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OcHOBHBIE M0JIOKEHUSA
* OTXOXK/ICHHE OrHOaroIlell apTepuy OT MPABOr0 CHHyca BajabcallbBhbl SBISIETCS HAUOOJEe YacTOM
BPOXKICHHOW aHOMAJIMEN KOPOHAPHBIX apTEPUi.
* V nered AaHHAs MATOJOTHS, KaK MPaBUIIO, OCTAETCS HEPACIIO3HAHHOM, HE3aMEUEHHON M HEBEPHO
UHTEPIPETUPYEMOI.

Onenka 3¢ GeKTUBHOCTH TpaHCTOpakanbHoU sxokapanorpaduu (TTIxoKT) B au-
Hean ArHOCTUKE aHOMAJILHOTO OTXOK/ICHUsI OTHOAIOIIEH apTepruu OT MPaBOrO KOPOHAP-
HOTO CHUHYCa aOpThl Y JAETEH.
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C suBaps 2022 . mo aBryct 2023 . y 10 geTeil BbIsIBIEHA AHOMAJILHO PACIIONIOKEH-
MatepuaJbl Hasi OTHOArOIIasi KOPOHAPHAS apTEePHst U3 TPABOTO KOPOHAPHOTO cuHyca. Kputeprem
H MeTO/AbI JIMAarHOCTHKHA aHOMAJIEHOTO OTXOXK/ICHHSI OTHOAIOIIEeH apTepHH OT TIPABOTO CHHYCa

BanscanpBel cuntanocsk Hammare npu3HakoB RAC u Bleb mo qarasm TTOx0KT.
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VY Bcex o0cinenoBaHHbIX Aetel 1o qaHHbM TTOXoKI™ U3 nsaTH- U YeThipexkamep-
HOH allMKaJIbHOM ITPOEKIUU ONPEJIEICH IPU3HAK «IIEPECEUEHHOW» a0pThl B BUIE
TpyOuaroro M300pakeHWsI HaJ IUIOCKOCTHIO MHTpPaJbHOTO KiamaHa. [IpusHak
Bleb oOHapysxeH nuib y 2 nanueHToB mpu BeimosHeHHH TTOx0KI. Cemu aersam
MpOBeIcHa KOMIILIOTEPHAsI aHTHOTpadusi KOPOHAPHBIX COCYIOB: Y 5 00HApYKEHO
abeppaHTHOE MPOMCXOXKICHUE OrnOAaroIIell BETBU U3 MPaBOro cuHyca Banbcanb-
BBI A0PThI OTJEJIBHBIM YCThEM, Y 2 — OT MPOKCUMAIBHOTO CErMEHTa MPaBoil KOpo-
HapHOU aprepuu. Y Bcex 7 MalMeHTOB IO JaHHBIM KOMITBIOTEPHOH ToMOrpadun
BBISIBIICH PETPOAOPTAIBHBIN X0/ OrvOaroieil BeTBH 0e3 MPHU3HAKOB CY)KCHHUS U
CHaBIIEHHS apTepUH, Yroll OTXOXKJEHHS BO BCEX CIy4yasX COCTaBMII MeHee 45 °.
Tpem aeTsiM nepes] Npoueaypor paaruodacTOTHON adIanuu mpoBeicHa KOPOHAPO-
rpadusi, JaHHBIE KOTOPOH TAaKKe MOITBEPAMINA JUAarHO3. Y BCeX 00CIeJOBaHHBIX
Pesyabrarsl narueHToB (100%) mpu BBINOIHEHUH CTpecc-3XoKapauorpaduu ¢ Guznveckon
Harpy3Koi Ha BEJIOOPTOMETPE pe3yibTaT ObUT OTPUIIATETHHBIN.
[Ipu nnTepmperanuu onbITHEIM creruanucToM TTOxoKI™ MoxeT mpenocTaBuTh
HEHHYI0 HH(POPMAITUIO 00 aHOMAIINH U XOJIe KOPOHAPHBIX apTepHid y AeTeH U TeM
CaMbIM [103BOJISIET COKOHOMUTH BPEMSI M CHU3UTh 3aTPaThl HA JJOPOTOCTOSLIUE Me-
TOJIbI IMATHOCTUKHU. J[€TH ¢ BpOXKAEHHOM KJIallaHHOW NAaTOJIOTUEN a0pPThI U COMYT-
cTByIomIel aHomanueit KA HaxonsaTcs B TpyIine prucka KOPOHAPHBIX OCIOKHEHUH,
IIOCKOJIBKY MHOTHE U3 3THX [MALIMEHTOB SIBIISIFOTCS MOTEHIIMAIBHBIMU KaH /M 1aTa-
MU Ha XHPYPrHYECKOe BMEIIATeIHCTBO Ha KiIallaHe/KOPHE a0PThI HA MPOTSHKEHUN
BCEH JKM3HU, CIIEI0BATEIbHO, CBOEBPEMEHHAS! AUATHOCTUKA U BOBPEMsI IIOCTAB-
JIGHHBIM TUArHo3 JaHHOW aHoMmamnu KA mepen omeparyell MMEIOT pernaroriee
3HaYEHUE JUIsl IOHMMAHMSI IPOCTPAHCTBEHHOI'O B3aUMOJEHCTBUS MEX]y PETpoa-
OpTaJbHBIM X0J0M KA 1 KiTanaHoM/KOpHEM aopThl.
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TTOx0KI sBnsieTcs CKpUHUHTOBBIM, SKOHOMUYECKU 3 (EKTUBHBIM U HEUHBA3HB-
HBIM MHCTPYMEHTOM, KOTOPBIA UIPAET KU3HEHHO BAYKHYIO POJb B JMATHOCTHKE
AQHOMAJIbHBIX KOPOHAPHBIX apTepuid y AeTei. [lanneHThl ¢ paciimpeHHbIM KOPHEM
A0PTHI M OTXOXKIACHUEM OTMOAIOIIEH apTepry OT MPAaBOr0 KOPOHAPHOTO CHHYCA
O] OCTPBIM YIJIOM JOJKHBI HAXOAUTHCSI IO/ HAOMIOACHUEM KapIuoJIora JUisi CBO-
€BPEMEHHOM MPOPHUIAKTUKN CEPACIHO-COCYANUCTHIX OCIOKHEHHH.
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ANOMALOUS ORIGIN OF THE CIRCUMFLEX CORONARY ARTERY FROM THE
RIGHT CORONARY SINUS OF VALSALVA: DIAGNOSIS AND COURSE
M.M. Kurako'!, M.A. Abramyan'?2, A.V. Bedin!

