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OCHOBHEIE MOJIOKEHUS
* briarogapsi TOCTH)XEHHUSIM COBPEMEHHOM MEIMIIMHBI OONBITMHCTBO BPOXKICHHBIX MOPOKOB CEp/Ia
JIUATHOCTHPYETCS] BHYTPUYTPOOHO. OcoOyro TpyaHOCTh mpeicTapiset quarnoctuka BIIC, accomumpy-
FOLIUXCS C IMUPOKUM CIIEKTPOM KJIMHHUYECKUX TPOSBICHUI. PazHooOpas3ne KIMHUICCKUX MPOSIBICHUI
OT JICKOMIICHCAIMH CEPCUHON ASSITEIBHOCTH B MIEPUOIC HOBOPOXKICHHOCTH /IO BHE3AMHOM CEPACUHOMN
CMEpTH 3aCTaBIISIET aKI[CHTUPOBATh BHUMAaHNE HA MOMEHTAaX TIEPBUYHON JTUATHOCTHKH.

Lenpio maHHOTO HCCENOBAHUS SIBUICA aHAIM3 MPUYMH TIO3[HEH JUarHOCTUKU
BPOXKJIEHHOIO MOpoKa cepaua. IIpeacrasieH penkuid KIMHUYECKUN Cilyyail aHoMa-
JIUM OTXOXKICHUS JIEBOM KOPOHAPHOW apTepuH y MallMeHTKHU MOJPOCTKOBOTO BO3pac-
Ta. OnucaHbl KIIMHUYECKUE IPOSIBICHUSI HEJIOCTaTOYHOCTH KPOBOOOPAIIICHUS], CIIOXK-
HOCTHU JUArHOCTHYCCKOI'O ITOKCKaA. HpoaHaIII/ISI/IpOBaHbI MCIUIMHCKUC TOKYMCHTBI:
aMOynaTopHasi KapTa, MEIHIMHCKas KapTa CTalMoHapHOro GombHoro. B paGore
OTPaKEHBI OCHOBHBIE AHATOMUYECKHE OCOOCHHOCTH TOpPOKA, KIMHUYECKHE TPO-
SBJICHUA B 3aBUCUMOCTHU OT BO3pacCTa IMAllMEHTOB, BOSMOXHOCTU XHUPYPrud€CKOro
nedeHust. [IpencraBieHsl KitoUeBble MOMEHTHI AU GEepEHIMATBHON AUArHOCTHKH.
[Ipoananu3npoBanbl HaKTOPBI, CIOCOOCTBYIOIIME MO3/IHEN THArHOCTHKY ITOPOKA.
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Highlights
* Recent technical advances in cardiology enable prenatal diagnosis of congenital heart disease. Early
diagnosis of CHD is one of the major challenges facing pediatric cardiologists due to a wide range of
clinical manifestations starting from neonatal decompensated heart failure to sudden cardiac death.

Thearticle is aimed to analyze the causes of delayed diagnosis of congenital heart disease.
A rare case of abnormal originating of the left coronary artery from pulmonary artery
in an adolescent is reported. Both, clinical manifestations of circulatory insufficiency
and diagnostic challenges, are described. All routine medical records and data were
reviewed. Cardiac anatomy and age-related clinical symptoms are described with the
subsequent discussion of the surgical treatment. The approach to differential diagnosis
is presented. The factors contributing to the delayed diagnosis of the CHD are analyzed.
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Cnucox coxkpaieHui

BIIC — BPOXKIECHHBIE TOPOKH CEPALIA OKI' — snexrpokapauorpadus

KOKKJ[ — Kemeposckuii obnactaoit knmuandeckuii  OxoKI' — sxokapanorpadus
KapAHOJIOTHYECKUN JUCTIAaHCED [IKA — mpaBas KOpoHapHas apTepusi

JIA — J€royHas aprepus KCP — KOHEYHO-CHCTOIMYECKHH pa3Mep

JIKA — JIeBasi KOpOHApHAas apTepust KJIP — KkOoHEYHO-IUACTOIMYECKUH pa3Mep

JEK — JIEBBIH JKEIyI04eK YCC — yacroTa cepleuHBIX COKpaIleHUuI

BBenenue

JlaHHBIA KIIMHUYECKUM CTydail MOCBSIIEH IUarHo-
CTHKE OJTHOTO M3 CAMBIX PEAKHX BPOKACHHBIX TIOPOKOB
cepaua (BIIC) — aHOManbHOMY OTXOXJICHHUIO JICBOU
kopoHapHoit aptepun (JIKA) or serounoii aprepun
(JIA) (cuanpom brnanma-Yaiita-I'apmanma, ALCAPA).
Brieprle nannbiil mopok ommcaln S. Brooks B 1886 1.
[1, 2]. Otnune nannoit popmsr BIIC ot apyrux BITIC
XapaxkTepuzyercsi DIyOOKMM yrHeTeHHeM (yHKUUU
MHOKap/a, He pa3pelIalonuMcs [ocie PaauKaIbHOMN
koppekmmu [7]. Berpeuaemocts nanHoro BIIC B 006-
e nomyssiiuu ot 1 Ha 30 000 o 1 Ha 300 000 HOBO-
POXJIEHHBIX; CPEH AeTel B Bo3pacTe 10 2 JIET ¢ KIH-
HUKOM 3aCTOMHOH CepJAeyHON HEIOCTATOYHOCTU ATY
aHoMaiuro HaxomAaT B 18% cmyqaes [3].

