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B cratbe npeactaBieHa MCTOPUSA NaUMEeHTKWU MepBOro rofa »KM3HW C MOPaKeHUeM cepjua MIIEeMMUYECKOro xapakrepa
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SAABASAETCA Ka3yMCTUKON U C 6OJIbLUIEN BEPOATHOCTbIO, YeM y B3POC/bIX NayMeHTOB, NPUBOAUT K HEGIAronpuUsSTHOMY MUCXOAY.
OnucaHHbIA KIMHUYECKMI caydai obpalyaeT BHUMaHWe neanaTpoB Ha TPEBOXKHbIE CUMATOMbI, MO3BOJISOLME 3aN0403PUTb
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BBEJAEHMUE
OCTpO BO3HUKLIIME KWU3HEYrpoalolwue COCTOAHKSA

CoyeTaHune AaHHbIX CUMNTOMOB B GONbLWMHCTBE Clly4aeB
OoTparkaeT ABa 60/bLINX KPUTEPUSA OCTPOro GynbMUHAHTHO-

Yy HOBOPOXAEHHbIX M AETeW MepBOro roga MWM3HW npen-
CTaBASAOT 3HAYUTENbHbIE TPYAHOCTU AN AUATHOCTUKKU NpU-
YMHbI U BCNEACTBME 3TOr0 CBOEBPEMEHHOM 3DPEKTUBHOMN
KOPPEKLMM AaHHbIX COCTOsiHMI. Cpean peaKkux U OnacHbIX
naTtonorMm y aeten nepBbiX MECSLEB XW3HW — BHe3an-
HO€e NosIBAEHME KPUTHMYECKOW BGpaanKapanu ¢ HapyleHuem
COKpaTUTENbHON OYHKLUKMKM cepiua, PEe3KUM CHUNKEeHWeM
CUCTEMHOIO AaBfIEHMS U pa3BUTMEM KapAMOreHHOro LoKa.

ro MMOKapauTa — HapylleHne pUTMa M OCTPYIO CEPAEYHYIO
HepocTaTo4HOCTb. OHAKO MHOorga noaobHas KMHMYecKas
KapTvHa TpebyeT npoBefeHus anddepeHunansHON aua-
FTHOCTUKM C OY€Hb PEAKMM COCTOSTHUEM — MLIEMMEN WU
Jaxe MHPapKTOM MWOKapaa BcneacTBue TpomMbo3a apre-
puI KopoHapHoro pycna [1].

[Mpo6nema TpOMBOTUYECKMX 3ab0NeBaHUn UMEET aKTy-
anbHOCTb B PasfiMYHbIX OTpacisaX MeauUMHbl BHE 3aBu-
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Difficult Diagnosis: Acute Myocarditis or Myocardial Ischemia
in an Infant with Thrombophilia? Clinical Case

The article describes the history of a female patient of the first year of life with ischemic heart disease associated with congenital
thrombophilia and the development of myocardial infarction. This diagnosis in pediatric practice is casuistry and leads to an adverse
outcome more often than in adult patients. The described clinical case draws attention of pediatricians to the alarming symptoms, which
allow to suspect thrombophilia in children of the first months of life.
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CMMOCTM OT BO3pacTa nauueHToB. B geTtckom Bo3spacTe
OTK/IOHEHWS B CUCTEME remocTasa, NPMBOASALME K MOBbI-
LUEHHOMY PUCKY pa3BUTMA TPOMOO30B, BCTPEYAIOTCS pexe,
4yeM y B3pochbix 60abHbIX [2]. Mo agaHHbIM KaHaacKkoro peru-
cTpa Tpom60308B, Ha 10 TbiC. rOCNUTANIM3UPOBAHHbIX AeTen
TPOM6O03bl peructpupytotes B 5 ciydasx, 95% M3 HUX umetoT
BTOPMYHbIA XapaKTep, pa3BuBasiCb Ha GOHe 310Ka4YeCTBEH-
HbIX HOBOOOpPa30BaHWM W remMob6nacTo30B, TpaBM M one-
pauun, BpPOXKAEHHbIX 3abofieBaHUM cepiua U CUCTEMHbIX
60/1€3HEN COEAMHUTENBbHOM TKaHW [2]. [aHHble 0 4acToTe
TPOM6GO30B Yy AeTen NepBbIX 6 MEC XM3HU HEMHOIOYUCEH-
Hbl: N0 MHeHuio P. Monagle v coaBT. [2], YacToTa 3abone-
BaHusa cocTtaBngeT 5 Ha 100 TbiC. HOBOPOXAEHHbIX, cpean
Habnogaembix ctapwe 6 mec — 1,9 Ha 100 Tbic. geTen
B rog. CooTHOLWIEHME BEHO3HbIX U apTepualbHbIXx TPOMO030B
y aeten coctaBnset 2:1 [2].

