTCSI IIMPOKHUIA CIEKTP TOPOKOB, BKJIOYAsi BPO-
KIEHHBIE TIOPOKU C (DYHKIIMOHAJIBbHO €IWHCTBEHHBIM
JKeJTyI0UYKOM. EMMHCTBEHHBIN XeJyaouek cepilia — 3TO
BPOKIEHHBIN AedeKT, 0XBaThIBAIOIINUI OOJIBIION CIIEKTP
aHATOMUYECKUX HapyIIeHWM, MPU KOTOPHIX TpeOyroTCs
MmocJieIoBaTeIbHbIe  ATafnbl  XUPYPTUUECKMX BMellla-
TeJbCTB. MHOTO3TAITHOCTh M CJIOKHOCTh XMPYPIUUeCKOM
KOPPEKIIMM BPOXICHHBIX TTOPOKOB cepana ¢ (QyHKIIMO-
HaJIbHO €IWHCTBEHHBIM XKEJIyJTOYKOM OOYyCIOBIMBAET
y 9TUX TALMEHTOB PHCK pPa3BUTUS TPOMOOTHUYECKUX
U TeMOpparmyeckrMx OCJIOXHEHU Kak Ha Jo0oM
W3 3TAIIOB XMPYPrUYeCKO KOPPEKIIMU, TaK U TIPU MPOBE-
JIEHWU MHBA3WBHBIX JMarHOCTUUECKMX TTPOLIETYP, COTIPO-
BOXJAIOIIMXCS KaTerepusanuein cocynoB. Kpome Toro,
pucK TpoM0O0OOpa30BaHUs CBSI3aH C KCIOJIb30BaHUEM
CUHTETUYECKUX COCYAUCTBIX TPOTE30B, M3MEHEHUSIMU
BEHO3HOTO KPOBOTOKA, BO3MOXKHOI ToiuiuteMueit [1].
B pabotax psima aBTOpOB MoOKa3aH BKJIAJA T€HETUYECKMX
¢akTOpOB puCKa B pa3BUTHE TPOMOOTMYECKUX OCIOXK-
HeHuit [2, 3], B TOM uucCle y JOeTell ¢ CepAeYHO-COCY-
IUCTBIMU 3aboneBaHusmMu [4, 5]. B Hactosiiiee Bpemst
MpOBeleHNe KpoMe OOLIENPUHSITBIX B KIWMHWYECKOM
MPaKTUKE TeMOCTa3M0JOTUYECKUX TECTOB MOJIEKYJISIPHO-
TEeHEeTUYECKOTo aHajau3a MmoJuMopdr3Ma reHOB CUCTEMbI
reMocTtasa TO3BOJIIET JaTh TEPCOHATU3UPOBAHHYIO
OLIEHKY pUCKa pa3BUTHUsI TPOMOOTUYECKUX OCTIOKHEHU.

Llens nccienoBaHus: aHaIU3 TOKa3aTeleil CUCTEMBbI
reMocTaza M pe3yJabTaToB MOJIEKYJISIPHO-T€HETUYECKOTO
TeCTUPOBAHMSI Y TALIMEHTOB C (PYHKIIMOHAIBHO €IUH-
CTBEHHBIM XEJIyI0YKOM CEpJLia Ha 3Talax reMoANHaMU-
YeCKOM KOPPEKIIUs BPOXKIASHHOTO TTOPOKa.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNUSA

B wuccaeposanme Oblmu BKmodeHBI 102 pebeHKa
¢ (byHKIIMOHAILHO €IMHCTBEHHBIM XEJIyTOYKOM cep/iia
(55 manbunkoB U 47 AeBOYEK), HAXOAUBIIMXCS Ha TOC-

nuTaau3aluyu B OTAEJEHUM JETCKOW KapauoJIoTuu
HWMW xapnuonorun Tomckoro HUMIL B mepuon ¢ 2012
no 2014 r. CpenHuii Bo3pacT OOJIbHBIX AETel COCTaBIISUI
3,3 (0,6; 5,0) roma. CTpyKTypa M 4acTOTa BPOXKIEHHBIX
MOPOKOB CEpAlla Cpeau OOCIeNOBAHHBIX MAllMEHTOB
npejacTabieHa B Ta0. 1.

BceM manyeHTaM BBITIOJTHSUTA XUPYPTUYECKYIO TeMO-
NMHAMUYECKYIO KOPPEeKIMI0 (YHKIMOHATBLHO €IUH-
cTBeHHOTO Xenymouka. Ha I arame mpoBoawioch ma-
JIMaTUBHOE BMellaTeabcTBO, Ha Il aTane — HamoxeHue
JIBYHarpaBJIeHHOTO KaBOIYJbMOHAJIbHOTO COCAMHEHMSI,
111 aTanmom KoppeK1nu ObLJIO CO3MaHUE TOTAIBHOTO KaBO-
MyJIbMOHAJIBHOTO coeIMHEeHUsI. MaTepuasiom JJIst uccie-
JIOBaHUSI TIOCITY>KWJIM 00pasiibl 1IeJIbHON KPOBH, TIJIa3Mbl
U cbiBopoTKU, 00pasiibl JIHK, a takke nctopuu 601e3Hu
MaIMEeHTOB ¢ BPOXKICHHBIMU IMTOPOKAMHM CEP/ILIA.