B ampene Texymiero roga B ['ocynapcTBeHHoe 61o/1-
JKETHOE yupexJeHHe 3apaBooxpaHeHus KemepoBckoil
obmactu «KemepoBckuii 00MacTHOW KIMHHYECKHUN
KapJUOJIOTUYECKUN JUCIAHCep HMEHHM aKaJeMHUKa
JI.C. Bap6apama» (KOKKJ/I) B oTmeneHue neTCKOM
KapAHOJIOTHU TOCMUTAIU3UpOBaHa marueHTka b., 14
net. bonpHas npenbsaBisia jKano0bl Ha OIBIIIKY IPU
yMEepeHHOH (HU3UYECKON Harpy3Ke, IOBBIIIEHHYIO
YTOMIIIEMOCTbH, HU3KYTO TOJIEPAHTHOCTH K (PH3UIECKOM
Harpyske. 3aKOHHBIM MPEICTaBUTENIEM MTAIIUEHTKH IPU
MOCTYIUIEHUH HOAIIMCAHO J0OPOBOIEHOE HH(POPMHUPO-
BaHHOE coIVIacue Ha 00paboTKy MEepCOHAIBHBIX AaH-
HBIX U C OOIINM IIJIAHOM JICUEHUS.

W3 anamue3a 3aboseBaHNs N3BECTHO, YTO B BO3pac-
Te 1 Mecsna neauaTrpoM Mo MecTy JKUTENIbCTBa BIIEp-
BbIC BBICHIyILIAH LIyM B obnactu cepaua. C 2-MecsyHo-
ro BO3pacTa MaMa OTMEYAET IOSBICHUE «CEPIEUYHOrO
rop0ay», KIMHUYECKH MOSBICHHUE OABIIIKH MPU KOPM-
JIHWHM, TUladye, B TOM YHCJIE B MOKOE, MOBBIIIEHHYIO
MOTIMBOCTh MPU KOPMJIEHUH, SITU30/bI IHAHO3a HOCO-
ryOHOTO TpeyTroNbHNKA IIPH OECTIOKOHCTBE pedeHKa.

B cBs3u ¢ 0cOOEHHOCTSIMH KPOBOOOpAIIICHHS TIIONA
anomanpHOe oTxokaeHue JIKA ot JIA He mposiBisieTcs
KIMHAYECKH BO BHYTPUYTPOOHOM IEpHOJE, TaK KaK de-
PE3 OTKPBITHIN apTepHabHbINA IIPOTOK B a0PTE M JICTOU-
HOHl apTepuy NOANEPKUBAETCS ONMHAKOBOE [IABJICHUE
M HachllleHne KpoBU KucioporoM [4]. CrexTp KIuHU-
YeCKUX MPOSIBJIEHUH MOKET BapbUpPOBATh OT CEPAECUHON
JCKOMIICHCALMK B TIEpHOJEC HOBOPOXKACHHOCTH M BHE-
3aIlHOM CMEPTH B JAETCKOM HJIM B3POCIIOM BO3pacTe 10
TIOJTHOTO OTCYTCTBHUSI KaKMX-TMOO CHMITOMOB. Bckope