" Morozov Children’s City Clinical Hospital, 1/9, 4th Dobryninsky Lane, Moscow, Russian Federation, 119049,
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Highlights
* Anomalous origin of the circumflex coronary artery from the right sinus of Valsalva is the most
common anomaly of the coronary arteries.
¢ In children, this anomaly still remains an unrecognized, unnoticed and misinterpreted pathology.
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HUCCJIEJOBAHUSA

The aim of the study was to evaluate the effectiveness of transthoracic
Aim echocardiography (TTE) in case of anomalous origin of the circumflex coronary
artery from the right coronary right sinus of Valsalva in children.

...................................................................................................................................................... .

During a routine examination at the Department of Emergency Cardiac Surgery
and Interventional Cardiology of the Morozov Children's City Clinical Hospital of
Moscow from January 2022 to August 2023, anomalous origin of the circumflex
coronary artery from the right coronary sinus was detected in 10 children. The
criterion for the diagnosis of anomalous origin of the circumflex coronary artery
from the right sinus of Valsalva were RAC and bleb signs on TTE.

..................................................................................................................................................... .

According to TTE, all 10 children have crossed aorta signs in apical five- and four-
chamber projection in the form of a tubular image above the plane of the mitral
valve. Only 2 patients undergoing TTE presented with the bleb sign. 7 children
underwent coronary computed tomography angiography, and 5 of these patients
presented with an anomalous origin of the circumflex coronary artery from the
right sinus of Valsalva and 2 patients with an anomalous origin of the circumflex
coronary artery from the proximal segment of the RCA. According to CT data,
all 7 patients had a retroaortic course of the circumflex artery without signs of
narrowing or compression, the angle of divergence in all cases was less than
45°. 3 patients underwent coronarography before the RFA, the data of the study
confirmed the diagnosis as well. All 10 patients (100%) had negative bicycle stress
echocardiogram results.