WUccnenoBanue moauMop¢HBIX BapMaHTOB TE€HOB
CUCTEMBI TeMOCTa3a OCYILIECTBJISUIM METOIOM TOJUME-
pa3HO IIEMHON peaKINy C MCIIOJIb30BaHEM aMIUTU(U-
katopa DT-96 u pearenToB kKommnanuu «JIHK-TexHo-
norust» (Poccust). TlaHenb nccnemyeMbIx MOJTUMOPGhHBIX
BApUAHTOB F€HOB CUCTEMbl F€MOCTa3a COCTOsIa U3 Clie-
nytomux TectoB — FII: 20210G>A (dbakrop II), FV:
1691G>A  (daktop V), FVII: 10976G>A (dakTop
VII), EXIII: 163G>T (dakrop XIII), FGB: 455G>A
(dbaxrop 1), PAI-1: 675 4G/5G (MHTUOUTOp aKTWBATOpa
ruta3MuHoreHa | Tura).

Hccnenosanue mnokaszaTeneil IJIa3MEHHOTO 3BEHA
remMocraza ObLJIO TIPOBEIEHO 10 BBITIOJHEHUSI TeMO-
MMHAMUYECKON KOPPEeKIUM Topoka y 48 TmaireHTOB
¢ (PYHKIIMOHAIBHO €AMHCTBEHHBIM KeJTyI0YKOM Ccepiia.
g XapakTepuCTUKM TUIa3MEHHOTO 3BEeHa remMocTasa
WUCITOJIB30BAIM  CJEAYIOIINE KOAryJISIHMOHHBIE TECThI:
MpPOTPOMOMHOBOE BpeMsl, TMpEACTaBeHHOE B BUJE
MEXIYHAapOJHOTO  HOPMaJM30BAaHHOTO  OTHOIIEHWUS
(MHQO), akTuBUpOBaHHOE YaCTUYHOE TPOMOOTLIACTH-
HoBoe Bpems (AYTB), ¢pubpuHoreH.

Tabauya 1. CTpyKTypa BPOXKIEHHbIX IOPOKOB cepala ¢ (yHKIMOHAIBLHO eTMHCTBEHHBIM JKeJTyA0YKOM Cepna y NanueHToB,

BK/IIOYEHHBIX B UCCJICTIOBAHME

Table 1. Structure of congenital heart disease with functional single ventricle of patients included in the study

BpozkaeHHblii MOPOK cepaua

Yucio nauueHToB

aoc. %
JIBYyIPUTOYHBI JIEBBIN XKeJTy104eK 23 22,5
ATpe3us TPUKYCIIMAAIBHOTO KilarnaHa 17 16,7
ATpe3usi MUTPaJIbHOTO KJlalaHa 9 8,8
HecbanancupoBaHHas hopmMa aTpuOBEHTPUKYISIPHON KOMMYHUKAIIUNA 14 13,8
JIBOITHOE OTXOXIEHUE COCYIIOB OT MPABOTO XKeTyI0uKa 6 5,9
CHHAPOM TUTIOIIAa3UHU JIEBBIX OTIEI0B ceplla 22 21,6
ATpe3ust JIETOYHOM apTepuy ¢ MHTAKTHON MEXCKEeTyT0OYKOBOM MeperopoaKoit 2 1,9
AHoMmanus D01reitHa 2 1,9
Jlpyrue BapuaHThbI IIOpOKa cep/lia 7 6,9
Hroro: 102 100
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J1sT  OLIEHKW aHTUKOATYJSHTHOTO  TOTeHIIMAala
KPOBM MCITOJIB30BAJIM XPOMOTEHHBIE METOMbl OIpee-
JieHust akTuBHOCTH aHTuTpoMmOuHa III u mporteuna C.
ConepxxaHue B TI1a3Me JaHHBIX ToOKazaTesjell orpe-
eI Ha aBTOMaTMYECKOM aHajaM3aTope remMocTasa
ACL TOP 700 (Instrumentation Laboratory Company,
CHLIA) ¢ ucrnonb30BaHUEM pEareHTOB 3TOU Xe (DUPMBI.
JIns olleHKM MapKepoB aKTHMBALlMM CUCTEMbI reMocTasa
MPOBOJWJIN OMpeaeIeHUEe PaCTBOPUMBIX (hMOPUHMOHO-
MepHBIX KoMiuieKcoB (POMK) ¢ momomipio HabopoB
koMmnaHuu <«TexHonorusi-ctangapt» (Poccust). Hacwi-
IIeHWe KaNuJUISIPHON KPOBU KUCJIOPOIOM OIPEeIsiv
MO0 JaHHBIM TYJIbCOKCUMETPUU C MCIIOJb30BaHUEM
moHutopa Life scope IBSM-2301K (Nihon Kohden,
Anonust). OrnpeneneHne KOJIWYECTBA SPUTPOIIUTOB,
reMorjo0MHa, reMaToOKpUTa IPOBOAMIN HAa aBTOMaTUYe-
CcKOM remarosiornyeckoM aHanuzaTtope (Pentra 80, ABX
HORIBA, ®paHius) ¢ UCHOIb30BAHUEM pPEarcHTOB
9TOM e (UPMBI.