OTKpbITUE psila FeHEeTUYECKU OOBYCNOBMEHHbIX AedekK-
ToB GaKTOPOB CUCTEMbI FreMOCTa3a, npeapacnonaratolmnx K
Tpom603y (MyTauusa reHa, kogupylowero daxkrtop V Leiden,
MyTaLus reHa npoTpomoéuHa G20210A, MmyTauusl reHa MeTu-
nenteTparngpodonarpeaykrasbl C677T, nonumopodusm
reHa akTuBartopa MiaasMuHoreHa-1, nonuMmopodusm TpoMm-
60oUMTapHbIX PeLenTopoB M Ap.), NO3BOAMNO OOBLACHUTb
pasBuTMe TPOMOOTUHECKUX IMU3040B Y AeTen pa3HOro BO3-
pacTta, Ha4yMHas OT paHHEero HeoHaTanbHOro nepuoaa, v NPo-
BOAMTb OOGOCHOBaHHY0 naTtoreHeTMyeckyio Tepanuio [3].
OCO6EHHOCTb FEHETUYECKM O0OYCNIOBNEHHON (NEePBUYHON)
Tpom60obUANK 3aKtoHaeTcs B OTCYTCTBMM CUMMITOMOB 3a60-
NIeBaHUS B TEYEHME HECKOMbKMX MECSLIEB MU NET C KIUHM-
YecKkon MaHudecTaumen 601e3HN Mo BAUSHUEM TPUITEPOB
(MHPEKLMN, TMNOKCUK, MHBA3MBHbIX Npoueayp v T.4.) [4].

HacnepcteseHHas Tpomb6odunnsa obycnosieHa U30a1po-
BaHHbIMW MM KOMOBUHUPOBAHHBLIMWU FrEHETUYECKUMU JedeK-
TaMu, KOTOpble MPOSIBASOTCH LUEAbIM CMEKTPOM Hapylle-
HWUN B cucTeme remoctasa. Hanbonee nay4yeHbl NepBUYHbIN
nedUUNT eCTeCTBEHHbIX aHTUMKOarynsHToB (aHTUTPOMOMU-
Ha lll, npotenHoB S n C, TpoboMoayMHa), CHUKEHNE aKTUB-
HOCTM GpUOPUHONM3a (B OCHOBHOM BC/EeACTBME MOBbIWEHUS
aKTUBHOCTU MHIMGUTOPa aKTUBaTopa nNna3MmuHoreHa, PAI-1),
aHomManum dakTopoB remMokoarynsauuun (pakropa V Leiden,
npotpomM6uHa G20210A), HapyweHus GyHKUMKU PGUOPUHO-
reHa B BUE CHWUKEHWUS YyBCTBUTENIbHOCTU K €CTECTBEHHbLIM
aHTUKOarynsHTam nam pubpruHoNuTMKaM. B KayecTBe YacTbix
NPUYUH TPOMBODUINI TaKKe paccMaTpuBalOTCs BbICOKWUM
YPOBEHb MNPOTPOMOBOTUYECKMX daKTopoB (daktop |, dak-
Top VIII), BpoxaeHHas arperaymMoHHas runepdyHKLns TpOM-
60LMTOB M TMNEProMOLIMCTEMHEMMS, HapyLLatowas cocyau-
CTbI KOArynsHTHbIM 6anaHc [5-71].

MnepromMouncTEMHEMUS ABASETCA OLHOW M3 Haubonee
pacrnpocTpaHeHHbIX MPUYKUH runepKkoarynaumm [8]. Uccne-
[I0BaHWe AaHHOro COCTOSIHUSI YCTAHOBWJIO KJIOYEBYIO POJb
depmeHTa MeTtuneHTeTparnapodonatpeaykradol (MTHFR)
B MeTabonuame GONMEBOM KMUCNOTbl, BbICOKAs KOHLEH-
Tpauus KOTOpPOM npefoTBpallaeT HaKOMJeHWe LMUCTen-
Ha. M3yyeHbl MOAMMOPPU3MbI FEHOB, KOTOpPble MNPUBOASAT
K CHUXeHMo dyHKUMOoHanbHoW aktuBHoct MTHFR, Bcneg-
CTBME 4ero ypoBeHb FOMOLMCTEMHA B KPOBWU 3HAYUTENBHO
noBbiwaetca (nonnumopdmnam C677T, ocobeHHO B co4veTa-
HUW C APYrUMU NoMMopdU3MamMmn U MyTaLMUsIMKU, Hanpumep
¢ nonumopodmamom A1298C) [8—10]. PUCK pa3BUTUS TPOM-
60duNnMN Hanbonee BbLICOK y MaLMUEHTOB, FTOMO3UIOTHbIX
no annento T [11]. MNpu 3TOM YacToTa roMO3UroT no annento T
reHa MTHFR, Hanpumep, B SNOHCKOM NONyASLUKU COCTaBNSET
oKosio 10-12%, a retepo3uror CT — go 20% [10]. 310 yKa-
3blBaET Ha BO3MOXHOCTb BbISIBIEHUS IPyMnbl pUCKa No pas-