TI0CJIe POXKIICHNUS COTIPOTUBIICHNE, TABICHNE U COMepIKa-
HHE KUCIIOpOJia B JIETOUHOM apTepUH CHWKAFOTCS; TIep-
(hy3ust Muokapya jeBoro xxenyaouka (JIXK) HenocrarodHo
OKCHUTCHUPOBAaHHOW KPOBBIO IT0J] HEBBICOKHM JIaBJICHU-
eM BeZleT K pa3BuTHio niemnd. Ousndeckas Harpyska
(kopmUITeHIe, TITad), COTIPOBOYKIAFOIIASICS TTOBBIITICHHON
HOTPEOHOCTHIO MUOKAp/a B KUCIIOPO/IE MOYKET BBI3bIBATH
TPaH3UTOPHYIO HIIEMHIO WIA TPUBOIUTH K Pa3BUTHIO
riepeTHe00KoBOTO MH(apKTa Muokap/a [4]. 3adoneBanue
MaHU(ECTUPYeT Ha 2—3-M MeCsIIIe )KU3HU 1 KITMHIICCKH
TPOSIBIISIETCS BSUTOCTBIO, ONIEHOCTHIO, TIOBBIIIEHHOH O~
TIUBOCTBIO, CPBITMBAHUEM, OJIBIIIKON W TaXUKapIUeH.
[Tpuctyrer GecriokoiicTBa y peOeHKa, Jalile BO BpeMsl HIH
rocjie KOPMIICHHS, COTIPOBOKIAIOIINECS OJIEIHOCTHIO,
MOTIMBOCTBIO, YCUIICHHMEM OJIBIIIKH, TUIa9eM M CTpa-
JaJBIECKUM BBIPKCHUEM JIMIIA, SBISIOTCS TIPUCTYIA-
MU CTEHOKap/uH (UIIEMUYCCKUI XapaKTep CHMITTOMOB
TTOATBEPIKIAETCS TPH3HAKAMHI CBEXKHX M CTapbhIX HH(ap-
KTOB 110 JaHHBIM aytoricun) [10]. BepkuBanme aereit ¢
JAHHBIM TIOPOKOM 3aBHCHT OT Pa3BUTHS KOJIaTepaliei,
00eCIeYNBAKOIINX TTOCTYIUICHHE apTEPUAIbHON KPOBU
n3 paBoii kopoHapHoit aprepun (ITKA) B JIKA, a Takxke
OT aHATOMHUYECKOTO THTIa KPOBOCHAOKeHUs cepama [5].
VY manmeHTKH Mo pe3yabTaTaM 3XoKapauorpadde-
ckoro wuccrnenoBanusi (OxoKI') mo MecTy >KUTEIbCTBA
JIOKyMEHTHPOBaHA yMepeHHas aranus mnoioctu JOK
(roreuHO-IHMacTommuecknit pasmep (KJP) JDK — 2,5
(mpeBbIIaeT 97 MEPIEHTHITI0) KOHEYHO-CHCTOINYECKHIN
pasmep (KCP) JOK 1,6 (cootBerctByeT 97 meplieHTHU-
JF0), MUTpaJIbHAsl HEOCTAaTOYHOCTh C PEryprHTAIUCH
Il cremenwn, yrinoTHeHHE W TUIEPTPOQUS MATHILIIPHBIX
MBIIIIIT, COXPAaHHAs COKPATHTEIbHASI CTIOCOOHOCTH ((ppak-
1Us1 BEIOpOcCa JIeBOTo skenmynouka 64%), mo nanasmv DK
IOKOSl PErMCTPHPOBATIACh TOBBIIICHHAS HArpy3ka Ha
MHOKap/I JIEBOTO JKENyJI0uKa, 3aMeIJICHHUE IMPOBEICHUS
o TipaBoi HOXKKe Tyuka [uca. IlarmenTke ObLT MOKY-
MEHTHPOBAaH IPEIBAPUTENLHBIA JTUATHO3: BPOXKIACHHAS
HEJJOCTaTOYHOCTh MUTPAJILHOTO KJlanaHa (paciieryieHue
riepeTHell CTBOPKM MUTPAJIBHOTO KJIalaHa). Y YHUThIBas
BBISIBJICHHBIE M3MEHEHUsI, PEKOMEHIOBaHA KOHCYITBTAITHS
B nommkmauke KOKK/. Ilpu o6cnenoBanny B MOJH-
kimarke KOKK/] B Bo3pacte 4 mecsitieB (ceHTsiops 2005
r.): o naHHbM DX0KI — BbIpa)keHHAs AUIaTaluys JIEBbIX
OTJIENIOB Cep/lla, NMPEUMYIIECTBEHHO JIEBOTO JKETyHou-
Ka, YJacTKH YIUIOTHEHHS B JHIOKapie 3aJHel CTEeHKH
JICBOTO KEJTy[04Ka, MAMWUISIPHBIX MBI, MUTPaIbHAs
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peryprutamus 1l crenenw, cHmkeHune (paxmuu BbI-
opoca JIK mo 31%, mo anexkrpokapauorpadpun (IKI')
MOKOSI — MPHU3HAKK TUNICPTPODUH U AUIATAIUH JIEBOTO
kemymouka. Ha ocHoBaHMM 00cenoBaHmi BepUpHUITH-
pOBaH IWArHO3: MWIATAIMOHHAs KapauomuomnaTtus. B
JICUCHUH TTAIIMeHTKE Ha3HAUYeHbI TUToKCHH, HAIID (ka-
MOTEH), CTUPOHOJIAKTOH, TIpeaykTai. [lapamiensao ma-
IUCHTKA 00CJICIOBaHA B HAI[MOHAIIEHOM MEIUITTHCKOM
HCCIIEI0BATENBCKOM LIEHTpe MMeHu akajgemuka E.H.
Memankuna. ITo ganaeiM DxoKI™ — nunaTtanus JeBbIX
OTJETIOB cepAna, chepruaHOCTh JIEBOTO KeTynouka (MH-
nekc cepuuanoctu 0,76), MUTpasbHAsT perypruTanus
Il crenenu, MBIIIEYHBIH, aTMKATBHBIA 1e(HEKT MEXIKE-
JyTOYKOBOM TIEPETOPOAKH, METKUE OUard CKIepo3a Ha
xopnansHoM amnmapate JOK. Jluarnos ocrancs mpex-
HUM. B TmpomutoM mpu OTCYTCTBHH JIOTILIIEPOBCKO-
TO WCCIEAOBAaHUS TaKas HEIOCTaTOYHOCTH MHUOKapaa
OIMOOYHO TPAKTOBAJIACh KaK KapJHOMHOIATHSI.

Jns  DyHKIIMOHAIBHOTO JUarHo3a BHU3yalH3ariust
KOPOHAPHBIX apTepUil y HOBOPOXKICHHBIX U JACTEH Iep-
BOTO TO/1a ’KM3HHU BBUYy MaJIOTO THAMETPa COCY/IOB SIB-
JsieTCs CIIOKHOM 3amadeit [6]. Kpome Toro, BO3MOXKHO
HAJIMYUE «IOKHOTIONOKUTENBHBIX» DXO-CHUTHAIIOB,
CUMYIUPYIOIUX HOpMaibHOE oTxoxaeHue JIKA ot
JIA. Tem He MeHee, CyIIECTBYET 9 KOCBEHHBIX HH(OP-
MaTHBHBIX JOIUIEPIXOKaApAUOTpahUIecKux MpHu3Ha-
KOB, HAJIMYKME KOTOPBHIX MOXKET CBUJCTEILCTBOBATH 00
aHoMaJbHOM oTxoXJaeHuu JIKA [6]:

1) Bepakennas qunaranus JOK (B 95% ciygaes);

2) camxenue HacocHoH Gynkumu JOK (68% cirydaes);

3) dbopmuposanue aneBpusmsl JIK (47% ciryqaes);

4) ynnotaenue sunokapaa JIK (42% ciyuaes);

5) pacuupenne (GUOPO3HOTO KOJIbIIa MHTPATHLHOTO
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Figure 1. Age-specific reference values of the left ventricular end-
diastolic dimension compared to those measured in the patient
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Pucynok 2. J/lunamuka KOHEYHO-CHCTOIMUECKOro pazmepa JOK
(KCP) B BO3pacTHOM acmexTe

Figure 2. Age-specific reference values of the left ventricular
end-systolic dimension compared to those measured in the patient

knanana (95% ciydaes);

6) HETOCTaTOYHOCTh MUTpaIbHOTO KiamaHa (97%
CIIy4yaeB);

7) pacmmpeHre YCThSi W MPOKCHMAJIHHOTO OT/eNa
[TKA (68% cny4ae);

8) orcyrcTBue Bu3yanmzanuu ycths JIKA B mecte
ee o0braHOTO OoTXOXKIeHUs (100% cnyvaes);

9) cucronoguacToNMUeckuii moTok B JIA mo maH-
HBIM OX0KTI (79% ciydaeB).