CraTuctuueckyr oOpabOTKy TOJyYeHHBIX JaHHBIX
BBITIOJTHSIIM ¢ TToMoIbio nporpamM SPSS v.20.0, Med-
Calc v.17.9.7. 1na Bcex BUAOB aHa/IM3a CTaTUCTUYECKU
3HAYUMBIMU cuuTanu pasnuuus npu p<0,05. CpaBHeHUe
YacTOT TEHOTUIIOB OCYIIECTBISIIA C TOMOIIBIO KpU-
tepus y? Iupcona ¢ monpaskoit Meiirca (Y) Ha Hemnpe-
PBIBHOCTb TIPU YCJIOBUM, YTO BCe 3HAYEHUST YacTOT
CpaBHMBaeMbIX MpU3HAKOB Oousbiie 5. [lpu yactorax
MEHbIIIe 5 CpaBHEHME TIPOBOAWIN C MCIIOJIb30BaHUEM
touHoro kputepusi ®umepa (F). TIpoBepKy BBIOOPOK

OPUINHAJIbHBIE CTATbU

Ha COOTBETCTBME HOPMAJIbHOMY 3aKOHY pacripese-
JIEHUST OCYIIECTBIISUIM C TTIOMOIIbI0 KpuTepreB Komamo-
ropoBa—CwmupnoBa, lllanmmpo—Bunka. Pacmpenenenue
M3y4aeMbIX TPU3HAKOB HE COOTBETCTBOBAJIIO HOPMAJIb-
HOMY 3aKOHy pacripenefieHus. JlaHHbIe TIpeacTaBisiv
B BUJe MeIWaHbl 1 MHTEPKBAPTUIBLHOTO pa3Maxa — Me
(IQR), rne Me — menuaHHOE 3HauyeHUE TOKa3aTess,
IQR — unTepkBapTuibHBIT MHTepBaT (Q1—Q4).

Pe3ynbratbl

IIpu cpaBHUTENTLHOM aHaIM3e MOKa3aTeaeit CUCTEMbI
remMocrasa y TMallMeHTOB C (QYHKIMOHAJIbHO €IUH-
CTBEHHBIM KEJIyTOUYKOM Cep/lia YCTAaHOBJIEHO, 4TO MO
BbinmojiHeHus1 Il sTanma — omnepanmu HajllOXeHUs IByHa-
MPaBJIEHHOTO KaBOIMYJIbMOHAILHOTO coenuHeHust (n=13)
u 111 aTana — coznaHus TOTaTLHOTO KABOITYJIbMOHAJIBHOTO
coenuHeHust (n=35) meauanbl 3HaueHuin MHO, AYTB,
a takxe ypoBHeit POMK, ¢ubpuHoreHa, aHTUTpOMOMHA
III u nporenna C ObuTM comocTaBUMBI (Ta0d. 2). AKTHUB-
HocTh aHTUTpoMOuHa Il y mamumeHTOB 10 HaJIOXEHUS
JIByHATIPaBJICHHOTO KaBOIYJIbMOHAILHOTO COEIMHEHUS
OblIa HIKE, YeM J0 €ro CO3IaHusl, HO CTaTMCTUYeCKU
3HAYMMO He pa3inyaiach M Haxoauaach B peaesax 62,0—
105,1 n 93,3—106,3% cooTBEeTCTBEHHO. AKTUBHOCTH TTPO-
tenHa Cy 60J1bHBIX 10 ipoBeaeHust [ aTana orepaTuBHOM
KOppEeKLIMY HaxoAwiach B WHTepBasie ot 41,2 mo 117,2%
u Obl1a CHIKEHa (pa3inuuMe HEeJIO0CTOBEPHO) IO CpaB-
HEHUIO ¢ mokazareisiMu 'y naureHToB miepen III starmom
Koppekumu — 61,6—79,3% (cM. Taba. 2).

Tabauya 2. OcHOBHBIE TIOKA3aTEN CUCTEMBI T€eMOCTA32 Y MAIMEHTOB ¢ (DYHKIMOHAJILHO €IMHCTBEHHbBIM KeJIyI09KOM Ccepana
Table 2. The main parameters of hemostatic system in patients with functional single ventricle

IamuenTsl ¢ PEXKC
IToka3zarenn p
1o JIKIIC 1o TKIIC
MHO, ycu. en. 1,09 (1,08—1,18) 1,05 (0,95—1,12) 0,085
AYTB, ¢ 33,0 (29,7—-40,7) 30,0 (28,6—33,2) 0,458
POMK, mr% 3,5(3,5-4,2) 3,5(3,2-4,5) 0,661
dubdpuHOTEH, T/ 2,9 (2,4-3,3) 3,0(2,3-3,3) 0,572
Anrtutpom6uH 111, % 75,3 (62,0—105,1) 98,5 (93,3—106,3) 0,191
Iporeun C, % 64,9 (41,2—117,2) 70,6 (61,6—79,3) 0,722

Ipumevanue. DEXC — dbyHKUMOHATBHO eMMHCTBEHHBII Xenynouek cepaia; JJKITC — nByHanpaBieHHOE KaBOIMYyJIbMOHAIbHOE COEIMHEHMUE;
TKIIC — ToranbHOe KaBomyJabMoHadbHOE coennHenne; MHO — MexxmyHapoaHoe HopMaiin3oBaHHOe oTHolieHue; AUTB — aktuBrpoBaHHOE
yacTUYHOE TpoMborutacTuHoBoe Bpemst; POMK — pacTBoprMbie (hUOPUMHMOHOMEPHBIE KOMIUIEKCHI.

