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AnHoramusi. [lpuBegeH KIMHWYECKWI TpuUMep pa3BUTUS  TpomOo3a
MOAKIIIOYNYIHO-JICTOYHOI'O aHaCcToOMO3a Yy pe6eHKa C OIICPHUPOBAHHBIM CJIOKHBIM
MOPOKOM cep/iiia. MOHUTOPUHT CHUCTEMBI T'€MOCTa3a, BBIABICHHUE TMOJIUMOpPQU3Ma
TC€HOB, OTBETCTBEHHBIX 32 TPOMOO(DWIMIO TMO3BOJIMIN OINPEIACIUTh CTEICHbh PHUCKA
TpoMO00Opa3oBaHus, CKOPPEKTHPOBAaTh  JI€3arPEraHTHYld W  Ha3HAYUTh
AHTHKOAr'yJIIHTHYIO TEPAIIHIO.

Annotation.Clinical examples of thrombosis subclavian-pulmonary
anastomosis in a child with the operated complex heart defect. Monitoring of the
hemostatic system, the definition of polymorphism of genes responsible for

1757



| Mesicoynapoonas (71 Becepoccuitickas) nayuno-npakmuieckas KOH@epeHyus
«AkmyanvHble 8ONPOCHL COBPEMEHHOU MEOUYUHCKOU HAYKU U 30PABOO0XPAHEHUSL)

thrombophilia possible to determine the degree of risk of thrombosis, adjust
antiplatelet and anticoagulant therapy appoint.

KuoueBble cjioBa: BpOXICHHBIM MOPOK cepjlla, TIeMocTa3, TpomOo3,
HACJIEICTBEHHASTPOMOODUIHSL.

Keywords:congenital heart disease, hemostasis, thrombosis, hereditary
thrombophilia.

Bpoxnennsie mopoku cepaua coctabistoT 30% OT BceX BPOKIAEHHBIX TOPOKOB
Pa3BUTHS U MPEACTABISIOT COOON Pa3HOPOJHYIO TPYIITy 3a00JieBaHUM, TPEOYIOIIUX
paguKaIbHON WM reMoJinHaMudeckoi koppekuuu|[4]. IlocieonepaunoHHbIA EPUOT
COMPOBOXK/IAETCSI PUCKOM Pa3BUTHUSL OCJOKHEHUU, CPEIU KOTOPBIX MOTYT OBITh
apTepuaibHble W BeHO3HbIE TPoMOO03bI[3].K COCTOSHUSM, TOBBIMIAIOIIUM PHUCK
pa3BUTHSL TPOMOO30B, OTHOCSTCS: MOPOKH PA3BUTHUA COCYIOB U CepAlla; TCUCHHE
TSOKETIOM  MH(EKUIUH, CEeNCUca, CHCTEMHOTO0 BOCHAIUTEIHHOTO 3a00JIeBaHMUS;
TpoMOOoduusa. B maromoruu NEeTCKOTO BO3pacTa HAPYUIEHUS CHUCTEMbI IeMocTas3a
3aHUMAIOT 0CO00€ MECTO, MOCKOJIBKY OHU HE TOJBKO YacThle caMu IO cede, HO U
BXOJAT B TATOT€HE3 MHOIMX [JPYIrMX [aTOJIOTMYECKHX mpomeccoB [1].
Cyl1ecTBEHHBIM CABUTaM 3Ta CUCTEMa MOJIBEPraeTcs B MEPHOJIe HOBOPOXKIEHHOCTH,
YTO 3HAYUTENILHO 3aTPY/IHSIET paHHEE PacliO3HaBaHUE MATOJIOTMYECKUX HAPYIICHUN B
Pa3IMYHBIX €€ 3BEHbSX [2].

Hean uccienoBaHUA—1EeMOHCTpAIUS HEOOXOIUMOCTH MEXIUCIIUILUIMHAPHOTO
MoAX0/Ja B JMHAMHYECKOM HaOmrofeHun neredt ¢ omepupoBaHHbiMH BIIC mns
MpPEJOTBpAlICHUs ~ KapAUOBACKYJAPHBIX  HapylIeHWHHAa OCHOBAaHWUM  aHaJIU3a
KIIMHUYECKOTO CIIydasl.