BUTUIO TPOMOBOODUAUM MO AAHHBIM MONEKYNAPHO-TEHETUYE-
CKOro UccneaoBaHus ¢ Lenblo NPOGUNaKTUKN KIMHUYECKON
MaHudecTaLMn 1 OCNOXKHEHUIM 3aboneBaHnsa. Kpome Toro,
B HacTosllee BpemMsa NpoBOAATCS MCCNefoBaHUSA MO KOMOMK-
HWPOBAHHOMY B3aWUMOAENCTBUIO FEHETUMYECKUX aHOManun
pasHbIX FreHOB, MPMUYACTHbIX K Pa3BUTUIO TPOMGODUINHK, HTO
npeacTaBnseT 3HAYUTENIbHbIM Hay4YHO-MPAKTUYECKUI UHTe-
pec [12-14].

KNUHUYECKUIA NPUMEP

MauneHTka EKatepuHa ll. 6bina rocnutanu3npoBaHa
B peaHWMauMoHHOe oTaeneHue B Bo3pacte 1 mec 9 cyT
3abonena octpo, B 09:00 nosiBunachb BblpaxeHHas BAI0CTb,
ofblllKa, 61eQHOCTb KOXXHOIo NOKpoBa. bbina BbidBaHa 6pu-
raja CKopol NoMOLLK, OT rocnuTann3aumm poauTenu eBoY-
KW OTKa3anucb. PelleHne O rocnutannsauun poauTensiMmu
ObII0 MPUHATO TONBKO 4epe3 4 4 Npu NOBTOPHOM BbI30BE
6puraabl CKOPOW MOMOLLM.

Pe6eHoK oT 3-i1 6epeMeHHOCTH, BTOPbIX CPOYHbIX POJOB.
bepemMeHHOCTb NpoTeKana C TOKCMKO30M B | TpumecTtpe,
BO |l TpMMeECTpe No AaHHbIM YNbTPa3BYKOBOMO UCCIe[0BaHMSA
oTMeYanacb HM3Kas nnaueHTauus. Poabl camocTosiTeNbHbIE,
¢ maccon 3400 r, oueHKomn no wrane APGAR 7/8 6annos..
N3 poannbHOro Aoma Ha 4-e CyT KM3HU pebGeHOoK 6bin nepe-
Be[leH C MaTepblo B OTAENEHNE NaToNOrMmM HOBOPOXKAEHHbIX.
B pesynbrate KIMHWUKO-PEHTrEeHON0rMYeckoro obcneaosa-
HUS yCTaHOB/EH AMarHo3 «PogoBas TpaBMa WEWHOro otae-
Nna cnuHHoro moara (gucnokauusa Cl—-Clll knepeawn) ¢ uie-
MHen B BepTebpobasungpHoMm otgene. Kedanorematoma
B NpaBoOW TeMeHHOW ob6nacTu. HeoHaTanbHas xentyxar.
Ha gaHHOM aTane HabnoaeHus y pebeHKka Obllo OTMEYEHO
ObICTPOE CBEPTbIBAHWE KPOBM B Mre nNpu 3abope BEHO3HOM
KPOBM, OAHAKO 3TOT CMMNTOM ocTancs 6e3 JanbHenlero
aHanuaa. [locne Kypca nevyeHuns Ha 24-e CyT XU3HU AeBOYKa
Oblfa BbiNMCaHa AOMOW B yAOBIETBOPUTENBHOM COCTOSIHUM.
Crapwui pebeHoK (ManbyuK, 3,5 roga) 3a0poB, nocelwaet
[ETCKOE AOLKONbHOE YyYpexaeHue.

lMpy nocTynieHun B TOPOACKYIO [AETCKYI O60NbHULY
r. KpacHosipcka, B 13:20, y pebeHKa Habntoganacb KapTuHa
KapAMOreHHOro LWOoKa: CO3HaHWMe — COomnop, Pe3KO BbIpaxKeH-
Hasi 6NefHOCTb U CepoBaTblil KOMOPUT KOXWM WM CIAU3UCTbIX
060/104€K, CUMMTOM «BedHOro NATHa» — 6 €, COXpaHeHa
peaKkuuss 3pavykoB Ha CBET, MMMOTOHMUSA CKENeTHbIX MbllL,
oAblllKa (Y4acToTa AbixaTefNbHblX ABWMXEeHUH — 80/MuH),
AblXxaHWe NMOBEPXHOCTHOE, ocnabneHo, 6paanKkapams (YacTo-
Ta CepAeyHbIX COKpaLleHnn — 56,/MUH CO CHUXEHMEM dpaK-
LMK BblGpOCa NeBoro xenygodka ao 50%; yepes 1 4 dpakuma
BblGpoca cHUKaeTca 40 20%), yBennyeHne nevyexHu oo 4 cm
13-noa Kpas pebGepHOn Ayru, OTCYTCTBME MOYEOTAeSNeHUs
¢ 10:00. B nepBble CYTKM rocnutanmaalmm Ha dNeKTpoKap-
AMorpamMMe BbISIBI€Hbl aMMAUTYAHbIE MPU3HAKU CUCTONU-
YEeCKOWM NeperpysKku NeBOro Xenygoyka B BUAE YBENUYEHUS
3y6L0B Rys_g 6051€€ 15 MM.