Tabauya 3. TemaToornuecKue NOKa3aTe)u y NAHEHTOB ¢ (PYHKIHOHAJILHO €JMHCTBEHHBIM JKey/I04KOM cepaua
Table 3. Hematological parameters in patients with functional single ventricle

TTanuentsl ¢ PEXKC
IToka3arenn V4
o JIKIIC 1o TKIIC
Dpurpouuntsl, * 10'2/1 6,3 (5,3-7,0) 5,95 (5,5-6,5) 0,861
Temorno6uH, 1/ 154,0 (143,0—184,0) 169,0 (153,5—180,0) 0,105
Temarokpurt, % 48,9 (43,9—54,3) 48,5 (46,0—52,3) 0,992

Tpumeuanue. DEXC — byHKUMOHANTBHO eAMHCTBEHHBIN Xenynouek cepaua; JJKITC — nByHanpapieHHOE KaBOIMYJIbMOHAJIbHOE COCMHEHNE;

TKIIC — ToTaibHOE KaBOIyJIbMOHAJIBHOE COEIMHEHUE.
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JNyeauesa F0.1. u coagm. @aKTOpBI pUcKa TPOMOOTHUECKIX OCIOKHEHUIT y MAIIMEHTOB ¢ QYHKIIMOHAIBHO €IMHCTBEHHBIM XETyIOUKOM CepIia

B rpynmne nammeHToB niepen npopeneHueMm I (n=17)
u I11 (n=36) aTamoB onepaTUBHOI KOPPEKIIUU MBI ITPO-
AHAJIU3UPOBAIM PsIT TeMATOJOTUYECKMX TTOKa3aTeei
(ta6u. 3). JloCTOBEPHBIX pa3IMUMil 110 KOJIUYECTBY 3pH-
TPOIIUTOB, a TaKXKe YPOBHIO TeMOIJIOOMHA W BEJIMUMHE
reMaTokpuTa He oTMedyeHo. [Ipu 3TOM KapTWHa Tiepu-
(eprueckoil KpoBM XapaKTepu3oBaslach yBeIWYeHUEM
KOJIMYECTBA IPUTPOLIUTOB IO CPABHEHUIO C BO3PACTHOM
HOpPMOI, 4TO MOXHO paccMaTpWBaTh KaK TPOSIBJICHUE
BTOPUYHON MOJULIMTEMUU Ha (hOHE YMEHBIIEHUS Tap-
LIMAJTBHOTO JABJICHUS KUCTIOPOIa B KPOBU (TUTTOKCEMUM ).

3a Bech nrepuon HabmoneHns u3 102 o6cienoBaHHBIX
MallMeHTOB C (HPYHKIIMOHAIBHO €IWHCTBEHHBIM KeJy-
IOYKOoM cepana y 13 Obul AMarHoCTUpOBaH TPomOO3
Ha pa3IMYHBIX 3Tarax reMOAWHAMUYECKON KOpPEKIINU
BpoxXneHHoro mopoka. Ha I atame TpoM603 mrarHoCTH-
poBaH y 3 (23,1%) nmanmenTos, Ha 1 atarte —y 8 (61,5%)
u Ha 11 atame — y 2 (15,4%). Y 89 nmeteit B mepuon mmpo-
BeJCHUS XMPYPrUUeCKO KOPPEeKIINK MOpoKa He OTMeva-
JIOCh MPU3HAKOB TpoMmbo3a. Cpelu MalMeHTOB C TPOM-
OOTUYECKUMHU OCJIOXKHEHUSIMU Y 3 ObLT IMAarHOCTUPOBAH
TpoMOO3 TTOAKJIIOUMYHOI BEHBI, y 2 — TPOMOO3 BepXHeit
TTOJIOM BeHBI, y 3 — OeApeHHOM BeHbI, Y | — TTOAB3IOLTHOM
BeHbl. TpoM003 MoaubuMpoBaHHOTO IiyHTa bie-
Jioka—Tayccur TMarHOCTUPOBAH TMOCE XUPYPrudecKoit
KOppPEeKIIMM TMopoka y 2 OOJbHBIX. TpomM0OO3 JerouHOoM
apTepuu rpousonien 'y 2 aerei (puc. 1).

MBI TIpoBeNaM OILEHKY MoKa3zaTeiell (hyHKIIMOHATb-
HOTO COCTOSIHMSI CHUCTEMBI TeMOCTa3a W TeMaTOJIOTH-
YECKUX MapaMeTpoB Yy MalMEHTOB ¢ TPOMOO30oM (n=S8)