TTE in experienced hands can provide valuable information about anomalies
of the coronary arteries in children and thereby save time and reduce the cost
of expensive diagnostic methods. Children with congenital heart defects and
concomitant CA anomalies are at risk for coronary complications, since many of
these patients are potential candidates for surgical intervention on the aortic valve/
root throughout life. Therefore, timely diagnosis of CA anomaly before surgery is
crucial for understanding the spatial interaction between the retroaortic coarse of
the CA and the valve/root of the aorta.

..................................................................................................................................................... .

TTE is a cost-effective and non-invasive tool for screening patients that has a
vital role in the diagnosis of anomalous origin of coronary arteries in children.

Conclusion Patients with an enlarged aortic root and a divergence of the circumflex artery
from the right coronary sinus at an acute angle should be under the supervision of
a cardiologist for timely prevention of cardiovascular complications.

.....................................................................................................................................................

RAC sign ¢ Coronary artery anomaly ¢ Echocardiography * Retroaortic course of
the circumflex artery
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The diagnosis of anomalous coronary arteries

Cnucok cokpameHui

KA — xoponapnas aprepust
KT — xommbroTepHas ToMorpadus

TTOxoKI' — TpaHCcTOpakambHas 3XoKapauorpadus

BBenenne

Bpoxx/ieHHbIE aHOMaluU KOPOHApHBIX apTEepUil
(KA), xak n3onmpoBaHHbIE, TaK U aCCOLIMUPOBAHHBIC C
JpyTUMU BPOKIECHHBIM ITOPOKaMHU CEP/La, CBA3aHBI CO
3HAUUTEIbHBIMU 3a00JI€BAEMOCTBIO U CMEPTHOCTBIO,
BKJIIOYAsi BHE3AIMHYIO CEpIEYHYI0 CMEpPTh y JIeTe |
noapoctkoB [1-4]. PacnpocTpaHeHHOCTh BPOXK/ICH-
HbIX aHoMannidi KA 06e3 KIMHUYeCKUX ¥ TeMOANHAMU-
yeckux nociienctsuii cocrasiser 0,21-5,79% mo nan-
HBIM KOpOHaporpaduu, KOMITBIOTEpHOH ToMorpadun
(KT) u ayronicum [5].

OTxoXIeHne JeBOW OruOaroIieil KOpoHapHOH apre-
pHH OT MPaBOro CHHYyca BasbcanbBel siBIsieTCsT HanOo-
Jiee 4acTOW aHOMaJnel, paclpoCTPaHEHHOCTb KOTOPOI
ouenusaercs B 0,37-0,7% cayuae [1, 3]. Dkronuue-
CKO€ IIPOHUCXOKACHHE OrMOarolIell BETBU W3 IIPABOIO
cuHyca BanbcansBel miu npaBoii KA BniepBbie onrcaHo
W. Antopol u M. A. Kugel B 1933 . ¢ pactipocTpaneHHO-
creio 0,4-0,8% B anrmorpaduueckux cepusix [6]. Oru-
Oarormas apTepyst MOXKET OTXOAUTD KaK IPOKCUMAJIbHOM
BeTBBIO OT mpaBoii KA, mpu stom npaBasi KA orxoaut
OT TIPaBOTO KOPOHAPHOTO CHHYCA OOIINM yCThEeM, TaK U
OT/IEIBHBIM YCTheM. B To e Bpemsi aHOMaJIbHO OTXO/Is-
11as orudaroIast apTepus BCeria pacroiokeHa peTpoa-
OpTaJIbHO, MMPOXOANUT HHUKE M K33l OT aOPThI U BXOJUT
B JIEBYIO aTPHOBEHTPHKYISIPHYIO O0opo3ay [7].