MpKn noctynneHnn B nepudpepuyeckon KpoBu OTMEYEHbI
NOBbILUEHNE CKOPOCTH OCEAAHUSA IPUTPOLIUTOB (40 16 MM /4),
neikoumnTos (14,3x1092/n), nuMdoLuTo3 (10 64%), TPOMGEO-
uuToneHus (4o 90x10%/51), NoBbILEHWE aKTUBHOCTH Kapauo-
cneundunyeckmnx pepmeHToB Ao 3—5 HOpM (NaKTaTaernapo-
reHaza — 2730 Ex/n, kpeatnHdocdoknHaza — 1167 Eg/n),
asotemusa (KpeaTuHnH — 113 MKMOnb/N), runeppepmeHTe-
MUS (anaHMHamuHoTpaHchepasa — 84 Ep/n, acnaprtat-
amuHoTpaHchepasa — 53 Ea/n). JaHHble UBMEHEHUS Oblnn
pacLeHeHbl Kak MapKepbl BUPYCHON MHDEKL MU, OECTPYKLUK
MUOKapaa 1 NoAMOPraHHOM HeaoCTaTo4HOCTM Ha doHe Kap-
AVNOrEeHHOro LWoKa.
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KnuHun4yecKoe Ha6GnogeHue

Puc. 1. NMauuneHTka EkaTtepuHa l.: peHTreHorpaMma opraHos
TPYAHOM KNETKMU B NPSAMOW NPOEKLMM NPU NOCTYNIEHUN
Fig. 1. Patient Ekaterina P: Straight chest X-ray on admission

Ha peHTreHorpamme opraHoB rpyaHOW KNETKM B Nps-
MOW npoeKumn (puc. 1) TeHb cpenocTeHnss 3Ha4yuTeslbHO
paclumMpeHa, KapanoTopaKalbHbIM MHAEKC — 67% (Kapano-
Meranus); oTMevyaeTtca oboralieHne COCyaucToro pUcyHKa
JIErKMX. Y4UTbIBAA OCTpOe Havyano, numeounTapHbli TeNKo-
LMTO3 U HanMyuMe B ceMbe pebeHKa, KOTopblM Havan noce-
laTb OETCKUM KOMNEKTUB, MocTaBneH auvarHo3 «OcTpbin
BUPYCHbIA MUOKapauT, GynbMUHaHTHbIM AebioT. Kapauo-
FTEHHbIN LOK».

C MOMeHTa NnocTyrnsieHus 6blna HavyaTa annapaTtHas BeH-
TUNAUMS NErKUX, MHOTPOMHas Tepanus (4o6GyTaMuH B A03e
10 MKI/KF B MUHYTY), NapeHTepanbHoe NuTaHue C nepe-
BOAOM Ha 3HTepanbHOe (4epe3d oporactpalbHbii 30HA)
Ha 4-e CyT, aHTUKoarynsHTbl (HagponapuH KaiabUWi B fo3e
100 ME/Kr B CyTKM € nepexogom Ha 225 ME/Kr B CyTKw),
KOPPEKLMA KMUCMOTHO-LeNo4YHoro 6anaHca (Hatpus Gukap-
6oHaT 3%).

Ha 2-e cyT rocnutanusaunu Ha aNeKTpoKapauorpam-
Me — MNPU3HaKU Cy6aHAOKapAWaibHON ULWEMUU MUOKap-
[la NeBOro }enyaoyka: nogbem cermeHta ST B OTBeAEHMU-
X Vs_g, B AMHAMUKE B NIeBbIX OTBEAEHUAX — OTpULLaTENbHbIN
3ybey T.

Ha 7-e cyT 601€e3HU guarHoctMpoBaH TpomM603 neBou
JIOKTEBOW BEHbI C Pa3BUTUEM HEKpO3a TKaHew npeane-
Ybs U gucTanbHbix GanaHr nanbueB. dbdeKTa OT KOHCep-
BaTMBHOW Tepanuu He MOoJlydeHo, No3ToMy Ha 21-e cyT
3a6051eBaHMA BbIMOJIHEHA HEKPIKTOMUSA C amnyTauuen
BCEX MalibLLEB KWUCTU WM Mocneaylolen TpaHCcnaaHTaumewn
KOXHOro NoCKyTa. MccnefoBaHune KoarynorpaMmbl yCTaHo-
BWJ/10 3HAYUTENbHOE CHUKEHUWE COAEPKAHMUS €CTECTBEHHbIX
aHTUKOArynsHtoB — aHtuTtpoM6uHa lll (4o 11%) n npoteun-
Ha C (0,7 mr/mn).