B kaxxaoM citydae ToTanbHONM MUOKApAUAJIBHOM JUC-
(hyHKIIMM HEOOX0AMMa HACTOPO)KEHHOCTh B OTHOIIIEHUN
AQHOMAJIBHOTO OTXOXK/ICHUS JIEBOY KOPOHAPHOU apTepuu
[9]. Ilpu HaMMYMK CUMOTOMOB 3aCTOMHOHN cepaedHOi
HEIOCTATOYHOCTH, KapAHOMET AN, UIIEMHYECKIX H3-
MEHEHUH Ha 3JIEKTPOKapIHorpaMMe, ayCKyJIbTaTUBHOM
KapTHHB MHTPAILHOW HemocTarouHocTn auddepen-
LUAJIBHYI0 JMArHOCTHKY CIIeIyeT MPOBOIUTH MEXKIY
MHOKapIUTOM, JVJIATAI[HOHHON KapJAHOMHOIIATHEH,
BPOXKJICHHOW HEI0CTAaTOYHOCTHIO MUTPAJIBHOTO KJiama-
Ha, OOCTPYKTUBHBIM MOPAKEHHEM BBIBOIHOIO OTAEINA
JDK (cTeHo3 aopThl, KOAPKTAITUS a0PTHI).

B nanpneiimem na 6aze KOKK/] nanmenTtke npoBosu-
nock DxoKI™ necnenoBanue ¢ yacToTol 1 pas B 2 roma 6e3
KOHCYJIBTAIIUH JIETCKOTO Kapjrosiora. Briepsrie Ha rpueM
K JIETCKOMY KapIIHOJIOTy TaIeHTKa ooparaercst B 2018
. B neyennn marpeHTKa TIpUHUMAIIA KOMOMHIPOBAHHYIO
TEpaIHIO, HAIPABIEHHYIO Ha KYITMPOBAaHUE XPOHUUYECKOH
ceprneuroit HemoctarouHocty. J{uaammka KJIP JDK 1 KCP
JDK B cpaBHEHMH ¢ HOPMaTHBHBIMH TIOKa3aTesIsIMU HA BO3-
pact pebeHka npencrasneHa Ha Puc. 1 u 2.

[Ipu mocryrieHuy Hamra OOJIbHAs JKaloBaliach Ha
OZIBILIKY TP YMEPEHHOH (U3NUECKOH Harpyske, Io-
BBIIIEHHYIO YTOMJISIEMOCTh, HU3KYIO TOJIEPAHTHOCTH K
¢usnueckoil Harpy3ke. Y JeTelt crapiiero Bo3pacra u
MOAPOCTKOB aHTMHO3HAsi 0OJIb, JKEMyIOYKOBBIE ApPHT-
MUH, CHHKOTIAJIbHBIE COCTOSTHUS M BHE3aIHast CMEPTh
0OBIYHO MTPOBOIMPYIOTCA (pr3mueckoil Harpy3Koi. 13-
penka peOeHKY yIaeTcsl «IepepacTuy 3TH CUMIITOMBI,
XKanoObl HCUE3aI0T, HO U B ATUX CIIy4dasiX Y B3POCIBIX
MIEPHOINYECKU MOKET TOSBIISITHCS OJIBIIIIKA, CTEHOKAp-
TtUsi, CHHKOIIE, BOBMOYKHA BHE3aITHAsI CMEPTh.