MarepuaJjibl 1 METOABI HCCIAEAOBAHUS

[IpoBeneH peTPOCTIEKTUBHO-TIPOCTICKTUBHBIN aHAIM3 HUCTOPUU  OOJIE3HU
MalKeHTa C OMEPUPOBAHHBIM MOPOKOM CEpJilla U TPOMOO30M CHCTEMHO-JIETOYHOTO
aHACTOMO3a, MPOXOJMBIIEIO JICUCHHE B KapJAHUOPEBMATOJIOTHYECKOM OTJICJICHUU
JI'KB Nell r. ExatepunOypra.

Pe3ysabTaThl HCC/Ie10BaAHUS U UX 00CYXK/IeHHE

[Ton Hammm Habmoaenuem ¢ 25.11.2015 mo 24.02.2016 naxomuics peOGeHOK
MEpBOTO TOJIa XKU3HU C JuarHo3oM:ciioxkHbli BIIC - 1BOMHOE OTXOXKICHHE
MarucTpajbHbIX COCYJOB OT MPABOTO >KEIyA0uYKa, TUIOIIa3usl CTBOJIa U BETBEU CO
CTEHO30M JIeTOYHOU aprepuu,cybaopranmsubiii JIMXII, ®OO. HK IIA cr.,lll
OK.BayTpubonsHUYHAs JEBOCTOPOHHSS MHEBMOHUS B HIDKHEH J0Jie, TsKemas
dbopma. bpouxuomwut, /IH I cT. HacaeacTtBennas Tpomobodumms.

BIIC y peGenka Obl1 quarHOCTUpPOBaH Ha 4 CyTKH ku3HH. [locie poxxaeHus
HaOMIOAQJICS KapAUOJIOTOM, KapAHOXUPYPTrOM. YUHTHIBAas HApPACTAIONIYIO TKECTb
cocTtositHusA, B Bo3pacte  Tpex  mecsiueB  (10.11.2015) B nmerckom
kapauoxupyprudeckoMm otneneHun COKDB Nel Obu1 HalOKEHCHCTEMHO-JETOYHBIN
anactomo3.Ha3Hauena ge3arperanTHas Tepanusi aCllipuHOM B fo03e 2 mr/kr/cyt. Ha
15 cytku nmocne oneparuu nepeseneH B JII’Kb Nell.PeGeHok nmuTenbHO moJrydant
aHTUOAKTEpUANbHYIO Tepanuio, mpoBojauiack nocuHapomHas tepanus CH u JIH
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(oOmras JUTUTEIBHOCTD NBJI 32 CYTOK). [Tpu o0clieToBaHUHN
OTIPEACTSIICATPOMOOIINTO3, JICHKOIMTO3C HEHUTPO(DUIBHBIM CABUTOM, IOBBIIICHUE
CPb B Teuenue Bcero nepuoja rocnutanusanuu. Ha ucxoaHoit remocrasuorpamme -
BBIpKEHHASTUIIEPKOATYIIALKA, 0€3 HapylIeHHUs arperaudd TpoMOOouuTOB (Tadum.l).
VYBenuuena m03atpoM00ACC mo 7 wr/kr/cyt. Ilpm mociemyromeM KOHTpOJIE
reMocra3za je3arperaHtHas Tepamus olleHeHa Kak d(ddexTuBHas. 3a mepuon ¢
30.11.15 mo 31.12.15 mna OXO-KI' orMeueHOHapacTaHWe€ TpagueHTa Ha
MOJAKIIOUYUYHO-JIETOYHOM aHacToMmo3e ¢ 2110 58-62 mMHg, uTo OBLIO paciieHeHO Kak
NPU3HAKTPOMOUPOBAHMUS. Ha KOHTPOJIBHOM
reMOCTa3u0TPaMMEBBISIBICHBITUIIEPPUOPUHOTEHEMUS], BBIPAXKEHHAsA CTPYKTYpPHO-
XPOHOMETPHUUECKas TUIEPKOATYJISUs TP MUHUMAJIbHON akTuBauuu. OUOpUHOIN3
yraeteH. IlpusHaku n30bITOYHOUTpOMOMHEMHH. [IpUHATO KOJIETHAIBbHOE pElIeHHE
HA3HAYUTh KJIEKCaH B MpoduiakTuyeckon 1o3el,5 MI/Kr B CYyTKH, C MOCIETYIOIIUM
YBEJIMUEHUEM JI0 TepareBTuuecko - 3 wmr/kr B cytku. 28.01.16- mpoBeneHo
MOJIEKYJIIPHOEUCCIIEIOBAHNE T€HETUYECKUX MOoNMUMopdu3mMoB TpoMOohummu.beuin
0OHapYyKEHBITPOMOOPUIBLHO-3HAUMMbIE MApKEpPbl PHUCKAa pPa3BUTHS TPOMOO30B B
reHaxIia3MeHHOro, (puOpUHOIUTUYECKOTO, TPOMOOIIMTAPHOIO 3BEHBEB I'€MOCTa3a,
(dbepMeHTOB  (QOJATHOTO  LMKJIA:T€TEPO3UTOTHOE  HOCUTEINBCTBO  PELENTOPOB
TpoMmOouToB K Koyutareny (CT), ¢pudbpunoreny (TC), PAI (5G4G), maronoruueckoe
romo3urotrHoe HocuteabctBo MTHFR 677(TT), rerepo3uroTHoe HOCHUTEIBCTBO
MTR (AG).O0mas cymma 6aninoBS,65-BbICOKHI pUCK pa3BuTHs TpoMO030B. [Tocie