Mo pe3ynbTaTtam MOSIEKYNSPHO-TEHETUHECKOrO UCCNeao-
BaHUS, y pebeHKa NpPUCYTCTBYIOT NOIUMOPPU3MbI, aCCOLIU-
MPOBaHHbIE C HACNEACTBEHHON TPOMOOPUINEN: METUNEH-
TeTparugpodonaTpenykraza MTHFR 677C>T, METUOHUH
cuHTaza (MTR) 2756A>G, METUOHWH-CMHTa3a pefyKrasa
(MTRR) 66A>G, uHTerpuH anbda-2 (ITGA2) 807C>T, Koa-
rynsunoHHbln daktop 13 (FXIII) 103G>T, UHITMOBUTOP aKTu-
BaTopa nnasamuHoreHa-1 (PAI-1) -675 5G/4G. C momeHTa
Nofly4eHUs pe3dynbTaToB MONEKYNSPHO-reHEeTUYECKOro aHa-
/IM3a B Ka4eCTBE KOHKYpUpYoLWero anarHo3a ob6cyaaetcs

niwemMns (BO3MOXKHO, MHbaPKT) MMOKapaa Ha ¢oHe Tpom6bo-
3a BETBEW KOPOHAPHbIX apTEPUN.

B TeyeHne 5 cyT cocTosiHMe pebGeHKa cTabwunuM3npoBa-
Nnocb, AeBoYKa Oblna aKCTybmpoBaHa. Yepes 13 cyT co AHA
NOCTyNn/jeHns B CTauMoHap 6biia 3adpuKCcHpoBaHa OTYET-
NIMBasi MOMOXKUTENbHAA AWHAMWKa: PeGEHOK B CO3HaHWUM,
KynupoBaH 60/1eBOM CUHAPOM, KOPMUTCH Yepes3 COCKy CLie-
KEHHbIM TPYAHbIM MOJIOKOM, YacToTa [AbIXxaTebHbIX [BU-
WeHun — 44/MuH, YyactoTa cepaeyHblX COKpaleHun —
150/MuH, nevyeHb — +3 cM, AWype3 ageKkBaTHblM. ocne
CcTabunnsaunn coctosiHua (B Bospacte 2 mec 20 cyT) pebe-
HOK nepeBefeH B OTAeNeHMEe NaTonornu LeTen paHHero
Bo3pacTa KpaCHOAPCKOro KpaeBoro KIMHWYecKoro LieHTpa
OXpaHbl MaTEPUHCTBA M AeTCcTBa A9 AaNbHewnwero obcene-
[0BaHua 1 nevyeHns. K MOMeEHTy nepeBoja COCTOsIHME CTa-
6unbHOE, ajeKBaTHble NpubaBKKM B Macce Tena, nepubepu-
YECKMX OTEKOB HET, paHa YnUCTast, KOXHbIN NOCKYT NMPUMKKICS.
OHaKo MonoCcTU cepala ocTaBaamChb pacluMpPeHHbIMU, GpakK-
uMs BblGpoca NeBOro xenygodyka — B npegenax 35-40%.
Mony4yana nopfep:kvBaloLLylo Tepanuio No NoBogy cepaeuy-
HOM HEeJOoCTaTOYHOCTU (KanTonpun B Ao3e 1 Mr/Kr B CyTKU +
CMUPOHOJIAKTOH MO 3 MI/KI B CYTKM), NOA KOHTPONEM reMo-
CcTa3a — aHTUKOoarynsaHTHylo Tepanuio (BapdapuH B Aose
0,2 Mr/Kr B CYyTKH).

Yepes 4 cyT nocne nepesoga NpucoeamMHuaachb Kulleu-
Has AncOYHKLMA, CTyn Ao 7 pa3s/cyT (6e3 naTonornyeckmnx
npuMecewn) Npu HopmanbHOM TEMNepaType Tena, YTo BbI3Ba-
N0 yxyaweHue cocTosiHua pebeHKa C pa3BUTMEM OCTPOW
[EeKOMMNeHcaLMn XPOHUYECKON cepaeyHOn HedoCTaTOMHOCTH:
pasBuTUE TaxnnHos A0 80/MWH, NOSIBIEHNE CTOMKON NapokK-
CU3MaNlbHOM TaxMKapauKu € 4acTOTOM CepAeydHbIX COKpalle-
HUM 220-300/MuH, 6bICTPOE CHUXKEHUE dpaKLmMK BbiGpoca
0o 19%, nosbllweHWe ypoBHSA [-aumepa Ao 2349 Hr/mn
(B 587 pa3s Bbllle HOPMbI), CHUKEHUE COAEPKAHUS MpOoTe-
nHa C go 43%. Ha peHTreHorpamme — rpyaHas Knetka 604-
KO0Gpa3Hon GOpPMbl, IEFrOYHbIM PUCYHOK 06OralleH B Meau-
abHbIX 30HaAX, HEYETKMI, MporpeccupyeT Kapanmomeranus
(KapaunoTopaKanbHbI MHAEKC 72%). Taxnkapaus Oblna Kynu-
poBaHa B xofe WHby3uM Kapsegunona B jose 0,2 mr/Kr
B TeyeHue 8 4; Ha doHe Tepanuun NpebnoTMKamMm yMeHbL K-
flacb YacToTa CTyna, COCTOsAHUE pebeHKa yny4yLmaoch.