Krnmangecku ob1iiee cocTosiHIE HAa MOMEHT TTOCTYTLIe-
HUS CpeTHEH CTEeNIeHH TSHKECTH, O0YCIIOBIICHO CEpIIeYHON
HEJI0CTaTOYHOCTHI0. CaMOYyBCTBHE — CTPa/IaeT yMEPEH-
no. Pocr 157 cm. Bec 45,5 kr. UMT 18.2563 kr/m?, du-
3M4YECKOE pa3BUTHE CpeAHee, TAPMOHUYHOE, YacToTa
cepaeunbix cokpamienuit (YCC) 90 yn/mun. Yacrora
abixanust — 22 mud. Al pyku 102 / 64 mm pr.ct. A/l
Horu 130 MM pT.cT. / 80 MM pT.cT. Caryparus: Ha pykax
— 98%, na Horax — 97%. KoxHble TTOKPOBHI — (PU3HO-
JIOTUYECKOM OKPACKH, YHCTHIC, HOPMAIbHOW BIIAYKHO-
cTH. IToaKoKHBIHM KUPOBOHM CIIOHW Pa3BUT JOCTATOYHO,
pacnpenenéH paBHomepHo. [Ipu ocMmoTpe: cepaednbIit
rop0, MepKyTOPHO TPAHMIIBI OTHOCUTEIHHOW Ccepaed-
HOW TymocTH pacuupenbl. CeprieduHble TOHBI SICHBIE,
putMuuHble. 1lyMBl — CHCTOMMYECKUI Ha BEpPXYIIKE.
[leuens no kparo pedepHoit gyru. OTEKHU OTCYTCTBYIOT.
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Yacro mpu (pu3MKaIbHOM 00CICIOBaHUU Y OOJIb-
HBIX C aHOMaJbHbIM OTXOkaeHueM JIKA moxer omnpe-
JIETISTHCSL YBEIUMUCHHUE Pa3MEepOB cepAlla, MpeumMylie-
CTBEHHO BJICBO, NMPUTITYIICHHOCTh TOHOB, CHCTOJIMYC-
CKHU IIIyM MUTPaJbHON HEJ0CTaTOYHOCTH, TaTOJIOTH-
qeckuil TOHBI S3 U S4, YCWJICHHE JIETOYHOTO KOMIIO-
HeHTa Il ToHA TIpU pa3BUTHH BEHO3HOW JICTOYHOH T'H-
nepren3uu [6]. M3penka ynaercs oOHapyKUTh MITKUN
HENPEPHIBHBIA IIyM B BEPXHHUX OTAENaX IO JIEBOMY
Kparo TPYIUHBI, HATOMUHAIONINI IIyM Y OONBHBIX C
KOPOHAPHOH (PUCTYIIOHN MM OTKPHITHIM apTePHAITEHBIM
npotokoM [5]. H.A. beIoKkoHb U COaBTOPHI OTMEYAIOT,
YTO ITOT IPOMODKUTEIBHBIA HETpyObIi CHCTOIHYC-
CKUIl 1IyM, MakcUMaJbHbIH BO Il mMexpebdepbe ciesa,
HAITOMHHAIOIIWA TITYM TIPH OTKPBITOM apTepHATHHOM
MPOTOKE U OTpaxkaromuii copoc kposu u3 JIKA B JIA,
yale Ha9YMHAET BBICITYIIMBATHCS HA 2—3-M TOIY KH3-
Hu». O4YeBHIHO, YTO (U3MKAIHHBIE CHMIITOMBI TPH
aHoMasibHOM oTxokieHnu JIKA necnennduynsl u/
WJTH HETIOCTOSTHHBI, TIOATOMY BEIyIasi POJib B THATHO-
CTUKE aHOMAJUU TMPUHAJICKUT HUHCTPYMEHTAIBHBIM
MeToaM uccienoanus [3, 4].

Ha OKTI" B nokoe cunycosiii putm ¢ YCC 90 yu/
MUH., TIOJIOKCHHE JJICKTPHUIECKONH OCH CepiIia TOpH-
30HTAJIBHOE, HEMOTHAs OJI0Ka [ IeBOW HOXKKH 11. ['nca.

Nimemus Muokapaa MOKET pa3BUBATLCS Y OOITBHBIX
¢ aHoMaJbHBIM oTXOXKIeHneM LCA BcieicTBre HU3KO-
ro IepQy3MOHHOTO TABJICHUS B aHOMAJIHLHOM COCYIE, B
TakoM cirydae Ha 12-kananbHOU DKI' 00b19HO HAXOIAT
MPHU3HAKU TICPEHECEHHOIO MepeaHe00koBoro uHbap-
KTa MHOKapaa B BUAC NTyOOKHX (>3 MM) W HIUPOKHX
(>30 mc) 3y61oB Q B orBeneHusix I, aVL, V5 u Vo,
orcyrctBue 3yomoB Q B orBenenmsx II, III u aVF, a
TaKke ci1a0dblii mpupocT 3yOna R B mpexopamaibHbBIX
OTBENICHUSAX, C pe3KuM nepexonoMm B qR. Perucrpupy-
IOTCSl HAPYyIIESHUS PENOJSIPU3AIUY B BUJE JCTPECCUU
cermenta ST wmnu muaBepcum T, snmexTpuyeckas och
Cep/lia MOXKET OTKJIOHSITHCS BJIEBO [5].

ITo manueM DxoKI: qunaramus JDK, nunaranms je-
BOTO TIpencepans, mHaeke chepuanoct: 0,79, cTBOp-
KH MUTPAJIBHOTO KJIallaHa HEOAHOPOIHBIC, YIITUHEHBI,

TIS0.8 MI1.4
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Pucynok 3. Pe3ynprar sxokapanorpaguuecKoro HCCiIeaoBaHus
Figure 3. Typical echocardiographic images