BBISIBJICHHSI MOTPAaHUYHOTO YPOBHATOMOIIMCTEHHA K Tepanuu ObLT
n00aBIIEHaHTHOBUT. JlaHHBIE MOCIEAYIOIUXTE€MOCTa3HOTPAMMCBUIETEIHCTBOBAIH
OHOPMOKOATYJISIIIUU C aKTUBHBIM TTpoiieccoMTpoMbonu3uca (Tabi.).
Tabnuma
[TokazaTenu remocTaznorpaMMbl peOeHKa 3a BpeMsi TOCITUTaIN3alluu
nara | @ubp | Tpomobu AIITB | D- [Tpotpom | IIporpom | MHO | POMK
MHO | HOBOE (N 25 - JTUMEpHI | OMHOBOE | OWH TIO (0,7 - (NO-35)
TeH | Bpems BpeMs KBuky 1,3)
37cek.)| (N230ur
N 2-4 (N 19-27 /1) (10-12 (60 -
( CCK.) 130%)
r/m) | ceK.)
27.11 | 4,57 32,3 | 4391 11,5 102 1,05 |3,81
30.11 |36 |30,57 36,8 4077 13,17 83 1,2 8,87
15.12 | 2,8 47,21 | 3881 12,91 85 1,18
03.01 |23 355 [2,8057
(N m0 0,5
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MKT/MJI)
11.01 | 5,01 30,1 1,6191 | 13,27 82 1,2 13,21
15.01 |4,81 [228 304 [2,6571 |11,6 100 1,06 |6,61
22.01 274 | 15,521 5,31
27.01 4,21 |35,17 1,4817 | 11,9 96 1,09 |5,31
10.02 | 2,4 219 | 7,187
19.02 (3,7 |243 29,3 1,735 111 98 1,01

[Ipn xonTpose DXO-KI' rpagvieHT Ha MOAKIOYMYHO-JIETOYHOM aHACTOMO3E
cumsmwics a0 36-40 mm Hg. C yuyeroM coCTOsSIHUS peOEHKa, BBISIBICHHBIX
FEHETUYECKUX MNOJUMOP(U3MOB, AHTHKOATYJSHTHasE Tepanus Oblia MIPOJI0JDKEeHA.
PeGenox  Bbmucan ~ gomMoil.  PexomeHpoBaH ~— JMHAMHUYECKHH  KOHTPOJIb
remoctazuorpamMmmbl, OXO-KI', HaOmogeHne y Temaroyiora, KapauoJiora,
KapIuoXupypra, HHPEKIIMOHUCTA.
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