Yepes 12 cyT OT AaHHOro anu3oga — MNOBTOPHOE yXya-
LUeHWEe COCTOSIHMS, CBSI3aHHOE C MPUCOEAWHEHWEM pecru-
paTopHOM WHEeKUMU (ocTpas pecnupatopHas MHbEKLUS,
OPOHXMOJINUT): MOSABUINCH BbIparKEHHas 61eQHOCTb KOXM,
oAblWwKa, Taxmkapans (4o 200 ya./MuH), NpUCTynoo6pasHbIn
ManonpoayKTMBHbIN Kallenb, MNOo3biBbl Ha PBOTY, CHUXEHWE
dpaKuunn Bbibpoca 1o 11%, HapacTaHWe ypOBHEN MapKepoB
runepKkoarynsuuun. MpoBoannncb HenpepbiBHas WMHOY3us
MHOTPOMOB, KapBeAMIoNa, KUCN0POAoTEPANUS YEPES MACKY,
KOppeKLMa remoctasa C nomollbio BapdapvHa Moja KOH-
TponemM MeXAyHapOAHOro HOPMann30BaHHOrO OTHOLIEHMWS.
HecmoTpsa Ha nNpoBoOAMMYO Tepanuio, Ha 4-e CyT pecnupa-
TOPHOM MHDEKL MM KOHCTAaTUpPOBaHa 6Monornyeckas CMepThb.
OueHKa CcTeneHn MoparkeHUs KOPOHapPHOro pycna u pycna
Nero4Hon apTepun cTana HEBO3MOXHOM BCIeACTBUE KaTero-
PUYECKOro OTKa3a poauTenew oT ayToncuu.

OBCYXAEHME

Tpom6odunna — HacneacteeHHoe 3aboneBaHue CBep-
ThiBalOWEN CUCTEMbI, MaHUdecTUpyoLllee Npu pasBUTUK
OCTPbIX MHPEKLMOHHbIX 6ONE3HEN NOA BAUSHUEM TMMOKCUMU
UNu B peaynbTaTte AENCTBUS APYrMX HEeraTMBHbIX GaKToOpoB,
HapyLlalowWwmnx KoarynsaumMoHHbln 6anaHc. Y nnoja v HOBO-
POXAEHHOro pebeHKa 3aluTy oT TPOMOO030B obecnevynBaeT



OTHOCUTENbHOE CHUMXKeHue dakTopos I, VII, IX n X. OgHako
y AeTen C OCTpbiMU 3ab0neBaHUAMU, TAKENON TUMOKCUEN
paBHOBecHe CBepTbiBaHUA M GUOPUHONM3A HapylaeTcs.
JTOMYy B 3Ha4YUTENBHON Mepe CNOCOBCTBYET OTHOCUTENbHbIN
neduunt npotenHa C, nnasMMHOreHa U aHTUTPoM6BKMHa [15].
MoOLHbIM TPUITEPOM SIBASIETCA KaTeTepu3auus COCYAOB.
B HacToslee BpeMs OTCYTCTBYIOT peKoMeHAaLuun no npose-
OEHMIO CKPUHWUHIA TPOMBODUANM Y HOBOPOXKAEHHbIX AeTeNn,
HE UMEIOLLMX CUMMTOMOB O6LLMpPHOro Tpom603a [15, 16], 4To
3aTPyAHSET paHHee BbisiBleHME 6OJbHbIX U MPOdUNaKTUKY
Pa3BUTHUSA TAXKENbIX NPOSBNEHNA 6ONE3HW.