u 6e3 TakoBoro (n=40). [Toka3aTenu MIa3MeHHOTO 3BeHa
cucreMsl (MHO, AYTB, POMK, ¢pubpuHoreHa) 6bun
COITOCTaBUMBI B paccMaTpuBaeMbIX rpymmax. Ilokasza-
TEJIM aHTUKOATYJITHTHOTO 3BeHa TeMocTa3a (aKTUBHOCTh
antutpomOuHa II1 u nporenna C) Takke He pasziauya-
quck (tabn. 4). KoinuecTBO SpUTPOLIMTOB, YPOBEHb
TeMOTJIOOMHA U BeJIMYMHA TeMaTOKpUTa OBUTM COIOCTa-
BUMBI B paccMaTpuBaeMbIX rpymmnax (tadma. 5). Ha ocHo-
BaHWHU TTPOBEIEHHBIX UCCIIEOBAHWIA MBI CIIETaIy BBIBOI,
YTO Y MAIMEHTOB ¢ TPOMOO30M M 0e3 TAKOBOTO KapTHHA
nepucepruIecKkoil KpOBU COOTBETCTBOBAJa BTOPHYHOM
MOJULINTEMUU Ha (OHE YMEHBIIEHMS MaplaJibHOTO
NaBJICHUsI KUCJIOpoJa B KpoBU (rurokcemun). B Haieit
paboTe y MalMeHTOB ¢ (QYHKIMOHATBLHO eIMHCTBEHHBIM
XKeJTyI0YKOM cepalia ¢ TpoMbo3om (n=8) menuana SpO,
B TTOKOE ObIJTa CTATUCTUYECKH 3HAYMMO CHIKEHA U paBHa
67,5% (60,0—78,2), y maueHTOB 6e3 TpomMb03a (n=45) —
78,0% (71,0—81,0; p=0,030).

MoneKyasapHO-TeHeTUYECKOe MCCIIeIOBaHUE  OCY-
IIECTBIISIIIOCh OJMHOKPATHO Ha 3Tarax XUpPYpPrudecKoro
JIe4eHUs Y TAalIMEHTOB ¢ QYHKIMOHAIBHO eIMHCTBEHHBIM
xenynoukom cepana (n=102). C 1eablo BBISIBJIECHUS
TeHETUYECKNX (DaKTOPOB PUCKA Pa3BUTHUS TPOMOOTHYE-
CKUX OCJIOKHEHWI OBbIT MPOBEIeH aHallu3 Pe3yIbTaToOB
MOJIEKYJIIPHO-TEHETUYECKOTO  TeCTUPOBAHUS ~ TEHOB
CHCTEMBI TeMOCTa3a B TPYIIax OOJBHBIX C TPOMOO30OM
1 6e3 TaKOBOTO.

TlonyyeHHble pe3yabTaThl TOKazaiu (puc. 2),
YTO HOCUTEJIBCTBO TeTepo3nroTHoro reHotumia 20210GA
reHa ¢aktopa Il B rpyrnme maumeHTOB C TPOMOO30M

Tabauya 4. OcHOBHBIE IIOKA3ATEN CHCTEMBI FeMOCTA32 Y MAIMEHTOB ¢ (DYHKIMOHAJIBHO €IMHCTBEHHBIM XKeJIYI09KOM Cepana

B Ipymie ¢ TpoM0030M U 0e3 Hero

Table 4. The main parameters of hemostatic system in patients with functional single ventricle in the group with and without

thrombosis
IManuentsi ¢ DEXKC
IToka3arenb p
¢ TPOMOO030M 0e3 TpomM003a
MHO, ycn. en. 1,09 (1,03—1,26) 1,08 (1,00—1,16) 0,199
AYTB, ¢ 30,7 (28,1-36,1) 32,2 (29,8—34,6) 0,503
POMK, mr% 3,5 (3,0-9,0) 3,5(3,0—4,25) 0,385
DubpuHOreH, T/ 2,6 (1,9-8,5) 2,9 (2,5-3,3) 0,693
Antutpom6uH II1, % 95,9 (82,0—-105,8) 98,0 (81,3—106,2) 0,586
Ipoteun C, % 75,0 (46,4—121,8) 69,0 (61,9—80,1) 0,855

Tabauya 5. TemarosiornyecKue NOKA3aTe M y NAIMEHTOB ¢ (DYHKIMOHAJIBLHO €IMHCTBEHHBIM JKeJIyI0YKOM CepAla B rpymie
¢ TpoM0030M U 0e3 Hero
Table 5. Hematological parameters in patients with functional single ventricle in the group with and without thrombosis

Ipynna namuentos ¢ PEXKC
IToka3areib p
¢ TPOMO030M 0e3 TpoMO03a
Dputpouutsl, * 102/ 5,8 (5,2—6,4) 5,9 (5,3—6,8) 0,654
Temorno6uH, 1/ 160,5 (152,2—171,7) 165,0 (145,5—180,0) 0,945
Iematokput, % 48,0 (46,6—51,3) 48,9 (45,9—-53,2) 0,888
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BCTPEUaJoCh 3HAYUTEIBHO 4allle, 4YeM Yy OOJBHBIX
6e3 Tpombo3a (15,4% mnpotus 1,1%). HocureabcTBo
5TOTO HYKJIEOTUIHOTO BapuaHTa YBEJIMYMBAIO PUCK
pa3BUTUSA TPOMOOTUYECKMX OCJIOXHEeHUH B 16 pa3
(otHomrenune trancoB — OII — 16,0; 95% noBepu-
teabHbIii wHTepBan — AW — 1,34—191,24; p=0,028).
Kpome Toro, B rpyrmre malu@eHTOB ¢ TPOMOO30M CTaTH-
ctmyecku 3HaumMmo (p=0,017) mpeobmaman 10976GG
reHotun reHa FVII. Tlpu pacuere OTHOIIEHUS I1aHCOB
YCTAaHOBJIEHO, YTO HOCHUTEJLCTBO TOMO3UTOTHOTO TE€HO-
mnna 10976GG rena dakropa VII yBennumBaao puCK
pa3BUTHUSI TPOMOOTUYECKUX OCIOXHeHUi B 12 pa3 (O
12,51; 95% AN 0,71-217,9; p=0,083). TIpu pacuete
OTHOIIIEHUs IIIaHCOB Yy TeTEPO3UTOT IO HYKJICOTHI-
Homy BapuaHTy 1691GA reHa (akTopa V yCTaHOBIIEHO,
YTO HOCUTEJIBCTBO JAHHOTO TeHOTHUTIA He BJIMSIIO Ha PUCK
Tpombo3a (OII 1,40; 95% AN 0,15—13,03; p=0,767).
IMpn aHanmM3e B3aMMOCBSI3W T€HOTHUIIOB CHCTEMBI TEMO-
craza FXIIT 163G>T, FGB 455G>A, PAI- 1 675 4G/5G