YTOJIICHBI, TPOJTA0UPYIOT B MOJIOCTH JIEBOTO MPEICEep-
mus Ha 0.6 cMm, B mapacTepHaiabHOUW mo3unuu Ha 0.2
cM, peryprutauus: Il creneHu, KOpoHApHBI KpPOBO-
TOK YCHJIEH, JOLUPYIOTCS MHOKECTBEHHBIE KOPOTKHE
cOpocHI B ipaBkIil xxenynodek. [IpaBas kopoHapHas ap-
TepHs UMEET Pa3BETBICHUE MPAKTUUECKHU Cpasy ke OT
ycThsl. OCHOBHOM CTBOJI IPABOW KOPOHAPHOU apTepHUu
pacumpen. CokparurenbHas criocobnocts JOK yrmos-
JIETBOpHUTEIbHAS. 3aKITIOYCHHE: aHOMAJHUS CTPOCHHS
KOPOHAPHOro pycia. MHOKECTBEHHbIE KOPOHAPO-TIpa-
BOXKEITyZIOYKOBBIE (UCTYABL. MbIIedHble  Ae(eKThI
MEXOKETyJOYKOBOM MEPErOpoAKH MajblX Pa3MEPOB.
HenocraTtouHoCTh MUTpaIbHOrO KianaHa (OTHOCH-
TeTbHas+MHKCOMAaTO3HOTO TeHe3a) (Puc. 3).
JByxmepHas OxoKI' B coueTaHuM C IIBETHBHIM JIOTI-
IJIEPOBCKUM KapTHPOBAHHEM ITOTOKA HEPEIKO MO3BO-
JsIeT UarHOCTUPOBAaTh aHOMAalMIo, He mpuberas K
KareTepu3anuu cepana u anruorpaduu [3]. HMccie-
JIOBaHUE MO3BOJSICT HEMOCPEACTBEHHO BHU3YaJU3UPO-
BaTh OTXOXKJIEHHE OT OCHOBHOTO cTBONA JIA (B peaxux
cinyyasix orxoxnaenus JIKA or serBu JIA pacno3naa-
HUE aHOMAJIMU 10 JaHHBIM Y3 MoxeT ObITh 3aTpy/l-
HUTENbHBIM) [3]. JlMarHocTHYecKoe 3HAYCHHE WMEEeT
0o0OHapyKeHHE PETPOrPaHOTO MOCTYIJICHUSI KPOBU U3
anomansHOM JIKA B ctBON JIA. DTOT perporpaanHbiii
MOTOK UMEET HEOOBIYHOE HaMpaBlicHHE, OTIMYAOLIEee
€ro OT TaKOBOTO TPH OTKPBITOM apTepHaIHLHOM POTO-
ke [3, 6]. Perporpannsiii kpoBoTok B JIA peructpupy-
eTCs B TIO37HeH (ha3e CUCTONBI U B TIEPHUOJ] TUACTOIIBI.
[TosiBeHne peTporpagHoro KPOBOTOKA CBSI3AHO C pa3-
BUTHEM KoJlaTepayielf, o3ToMy TpU 00CIeIOBaHUN
peOeHKa B caMOM paHHEM BO3pacTe OH MOXKET He BbI-
sBisiThest [10]. JlonmoMHUTENBHBIM BBICOKOCTICIIU(DUY-
HbIM (HO HE YYBCTBHUTEJBHBIM) MPU3HAKOM SIBISETCS
aHOMaJIbHasA «SIPKOCTB» (IXOT€HHOCTbH) MaNMIISPHBIX
MBIIII[ U ONPEJETIEHHbIX ydacTKoB sHAokapaa JIK.
MoryT BBIABIATbCS NPU3HAKM MUTPAIbHON HenocTa-
TOYHOCTH, HApyIICHHUsS] KHHETHKH CTEHOK W (DyHKITHH
JIX paznuuHnoii cTenenu BeipakeHHOCTH [3].
[TapakIMHIYECKH OTKJIOHEHHI OT BO3PACTHON HOPMBbI
HE JOKyMEHTHpoBaHo. 1o pesynsraram XOITEpOBCKOrO

PHILIPS TIS1.4 MI0.9
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MOHHUTOPUPOBAHUS CEPJCUYHOTO PHUTMA PETUCTPHPO-
BaJICS. CUHYCOBBII PUTM 32 BEeCh NEPUOJ HAOIIOACHUS,
CUHYCOBAasl apUTMHSI, OIMHOYHBIE MOHOMOP(HBIE JKeITy-
JIOUYKOBBIE 9KCTPACUCTOJIBI, Bcero 9, rpaaarus no Jlayny:
I, nmemMudecknx W3MEHEHHN 3a TEePHOJ HaOIIOICHUS
HE 3aperucTpupoBaHo. Bemospromerpusi — cyObeKTHB-
HBIE OIIYIICHUS BO BPEMsI BBITIOJHEHHS MPOOBI: yCTa-
JIOCTh, TOJIEPAHTHOCTH K (PU3UUECKON HArpy3Ke HHU3Kas
(50BT), ropmszonranshas aenpeccus ST V5-6 1,2-1,3
Ha 1-if MUH BOCCTaHOBHUTEIHHOTO TIepro/a, Bo3Bpar ST
K HCXOAHOMY 3HAUCHHUIO PETUCTPUPYETCS HA S5-i MUH
BOCCT@HOBHUTEILHOTO TIEPHOJIA.

Taknm 00pa3oM, Ha OCHOBAHHH TIPOBEIECHHOTO 00-
CJIe/I0BaHusl OOJNBHOM BBICTABJIEH JUArHO3: aHOMAJIWs
OTXOXKJICHUS JICBOM KOPOHApHOU apTepuu (CHUHIPOM
ALCAPA)? HemocTaro4HOCTh MUTPAIBHOTO KIIariaHa
2-ii cTeneHu.

BapuabenpHOCTP aHOMAITBHOTO OTXOXKIEHHUS KOPO-
HApHBIX apTepUil PEACTABISET MPOOIEMY /sl CBOEB-
PEMEHHOM 1 TOYHOM TUarHoCTUKU. Brinenstor aBa Ba-
puanTa anoManuu orxoxaeHus JIKA ot JIA, paznuu-
HBIX 110 KJIMHUKO-HHCTPYMEHTATHHBIM MTOKA3aTEISIM 1
NPOTHO3Y, — MH(DAHTHIBHBIN U B3pOCIBIii [5, 7].