XoTs [aHHAs aHOMAJIUSl CUUTAETCs JOOOpoKade-
CTBEHHOH M OECCHMITTOMHOM, B JTUTEPAType OMUCAHBI
Cllyyau MIIEMHUH, TPUBOJISILEH K CTEHOKap UK, HH ap-
KTy MHOKap/a WIN Jake BHE3aITHOW cep/ieuHoM cMep-
TH U3-32 apuT™Muii [8, 9]. DT nposBICHUS MOTYT OBITH
pE3yIbTaTOM CAABIEHHUS aHOMAJIbHON apTepUH B IIPOK-
CUMAaJIbHOM CETMEHTE COCyaa M MPUBOIUTH K WHIYIH-
pyeMoii NIIeMHUH B HIDKHEIATEPaIbHON CTEHKE JIEBOTO
KEJyJI0UKa 3a CUeT PACIIMPEHHOTO KOPHS a0pTHI W/UITH
Ype3MEpHOI aHTYIALNN B MECTE OTXOXKJIEHHUS apTepUH
OT [IPaBOro KopoHapHoro cunyca [10—-12].

Taxke BBICKa3bIBAJIOCH MPEATIOIIOKEHHUE, YTO TYp-
OyJICHTHBIH MTOTOK B aHOMaILHBIX KA MOXeT croco0-
CTBOBaTh Pa3BUTHIO aTE€POCKIIEPO3a, XOTS ATa TEOpUs
TpeOyeT panbpHeiero noarsepxkaeHus [13].

BonblIMHCTBO aHOMaNUii KOPOHAPHBIX apTEepUil y
B3pOCIBIX AUATHOCTUPYIOTCA C IOMOLIBIO WHBA3UBHOU
aHruorpaduu, BBEITIOIHAEMON MPH TOI03PEHUH Ha are-
pockieporuueckoe nopakenue KA [14]. Tem ne menee
JpyTHe AUAarHOCTUYECKHE METO/bI, TaKhe KaK MarHuT-
HO-pE30HAHCHAs M KOMIIbIOTEpHAs ToMOrpadus, Mo-
ryT obecrneunTs Oonee MOMHYH KapTHHY aHOMAaIbHON
KOPOHApHOW apTepHH U €€ aHaTOMUYECKHX B3aUMOOT-
HOILIEHUH C COCEAHMMH CTpyKTypamu. KomrbrorepHas
Tomorpadusi 001agaeT BHICOKOM MPOCTPAHCTBEHHOW U

BPEMEHHOH pa3pelaronieii CriocOOHOCThIO, MO3BOJISS
BH3YyaJIM3MpOBaTh BECh XOJ MarucCTpalbHBIX KOpPOHAp-
HBIX apTepuil 3a KOPOTKUH HHTEpBaJl CKAHUPOBAHMSI.
K HenocTaTtkaM OTHOCSTCSI HCTIOIb30BAaHUE HOHU3HPY-
FOIIETO U3TYYEHUs ¥ HOI0COIepKAIIero KOHTPACTHOTO
BemiectBa [15]. IIpuMenenne TpaHcTopakaabHOM 3Xo0-
kapauorpaduu (TTIOxoKI') B kauecTBe CKPUHUHIOBOTO
MHCTPYMEHTA JUISl BBISIBJICHHS BPOXKIICHHBIX aHOMAJIUH
KA y nereil crano pyTMHHBIM M IIOMOIVIO pa3BEATh
IIPEJICTABICHUE O TOM, YTO aHaTOMUI0 KA HEBO3MOXKHO
ompenenuTh HemHBa3uBHO [ 16, 17]. Busyammzarmmm KA
¢ nomomipio TTOxoKI, kommbroTepHOH TOMOrpaduu
cep/lla ¥ MarHUTHOTO PE30HaHca CepAlla 3aMEHMIIN Ka-
TETEePU3aLHNIO B Ka4€CTBE OCHOBHOIO MHCTPYMEHTA IS
XapaKTEePUCTUKUA OOJBIIMHCTBA BPOXKIECHHBIX aHOMAa-
it KA 'y nereit [18]. Kpome Toro, npu anruorpaduu
TPYIHO OTMPEACTUTH X0 KOPOHAPHBIX cocyaoB [19].