Jlerounas
aprepus 15,4%
(n=2)

=)

MILIBT 15,4%
(n=2)

TToas3momuas
Bena 7,7%

(n=1)

TpomOo3a.
MIIBT — monudunuposanuslii myHT bienoka—Tayccur.

1a ¢ TpoM0030M U 0e3 TpoM003a B aHAMHe3e.

bosis and without thrombosis in history.
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B paccMaTpvMBaeMBbIX TpyMIlax MallMEHTOB Mbl YCTaHO-
BUJIM, YTO HOCHUTEJILCTBO NAHHBIX MPOTPOMOOTUYECKUX
noJUMOP(GU3MOB HE OKa3bIBAJIO CTATUCTUYECKU 3HAUM-
MOTO BJIMSIHUSI HA pUCK (DOPMUPOBAHUST TPOMOOB.

OOcyxaeHue

VY nanueHToB ¢ (PYHKUIMOHAJIBHO €IMHCTBEHHBIM
JKEJTYIOUKOM CepJilia B CBSI3U ¢ OCOOEHHOCTSIMU BEHO3-
HOTO KpOBOTOKA W W3MEHEHUSIMU PEOJOTUIECKUX
CBOWCTB KPOBHM OIHUM U3 TOCIEONMEePALIMOHHBIX OCTOXK-
HEHUIA ABJISIETCS TpOMOO3 pa3IMYHON JoKaau3anuu [6].
B psne uccienoBaHuii CUCTeMBI TeMOCTa3a y MalleHTOB
B TIepUOJe MEXIy BBIMOJHEHUEM JIBYHAIPABIECHHOTO
KaBOITYyJIbMOHAJTbHOTO COEIWHEHUS M TOTAJIbHOTO KaBO-
MyJIbBMOHAJILHOTO  COGAMHEHUSI OMNMUCAHO CHIKEHUE
conepxanust VII dakropa cBepThiBaHus, TipoTenHOB C
u S, 4yTO BeleT K aucbanaHCcy MeXay Mpo- M aHTUKOAa-
TYJISTHTOM aKTUBHOCTHIO (hpakTOpoB remoctasza [7, 8§].
B HameM uccienoBaHMM MOKa3aTeNu MJ1Ia3MEHHOTO 3BeHa

IMogxmrounuHas
BeHa 23,05%
< (n=3)

b ey
e e A
TRaBaERERLY
e
Bepxnss nonas
BeHa 15,4%

(n=2)

benpennas Bena
23,05% (n=3)

Puc. 1. Pacnipenenenne nanueHToB (n=13) ¢ HyHKIMOHAIBHO €TUHCTBEHHBIM KeJYI0YKOM Cepala B 3aBUCHMOCTH OT JIOKATH3AMUA

Fig. 1. The distribution of patients with functional single ventricle depending on the localization of thrombosis.

R
FII 20210GG "o 84.6% (]
FI1 20210GA lmmts 15,4 [Marentsr ¢ PEXC
FII2021044 )9 Ges TpomGo3a
FVI 10976GG | s e e % [TanmenTel ¢ PEXC
FVIL10976GA 5 27% 100% ¢ powGoson
FVII 1097644 ih*>%
0 20 40 60 80 100

Puc. 2. Hacrora renotunos reHoB FII G20210A u FVII G10976A y nanueHToB ¢ (hyHKIMOHAILHO €IMHCTBEHHBIM JKeTyI0YKOM Cepia-

Fig. 2. The frequency of genotypes of genes FII G20210A and FVII G10976A in patients with functional single ventricle with throm-

POCCUCKWIA BECTHUK MEPUHATOJIONMW U MEANATPUM, 2019; 64:(2)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2019; 64:(2)



JNyeauesa F0.1. u coagm. @aKTOpBI pUcKa TPOMOOTHUECKIX OCIOKHEHUIT y MAIIMEHTOB ¢ QYHKIIMOHAIBHO €IMHCTBEHHBIM XETyIOUKOM CepIia