Nndanmuabaeiii THI — Berpedaercss B 85-90%
BCEX CITy4aeB aHOMAJIMH U XapaKTePHU3YeTCs OTXOXKIe-
HueM JIKA ot JIA U OTCYyTCTBHEM XOPOIIO Pa3BUTHIX
KoJIIarepasiei Mexay CUCTEMOM MPaBoi 1 JIEBOM BEeHEU-
HBIX apTepui, BCIEACTBUE YETO Cpasy Mocie poKICHUS
peOeHKa pa3BUBACTCS CEPhE3HOE HIIEMUYECKOE IOpa-
skeane muokapaa JOK [4]. ITpu «B3pociom» tumne JIKA
TaKke oTxoauT oT JIA, HO uMeeTcs: ceTb MHOTOUHCIIEH-
HBIX U XOPOIIO PAa3BUTHIX MEKCOCYIUCTHIX aHACTOMO-
30B B CHCTeME KOpPOHApHBIX aprepwii. [Ipu momoOHOM
THUTIE TTIOPOKA OTMEYAeTCs JOMHUHAHTHOCTH MPaBO KO-
poHapHO# aprepun, a coobmenne Mexmy JIKA u JIA
ABJISIETCS peCTPUKTUBHBIM [5]. KonudecTBo anactomo-
30B, a 3HAYUT, U BO3SMO>KHOCTH KOJJIATEPAILHOTO KPOBO-
TOKa, BO MHOTOM OTIPEJIEIICHBI TeHETUYECKH.

Bonbme xopoHapHbie (PUCTYITBI MOTYT MTPUBOANTH
K 00BEMHOM Teperpy3Kke JIEBbIX MM MPaBBIX OT/IEIOB
C CUMITOMaMHM 3aCTOMHOM CEpIeYHON HEAOCTAaTOYHO-
ctu. DucTynbl, BOAJAOIIKE B JIEBbIE OTACIBI CEpi-
11a, BBI3BIBAIOT 00BeMHYIO meperpysky JIK m moryt
KIIMHAYECKH WUMUTHPOBATH A0PTaIBHYIO HEIOCTATOY-
HOCTb. Y J€TeHl cepieuHas HEN0CTaTOYHOCTh MOXKET
OBITh OCHOBHBIM ITPOSIBJICHUEM aHOMAJILHOTO OTXOXK-
nenus JIKA ot sierounoro crBoda [4].

Hawnbonee nHGOPMATHBHBEIM METOIOM TOITHYECKOM
TUArHOCTUKU aHOMaJibHOTO oTx0okaeHus JIKA ot JIA
SIBJISICTCS aHTUOKapAHOTrpadusi ¢ CENCKTUBHOM KOpOHa-
porpadwueii u neBoil BeHTpuKyiIorpadueit. Aoprorpa-
¢ust wm cenektuBHas aprepuorpadus [TKA oOpraro
JIeMOHCTpUPYIOT pacmmpeHnyo [TIKA ¢ komnarepas-
mu K JIKA, npu aToM onpezessiercst 3a0poc KOHTpacTa
B JIA [8].

s nanpHeiiero oocne1oBaHus NaIMEeHTKa Tepe-
BezieHa B deepaibHOE TOCYIapCTBEHHOE OIOIKETHOE

HaydyHOoe yupexiaeHue «HayuHo-uccnenoBaresbckuid
WHCTUTYT KOMIUIEKCHBIX IPOOJIEM CepAedHO-COCYAu-
cTBIX 3aboneBanuit». [lo pesympraram KopoHapOBEH-
tpukynorpapun [IKA oTxomuT oT mpaBoro KopoHap-
HOTO CHHYCa, TWJIATHPOBaHA HAa BCEM NMPOTSKEHUU U
3anonuseTcs yepe3 komiarepanu JIKA. Creon JIKA
Bragaet B JIA. Cuagpom ALCAPA. Takum oOpazom,
BIIEPBbIE B BO3pacTe 14 €T nanueHTKe JOKyMEHTHPO-
BaH BIIC: AHOManust OTXOKICHUS JICBOW KOPOHAPHOH
aprepun (cuagpom ALCAPA) (B3pocusrii Tum). Hemo-
CTAaTOYHOCTh MUTPAJILHOTO KjanaHa 2-i crenenu. He-
JIOCTaTOYHOCTh KPOBOOOpamieHns 2a, (yHKIIHOHATb-
HEIH Ki1acc 2.

Jleuenre aHOMaJBHOIO OTXOXKJIEHUS KOPOHApHOM
apTepuH OT JICTOYHOW apTepHH MOXET OBITb TOJIBKO
XUpypruueckuM. Llenb Xupypruyeckoro JeueHHs —
BOCCTaHOBJICHHE JIByX KOPOHAPHBIX OacCeHOB Kpo-
BOCHA0XEHUSI MHOKap/ia MyTeM paJuKalbHONH KOppeK-
uuu nopoka: peummiantauun JIKA B aopry [9]. Pan-
HSIS1 arpECCUBHAs XUPYPIrUiecKasl TAKTHKA HE3aBUCHMO
OT MPEIONEePAOHHON CTENIEHN HapyIleHUs (QYHKIUH
JIK, mo MHEHUIO OONBITMHCTBA aBTOPOB, OINpaBIaHA,
TaK Kak JaeT BO3MO)KHOCTb COXPAHHUTh TOBPEXCH-
HBII, HO )KM3HECTIOCOOHBIH MHOKap/. B ocHOBe Takoii
TaKTHKH JIKUAT THIIOTE3a O OoJiee BBICOKOM ITOTEHIIU-
ajie BOCCTaHOBJICHHUS UIIEMHU3NPOBAHHOTO MHOKapa y
HOBOPOXKJIEHHBIX U JIeTel IepBbIX MECAIEB JKU3HH.

[TanmenTke O3 BBIMKUCKU M3 CTAllMOHApa MPOBE/Ie-
Ha onepauus npsamoi peumriantanuu JIKA.

Omnucanyue xoJa ONEpalny: YBEJINYEHBI JIEBbIE OT-
neinsl cepaua. [IpaBas koponapHas apTepus pe3Ko pac-
mupeHa. JIKA orxoaut ot 3anHelt creHku JIA. YeTbe
JIKA peummianTupoBaHo B aopty. [lo 3agHeil cTeHku
JIA BuIMTAa 3arara u3 ayTornepukap/ia, BOCCTaHOBIIEHA
resiocTHoCTh JIA.