B 2018 r. C.M. Witt u xomteru onucanu cnemudu-
YEeCKUN 9XOKapAHOrpaduueckuil Mpu3HaK, CBI3aHHbIHI
C PEeTPOaopTaIbLHBIM aHOMAJIbHBIM OTXOXKAEHUEM OTH-
6aromeit BetBu — RAC sing (perpoaopraibpHas aHO-
MaJibHasi KOpoHapHas aprepus, Retroaortic Anomalous
Coronary) [8]. [Ipu3Hak nepece4eHHOM aopThl, KOTO-
pBIi MOXKHO YBUJAETH B IATUKAMEPHOM amMKaJlbHOM
npoeknun nipu TTOxoKI' B Bume TpyOwaroro wu3zo-
OpakeHUs, KaKk OBl IMEePECEKAroIero aopTy IepIICH-
JTUKYJSIPHO €€ JUTMHHOW OCH, TaKKe OMUCHIBAETCS KaK
[IPU3HAK PETPOAOPTAIBHON aHOMAJIBHON KOPOHApHOMU
aprepuu [8, 20, 21]. IIpusnak perpoaopraibHOil aHO-
ManpHOM KA yacTo ocraercst HenoCTaTOYHO TUArHo-
crtupoBaHHbIM Ha TTOxoKI' u3-3a myTaHuubl ¢ apre-
(aktamu, KanmbIU(UKAUIMHA MHUTPAIBHOTO KOJbBIIA,
KaJIbIIMHUPOBAHHBIMU KJIallaHaMH WJIM HOPMaJbHBIMU
CTPYKTYpaMH cepjla, Kak, HalpuMmep, KOpOHapHBIN
cunyc [22]. HaknoH patumka 1jisi moiydeHus: Oosee
MEepEeHEr0 CKAHUPOBAHUS, HCCICOYIOLIEr0 peTpoa-
OpPTaJIbHYIO O00JIACTh, IO3BOJSIET OTIMYUTH NPHU3HAK
RAC ot xopoHapHOTO CHHYCa, KOTOPBIA PACTIONOKEH B
3aJ{HEel TIOCKOCTH, MMEET OOJIbIIUE pa3Mephbl U OoJee
HU3KUH, YeM aTpHOBEHTPUKYJISIpHAst 00po3/a, X011, I/e
MPOXOIUT orudaromas aprepus, Oepymas Hayaua OT
mpaBoro kKopoHapHoro cunyca. [Ipusnak RAC cienyer
OTIIMYATh OT KaJbIHU(HUKATOB a0PTaJbHOTO KIlaraHa,
KOTOpBbIE MMEIOT CHHXPOHHOE JBMKEHHE C aopTajb-
HBIM KJIAIIaHOM, a TaK)Ke JIMIIEHbl BHYTPEHHEH aHAX0-
TEHHOCTH [6].

Eme omuH sxoxapamorpaduvecKuii mpu3HaK, IMo-
3BOJIIIOIIMN UAarHOCTUPOBAaTh AaHOMAJIBHO PACIOIIO-
*eHHyIo orubaroinyro apreputo npu TTIxoKT, — Bleb
sign. DTOT MpHU3HAK BU3YAIM3UPYETCs W3 MapacTep-
HaJabHOW MO3UIMHU 110 JuHHOM ocH JDK mo maHHBIM
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TTOxoKI" kak rumosxoreHHas Kpymas CTpyKTypa Ha
YPOBHE aOPTOMHUTPAIBHOTO COEAMHEHHUS IO HEKO-
poHapHO# cTBOPKOH aopThl [23]. XOTs 3TOT MpU3HAK
M TI03BOJISIET AMAarHOCTHPOBATh aHOMAJIHO pAacIio-
JIO)KEHHYIO OrHOAIOIIyI0 apTepHI0, OH HE JaeT OKOH-
YaTeNbHBIX PE3yJbTaToB. B OONbIIMHCTBE Cllydyacs
n3-32 HEOOJBIINX Pa3MEpPOB €r0 TPYIHO HIECHTH(H-
LUPOBaTh, KPOME TOTO, €ro HEBO3MOXKHO OTJIMYHTH
OT MUTPaJbHO-aOPTAIBHOHN KanbLuUKALNU, U JaxKe
[[BETHOE JIOMIIJIEPOBCKOE KAPTHPOBAHUE HE MO3BOJISIET
MUACHTU(UITUPOBATH IPU3HAK TY3bIPbKa B OPTOTOHAb-
HOW NMPOEKIHH, IOCKOJIBKY CTPYKTypa HE UMEET CHUT-
HaJa W HarpaBlIeHHE MOTOKa MEepPHEHAUKYISIPHO OCH
YIBTPa3BYKOBOIO Jiyua [22].