CHCTEMBI TeMOCTa3a Y OOJbHBIX JAeTei B X0e TeMOIUHA-
MHMUYECKON KOPPEKIUHW BPOXICHHOTO TOpOKa B IIEJIOM
XapaKTepU30BaINCh COATAHCUPOBAHHOCTBIO T€MOCTATH -
yeckux peakuuii. OqHako obpalajio BHUMaHUe Ha CHU-
KeHne aktuBHoctu mpotemHa C. B mccrmemoBanum V.
Chaloupecky u coant. (2005) [9] moka3aHO, YTO TOYTH
y 50% maiueHTOB TOCEe BBIMOJHEHUST TOTAJIbHOTO
KaBOIYJTbMOHAJTLHOTO COEIMHEHMSI OTMeJaeTcsl CHU-
J)KeHre KoHueHTpauuu aHtTutpomouHa IlI, mporenna C
" TasMuHoreHa. CHIKeHUE aKTUBHOCTH TpoTenHa C
y HaOMOOaBIINXCS OOJTBHBIX MBI CBS3bIBaeM C HapyIle-
HUEeM (PYHKIIMM TIeYeHU, KOTOPOe, KaK MPaBUIo, BO3ZHU-
KaeT Y 9TUX MAlIMeHTOB B pe3yJibTaTe reMOANHAMUYECKOM
KOppEeKIIMU Topoka cepaua. BosHukaromuilt aeduuut
npotenHa C CcOyXuT (HaKTOPOM, YBEIMUMBAIOIIAM
puck pasputust TpomOo3a [10]. B psime mcciaemoBaHmii
CHUCTEMBI TeMOCTa3a y O0JbHBIX ¢ (PYHKIIMOHAIBHO eTMH-
CTBEHHBIM 3KEJTyIOYKOM CepIlia BBISIBIEHO CHIKEHUE
conepxxanus mpoteuHa C, Bemayliee K aucOagaHCcy MexXy
MPO- ¥ aHTUKOATYJISTHTOM aKTUBHOCTBIO (haKTOPOB TeMO-
craza [11, 12].

B ¢BsI3u ¢ MHOTO3TAITHOCTBIO U CIIOKHOCTBIO XUPYP-
TMYECKON KOPPEKIMU BPOXKIAEHHOTO TOpoKa cepila
¢ (YHKUMOHAJIBLHO EIMHCTBEHHBIM  JKEJIyTOYKOM
y TIAIIMEHTOB UMEETCS PUCK Pa3BUTUS TPOMOOTHUECKHX
OCJIOKHEHMI KaK Ha JIIDOOM U3 3TalloB XUPYPTUUECKOM
KOPPEKINU, TaK U TIPU MPOBEeJCHUN WHBA3WBHBIX THAa-
THOCTUYECKUX TIPOLEAYP, COMPOBOXIAIOIIMXCS KaTe-
Tepusauueir cocynoB. [lo HammM JaHHBIM, YacToTa
pPa3BUTHS TPOMOOTUYECKUX OCJIOXHEHWI Ha pasHBIX
oTanax TeMOAWHAMMUYECKOW KOPPEeKIUM Yy JeTeid
¢ OYHKIIMOHATBHO eIMHCTBEHHBIM XETYI0YKOM Ceplia
cocraBuiaa 12,7%.

AHaIU3 pe3yabTaToB MOJIEKYISIPHO-TEHETUIECKOTO
HCCNIeIOBaHUST TI0Ka3ajl, YTO HOCHTEILCTBO TETEPO3U-
rotHoro reHotumna 20210GA rena ¢dakropa Il y naum-
€HTOB ¢ (PYHKIIMOHAJIBHO €IWHCTBEHHBIM XeJTYI0YKOM
cepilia YBeJIMYMBAIO PUCK PAa3BUTHUS TPOMOOTHUYECKUX
ocoxHeHui B 16 pa3. Tomo3uroTHblii renotun 20210AA
reHa ¢akrtopa Il B ucciaemyemMbIX rpymmnax He BCTpevaics.
ITonyuyeHHBIE HAMU Pe3yJIBTAaThl COTJIACYIOTCS C 3aKJIIOUe-
HUSIMU JIPYTHX aBTOPOB IO OTCYTCTBUIO TOMO3UTOTHOTO
reHotuna AA reHa akrtopa Il cpenu nereit ¢ BeHO3ZHBIMU
TpoMbo3amu [2, 3, 11, 12].

ITo maHHBIM pa3IMUYHBIX WCCIEIOBAHWI, TETePO3U-
rotHoe HocuTedbcTBO 20210GA BapuaHTa reHa dak-
topa Il y nereii ¢ BeHO3HBIMU TpOoMOO3aMHU BCTpeya-
etcs B 2—9% cnydaeB. Prick BOZHMKHOBEHUsI TpoMOO3a
y TakMX JaeTeit yBenuueH B 3 pasza (OII 3,38; 95% AN
0,15—74,4) [13]. R. Laugesaar u coant. [14] mokazaiu,
YTO PUCK Pa3BUTHS LiepeOpaTbHBIX BEHO3HBIX TPOMOO30B
noBeilieH B 11,9 pasa y nereit — HocuTesel TeTepo3n-
rotHoro reHoTura 20210GA rena ¢akropa 11 (O 11,9;
95% 1N 2,1-67,2).

B Hameii paGoTe MblI He MOJYYWJIM PE3YyJIbTaTOB,
CBUIIETEIBCTBYIOIIMX, YTO HAJWIUE TeTePO3UTOTHOTO
HocuTenbcTBa (pakTopa V (JleiimeH) cBsI3aHO ¢ PUCKOM

TpoM603a. OMHAKO psIIOM aBTOPOB IMTOKa3aHa POJIb HOCHU -
TebCTBA JICHIEHCKOM MyTallii B BOSHUKHOBEHUS TPOM-
0o3ay nereii [2, 3, 11].