WHTpaonepanmonHas YpecHUILEBOJHAs dXOKap-
nuorpadus: MUTpalibHast HexocratouHocTs 0-—1 cr,
(paxmus Beropoca JK 50%.

YcrpaHeHne MUTpPaIbHOW HEIOCTATOYHOCTH SIB-
JSIETCSl CIIOPHBIM  BOTIPOCOM, TTOCKOJIBKY OOJBIIMH-
CTBO XHUPYProB MOJIATAIOT, YTO (PYHKIHUSI MUTPAIHHOTO
KJIallaHa BOCCTAHABJIMBAETCS OCJIE BOCCTAHOBJICHUS
HopMmaibHbIX napametrpoB JDK. Bmecte ¢ tem cye-
CTBYIOT U MHEHHS O TOM, YTO OCTaTOYHAs WIH PELUIH-
BHpYIOLasl MUTpajbHAsl pErypruTanus NpucyTCTBYET
y 1/3 OONBHBIX U MOXKET B IO CJIETYIOIIEM ITOTPEOOBATh
TTOBTOPHOTO OTIEPATHBHOTO BMEMIAaTeILCTRA [9].

ITocneonepalnoHHBIA NEPUON MPOTEKAI 3aKOHO-
MepHo, 0e3 ocobennocteil. Ha 11 mocneonepannoH-
HBIE CYTKHM MalUEeHTKa BBIMMCAHA Ha aMOyJIaTOpHBIN
JTall JICYCHHUS.

[lomBonst UTOTH, MOXKHO TOBOPHUTH O TOM, YTO TIPH-
ypHaMu no3aHel quarnoctuky BIIC y manmeHTku siBu-
JMCh CTEPTOCTh KIMHUYECKOH KapTHUHBI (OTCYTCTBHE
MPOSIBIICHUH HWIIEMUH B BHJE CTCHOKapAUTHYECKOIO
CHH/IPOMA), OTCYTCTBHE «MIIEMHIECKUX)» N3MEHEHUH Ha
aneKTpoKaparorpaduu, HeperyispHOe JUHAMHYECKOE
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HaOIIOZICHIE B YCIIOBHUSX CICITHATM3UPOBAHHON KITH-
HUKU. B Xone HacTosiiedl rocnuTanuzanuy OTIpaB-
HBIMH MOMEHTaMM IS JHArHOCTHYECKOrO ITOMCKa
MTOCTYKWJIA WIIEMUYECKUEe U3MEHCHUS TIPU MPOBEJIC-
HUU Beso3proMerpun (nerpeccus cermenta ST B paH-
HEM BOCCTAHOBUTCIHPHOM TIEPHOAC), COBOKYITHOCTH
MpU3HAKOB 0 maHHbIM DxX0oKI mccnemoBanus: BbIpa-
JKEHHasl Juiaraius JIEBOTO JKeIyldo4yka, YIUIOTHEHUE
9HJIOKAp/ia JIEBOTO KeJlyJlouka, MUTpajbHas HelocTa-
TOYHOCTh, pacCUIMpPEHUE CTBOJIA MPaBON KOpPOHAPHOU
aprepuu. 1o pe3ynpraraM aHajid3a UMEIONIUXCS JaH-
HBIX aHaMHe3a, KIMHWYECKON KapTHUHBI, PE3yJIbTaToB
WHCTPYMEHTAJILHOTO O0CIIEIOBaHUS TIPOBEICHA KOPO-
HapOBEHTPUKYIOrpadrs, MO3BOIHUBIIAS BEpUPHUITUPO-
BaTh JIMarHO3 BPOKJAEHHOTO TTOPOKA CepIIa.

Takum 00OpazoMm, Ha TAHHOM KIMHUYECKOM IIPH-
Mepe TOKa3aHbl COBPEMEHHBIC ACTIEKTHI TUAarHOCTHUKU
BIIC — anomanust OTXOXICHHSI JIEBOM KOPOHAPHOM ap-
Tepud. B 3akioueHuu enie pa3 nepeyucinM ONnopHbIe
MOMEHTHI TIEPBUIHON JUArHOCTUKH nanHoro BIIC:

1) MOJONBIM TAITEHTaM, UMEIOIITIM KapIHOMHOTIIA-
THIO, BCET/IA CIEAYET UCKIII0YaTh aHOMAJIbHOE OTXO0XK/Ie-
HUE JIEBOW KOPOHAPHOM apTepUH OT JIETOYHOI'O CTBOJIA;

2) BU3yanM3alus aHOMAJIBHOTO YCThS TIO JaHHBIM
Ox0oKI" MokeT OBITh 3HAYUTENBHO 3aTPyIHEHA, 0COOCH-
HO €CJIM OHO PAaCIIOJIOKEHO B HEMOCPEACTBEHHOM Oiu-
30CTH OT MECTa CBOET0 HOPMAITLHOTO PACIIONOKEHHS;

3) Hamu4He pPEeTpOTpPajHOTO KPOBOTOKA IO KOPO-
HapHOM aprepuu B cTBOJ JIA JTOKyMEHTHPOBAHHOIO
TIPH IOTIIIEPOBCKOM HMCCIIEIOBAHNN;

4) m3menenns Ha DK xapaxkrepusyroniye HIeMnto
muokapaa JUDK, mecnemmduueckne W3MEHEHHUS Cer-
menTa ST ¢ ymepennoii aucynkuueit JOK;

5) mpoBeneHHWE CENEeKTHBHOM KopoHaporpaduu B
COMHUTEIIbHBIX CITydasix.
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