[JaHHbIX KNIMHUYECKUIW Ccnydan aBngeTcs NpuUMepom
ONarHOCTUKKM TpoMBOodOUINKM NOo daKTy pasBUTUA UWLEMUU
MUOKapaa (Ha GoHe OCTPOro MMoKapauTa), a Takke dop-
MWPOBaHWS BEHO3HOro Tpom6o3a Mocne KaTeTepu3auuu
nepudepnyeckon BeHbl. BbiiBNeHHble MoaMMopous-
Mbl B reHax MTHFR (677C>T), MTR (2756A>G), MTRR
(66A>G) onpenensawT BbICOKMW PUCK Pa3BUTUA TPOMOO-
30B, a TaKXe BEePOATHOCTb Pa3BUTUSA CepPAEYHO-COCYANCTbIX
3a6oneBaHuni [17]. Kpome Toro, AaHHble MNOAMMOPOU3MBI
CNOCOOBCTBYIOT PE3KOMY CHMKEHUIO CUHTe3a (epMeHTOB
donaTHOro UMKNa, Npu 3TOM B KPOBW MOBbILIAETCA YpPO-
BEHb FOMOLMCTENHA, KOTOPbIM OKa3blBaeT AOMNOJIHUTENIbHOE
noBpexaatoliee AeNCTBUE Ha IHAOTENUIN, ONPEeAENss BbICO-
KWW PUCK pa3BUTUSA TPOMOO30B. [eH KoarynsaunMoHHOro gak-
Topa Xl (FXIII) KoanpyeT cuHTe3d dpepMeHTa drMbpuHasbl,
OTBETCTBEHHOIO 3a NOIMMEPM3aLINIo MOHOMEPOB GUOPHHa
B MPUCYTCTBMM MOHOB KanbLMs, YTO CNOCOGCTBYET pas3Bu-
TUIO FreMopparm4yecKkmx OCNOKHEHU Ha GOHe rMnoKoaryns-
LMK, OJHAKO HanMymMe AaHHOro nonnmMmopdurama He obecne-
YMNI0 AOCTUKEHUS KOarynsiLMoHHOro paBHosecus. [eH PAl-1
(-675 5G/4G) KOAMpPYET CUHTE3 IHAOTENUANBHOIO UHIMOU-
TOpa aKTMBaTopa naa3MMHOreHa-1 — OAHOro M3 KOMMO-
HEHTOB GUOPMHONIUTUYECKOIO 3BEHA remMocTtasa. [laHHbIn
6€en0K NojaBnseT akTMBHOCTb TKAHEBOIO aKTMBaTopa nnas-
MUHoreHa-1 (PLAT), noTeHuUMpylowero obpasoBaHue nnas-
MWHa, KOTOpblM, B CBOW o04epenb, pacuennsetr GubpuH
Tpom6a. BbiiBNeHHbIM y G0NbHOW annefnbHbli BapuaHT
reHa PAI-1 -675 4G noBbllWaeT ypoBeHb nNpoayKuun PAI-1
B KPOBM, YTO NPUBOAMUT K MogaBneHuto dbubpuHONUTUYE-
CKOM aKTMBHOCTM KPOBM M CnocobceTByeT GOPMUPOBaHMIO

Puc. 2. NauneHTKka EkatepuHa M.: uctopms passutus 3aboneBaHuns
Fig. 2. Patient Ekaterina P:: Disease development history

BbisiBnexve
nofMMopPGU3MOB reHoB,
noaTsepxaatoLmx Tpoméodununio

Mpu 3a6ope BEHO3HOMN
KpOoBM — ObICTPOE
CBEpPTbIBAHKE B Urne

BHYTPMUCOCYANUCTbIX TPOMOOB. BenuynHa OTHOCUTENbHOMO
prcKa TPoM6030B MpU HaIMYUK TOJIbKO 3TOro NOMMOPPU3-
Ma gocturaet 1,7 [18].

Mbl NPEeAnoNoXuan, YTo B AAHHOM Ciyd4ae MNYyCKOBbIM
GaKTopoM pasBUTUS TPOMBO3a ABMIACb MHOEKLMS; YYUTbI-
Basi COXpaHsOLLyloCs B TeYeHMe BCero nepuoga Habnwae-
HUS TSHXKENYI0 CepAeyHyld HeOoCTaTOYHOCTb, BbICOKOBEPO-
ATHbIM 6blN0 Anddy3Hoe BocnanuTenbHoe NoBPeEXAeHue
MWOKapaa, BK/to4as NpoBOASILLYIO CUCTEMY cepaua (puc. 2).

Mo pesynbrataMm aHanuM3a pa3BuTUS 3abosieBaHus
y pebeHKa, B Ka4yecTBe MepBOMPUYUHbI OCTPOW CepaeYvHOMn
HeLOCTaTOYHOCTU He UCK/oYeH TPoMOO3 BeTBeW KOpoHap-
HbIX apTepPUn C KOMOBUHALUMEN HECKONbKMUX MaTONOrMYeCcKux
NoAMMOPGU3MOB MrEHOB, aCCOLIMMPOBAHHbIX C HACc/eACTBEH-
HOW TpoMbBodUumen. Tem He meHee anarHo3 «<MHbapKT Muo-
Kapga» B neavaTpuyecKon npakTuKe, 0COBEHHO y pebeHKa
nepBbIX MECALEB KU3HU, YCTaHaBIMBAETCS KpaliHe peaKo U,
KaK NpaBufo, NMOCMEPTHO.