B Halem mnccienoBaHUM y BCeX MALIMEHTOB ¢ (hyHK-
IIMOHAJIBHO ~ €IWHCTBEHHBIM  KEJYIOYKOM  Cepiia
1 TpoMOO30M B aHaMHe3e OBUIO BBISIBIEHO TOMO-
3UTOTHOE COCTOSIHME IO HYKJICOTUIHOMY BapUaHTy
10976GG rena c¢akropa VII (p=0,017). B wmccneno-
Banun O.A. JIbBoBoli u coast. (2011) [15] B rpymre
MalMeHTOB C MIIEMUYECKUM WHCYJBTOM He HaOJIo-
JaJoch HOcHMTeNbcTBa TeHoTwmna 10976AA reHa ¢ak-
topa VII. B nurepatype mnpencTtaBieHbl TPOTUBOpPE-
YKUBbIE JAHHBIE O BAUSHUU MTOJTUMOP(PU3MOB 3TOTO TeHa
Ha COCTOSTHUE CUCTeMbI TeMocTasa [16, 17]. [To MHeHUIO
M. Ogawa u coaBT. (2004) [16], Hanuuue BapwaHTa
10976AA tena daktopa VII mpuBOAUT K CHIKEHUIO
AKCMPECCUN TeHa WM TIPeAynpeXxaacT pa3BUTHE TPOM-
6030B. [Ipn aHanu3e MOIMMOPOHBIX BapUaHTOB T'eHOB
cucrtembl remocrtaza FXIII, FGB, PAI-1 y oGcneno-
BaHHBIX MTAIIMEHTOB MbI HE YCTAHOBUJIA UX B3aUMOCBS3H
C PUCKOM pa3BUTHUSI TpOMOO3a.

TakuMm 00pa3oM, Ha OCHOBAaHWUM pPe3yJbTaTOB IPO-
BEJICHHOTO WCCJIEIOBAaHMS MBI TIpeIrojaraeM, 4Tto B
peanu3aluy TpoM0OO3a Ha dTamax XUPYpruyeckoi Kop-
PEKIIMY BPOXIEHHOTO TOpOKa Cepllia KIIOUEBYIO pPOJIb
WTpaeT coyeTaHWe TeHeTUYeCKUX (haKTOPOB TPOMOOTEH-
Horo pucka (rerepo3urotHoro reHotumna 20210GA rena
daktopa II, romosurorHoro reHotumna 10976GG reHa
dakropa VII), coctosiHre TPOMOOTUYECKOI TOTOBHOCTHU
(cHmXeHMe coaepxaHus npotenHa C B Iia3Me KPOBU)
1 OCOOEHHOCTU TeMOAMHAMUKM Y MAallMeHTOB ¢ (DYHK-
LIMOHATBHO €IMHCTBEHHBIM KEJTyIOYKOM CEp/IlIa.

3aknovyeHue

AHamu3 pe3yiabTaTa MOJIEKYISIPHO-TEHETUIECKOTO
HCCIIeIOBaHUS TTOKA3aJl, YTO HOCUTEIBCTBO FeTePO3UTOT-
Horo reHotuna 20210GA rena daxropa Il yBennuusano
PUCK pa3BUTUS TPOMOOTHYECKUX OCIOXKHEHUM y JeTeit
¢ (PYHKIIMOHAIBHO €AMHCTBEHHBIM KeJTyI0YKOM Ccepiia.
VY Bcex manMeHToOB ¢ TPOMOO30M B aHaAMHE3€ BbISIBJIEHO
TOMO3UTOTHOE cocTosiHue 1Mo BapuaHty 10976GG reHa
dakropa VII (p=0,017). [lonyyeHHble NaHHBIE CBU-
NETETBCTBYIOT O HEOOXOIMMOCTH MOJIEKYISIPHO-TeHe-
TUYECKOTO aHalIn3a TMOJTUMOPGHBIX BapUaHTOB TeHOB
CUCTEMBI TeMOCTa3a Y 00JbHBIX ¢ (DYHKIIMOHAJIBHO €IMH-
CTBEHHBIM XEJIyJIOYKOM CepJLa JJIsT IMTPOTHO3UPOBAHUS
pucKa, CBOEBPEMEHHOM MPOMUIAKTUKA M KOPPEKIUU
Tepanmuyi TPOMOOTMUYECKUX OCJIOXKHEHUM Ha 3Tamax
XUPYPTMUUECKOTO JIEYEHUsSI B KOMITJIEKCE C CYIIECTBYIO-
MU aJITOPUTMAMM TUATHOCTUKY U JICYSHUST BPOXKIECH-
HOTO TTOpoKa cepilia. YUuTsiBasi, 4To TpoM0O03kl B 61,5%
cJIyJaeB TTPOU3OIUIH Y MAIMEHTOB Ha 3Tarle BBITIOJTHEHUST
JIByHAITPaBJIEHHOTO KaBOITYJbMOHAJILHOTO COEIMHEHMS,
MOJIEKYJIIPHO-TeHETUYECKIE UCCIeTOBAHMS IJIsT OLIEHKH
TPOMOOTEHHOTO pHUCKa CJEeAyeT MPOBOAUTH JO BBITIOJ-
HEHUsI TeMOAMHAMMUYECKON KOPPEKIMU BPOXKIECHHOTO
TIopoKa cepaua.
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