Bonpoc 0 BO3MOXHOCTH npeaoTBpalleHns Hebnaronpu-
ATHOrO Mcxoda 3aboneBaHus ocTtaeTcs OTKPbITbIM. C oaHOM
CTOPOHbI, PaKT YCKOPEHHOr0 CBEPTbIBAHUSA KPOBM Mpu 3a60-
pe B nepuoae HOBOPOXKAEHHOCTM OKa3zasncs 6e3 [JOMKHOro
BHMMaHMS, 4TO OTCPOYMNIO obcnegoBaHme pebeHKa 1 BbiiB-
neHune Tpom6odunmun. OaHako, cornacHo HabnoaeHuo aeTewn
C NEPBUYHBIMU U BTOPUYHBIMU TPOMOBODUAUSMU, WUCXOAbI
B 6OJIbLUEN CTEMEHU OMPEAensatTcsd He 06bEMOM MNoparke-
HUS, a NnoKanusauuen TpomoboB, Npuyem Haubosnee onac-
HbIMW ABASIOTCA TPOMOGO3 BEH MOPTaNbHON CUCTEMbI, Liepe-
6panbHbiX U KOpOHapHbIX aptepun [19]. CneposaTesnbHO,
HECMOTPS1 Ha aAeKBaTHyl Tepanuio, 06ecneymBILyO Yyy-
LeHWe COCTOSHUS pebeHKa B TeyeHue 3 Hep, HacnoeHue
MHbEKUMOHHBIX 3aboneBaHuii ONpeaennno nporpeccupo-
BaHWe MOpaXKeHWs NeBbIX OTAENO0B cepala C BOBIEYEHUEM
Masioro Kpyra KpoBooOGpalleHusi BCNeACTBUE OTHOCUTENb-
HOW HeAoCTaTOYHOCTM MUTPAbHOIO KianaHa U MacCMBHOM
MUTPanbHOW peryprutaumu, pesynbtaToM KOTOpoW cTana
TPOM603MOBONS MENTKUX BETBEW JIEFOYHON apTeEPUN.

HepoctaTo4yHas M3y4eHHOCTb HacneACTBEHHOM TPOM6BO-
dununun y npeten, ocoO6EHHO Y HOBOPOMKAEHHbIX, NPUBNEKAET
BHMMaHWe Bpayen-uccnegoBatenen K gaHHoOM npobneme
W onpeaensieT BaXKHOCTb NPOBEAEHUS KIMHUYECKUX U DYH-

Passutne YXyalweHue CoCTosHNS
KULIEYHOM Ha ¢oHe OPU,
aMchyHKUMK 6poHxnonuTa

JleTanbHblit ucxop

BN Oveo NN ivecoor NN 2vec NN 2veo2doy N 5vecoor N
YXyAWweHue coCcTosHUS HekpakTomus Octpas MporpeccupoBaHue
C pa3BUTUEM KapAMOreHHoro € amnyTauuen nanbLes fexkomneHcauus XCH, [OH (TANA?),
LoKa Ha doHe OPU NEeBOM KUCTH CTOMKas CynpaBeHTPUKyNApHast
napoKcM3mMalbHas napoKcu3amMasbHasa
CynpaBeHTPUKYNSAPHas TaxuMKapaus
PazBuTtre KnnuHnyeckmx n K Taxukapaus;
CUMMTOMOB WLLIEMUW MUOKapAa; nporpeccuMpoBaHune
TPOMG03 IOKTEBOM BEHbI runepkoarynsumm

MpnmeyvarHme. OPU — ocTtpas pecnupatopHas nHdekuns, IKI — anexkTpokapanorpacdma, XCH — xpoHUyeckas cepaeyHas HeaoCTaTOYHOCTb,
[OH — gbixaTenbHas HegocTaTo4yHOCTb, TAJIA — TPOM603IMOONNS NNEFOHHOM apTeEpPUMN.
Note. ARl — acute respiratory infection, ECG — electrocardiography, CHF — chronic heart failure, RF — respiratory failure, PE — pulmonary

embolism.
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KnuHun4yecKoe Ha6GnogeHue

OaMeHTanbHbIX nccnegoBaHni npobnemol. B pamkax atomn
paboTbl aHaNN3 KaXKA0ro KIMHWYECKOro ciyvyas AOMONHS-
€T 3HaHWSa negMaTtpoB U NMOHWMaHWe cTpaTervm BeaeHus
O0JIbHbIX.

3AKJ/IIOYEHUE

CoyeTaHne 6 reHeTMYecKnx noMmMopdM3aMoB, accoLm-
MPOBaHHbIX C NOBbILWEHHBIM TPOMOOO6PA30BAHUEM U CHU-
weHnem OUOPUHOUTUHECKOW aKTMBHOCTM, OMNpeaenuso
He6naronpmMaTHOe TeYeHWe MWOKapAMTa C MOpPaKeHWeM
KOpPOHapHbIX COCYAOB W feTanbHbli MCXon 3aboneBaHus.
Haunb6onee BepoATHbIM KlOYEBLIM GAKTOPOM NPOrpeccupo-
BaHWA AbIxaTeNbHOM M CEPAEYHOM HEOCTAaTOYHOCTH U HaCTy-
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