Heanr nacrosiero ucciaeaoBaHusi — OICHKA d(-
tdhextuBHOCTH TTOX0KI' B TMAarHocTHKe aHOMAJILHOTO
OTXOXJICHHS OrHOArolIeil apTepru OT MPaBOro KOpo-
HapHOTO CHHYCa aopThl y JeTeH.

Marepuajibsl 1 METOAbI

[Mpu manoBoM 0OCIIENOBAaHUM B OTIEICHUU DKC-
TPEHHOW KapIUOXWPYPTHA W HWHTEPBEHIIMOHHOW Kap-
Josoru Mopo30BCKOI AETCKOM TOpOACKON KIMHHUYE-
CKOH OOJIEHUIIBI JIeTIapTaMeHTa 3]paBOOXPAHEHHUS TOPO-
na Mockasl ¢ staBapst 2022 1. o aBryct 2023 1. mpoBee-
HO 3 356 sxokapauorpagpuyecKix UCCIeIOBaHUH Y Jie-
Telt 1 noxpocTKoB. M3 o01iero yrciaa 00Cie0BaHHBIX
netei y 10 BeISIBIIEHAa aHOMAJIBHO PACTIONOKEHHAs OTH-
Oaro111asi KOpOHapHasi apTepusl U3 MPABOr0 KOPOHAPHOTO
cunyca: y 8 (80%) mampunkoB (95% MOBEpUTETHHBIN
untepsan 44,4-97,5) u 2 (20%) neBouek (95% nosepu-
TeNbHBIH HHTEpBaN 2,5-55,6). AHTpONOMETpHYECKHE

Tabnauua 1. AHTponioMeTprdecKre JaHHble nanueHTos (n = 10)
Table 1. Anthropometric data of patients (n = 10)

JIaHHbBIC TTAIIMCHTOB MIPUBEICHBI B TA0I. 1.

[TanmenTsl MMenu pas3Hble KajoObl M JHATHO3bI:
2 OONBHBIX MOCTYIWINA B OTACICHUE Ui IJIAHOBOTO
OIIEPaTHBHOIO BMEMIATEILCTBA 110 MOBOLY CHHAPOMA
Bonbga — [lapkuncona — Yaiita, eme 2 peOeHka — st
XUPYPrHYECKOTO YCTPaHEHHUS] COCYIMCTOTO KOJIbIIa,
ocTajbHble 6 — B LEJSAX 1000CIeIOBaHUS IO MTOBOLY
HecTienn(pUUecKrX Kanod Ha TOJOBHYIO 00Jb, OHO-
KpaTHBIN TOJbEM apTEPUATLHOTO JIABICHHS, KOJIOIINE
0O0JIH B CEP/IIIE U T. II.

B kauecTBe conmyTCTBYyIOLIEH MAaTOIOTUU y 4 mauu-
€HTOB OIpe/ieNieH BPOXKISHHBIN MOpOK cepaua, y 2 —
cunapom Bomwda — [lapkuHcona — Yaiira, y 1 — panee
NepeHeCEeHHas pauKaibHas KOPPEKIHs BPOKACHHOTO
mopoka cepama (taoi. 2).

W3 anamHe3a M3BECTHO, YTO BCE MALMEHTHI HE KY-
pHIIH, HE UMEJH HACJIEICTBEHHOCTH I10 CepAEYHO-CO-
CYIUCTBIM 3a00JI€BaHUSIM, PETYIISIPHO 0€3 KaKuX-IT100
3aTPyIHEHUI 3aHUMAJIUCh CpPeAHE- W BBICOKOWHTEH-
CHUBHBIMH yIPa)KHEHUSIMU. MHAEKC Macchl Tena Obul B
npezenax HopMbl. OusnkanbpHOE 0o0CienoBaHue — 03
ocobeHHOCTeH. 13 00s13aTebHBIX HHCTPYMEHTAIBHBIX
metonoB mpoBoawiu DKI' u TTOxoKI. U3 momonHu-
TEJIbHBIX MHCTPYMEHTAJIBHBIX METOIOB — XOJTEPOB-
ckoe mouuropupoanue OKI, KT-anrmorpadpuro u/
WU aHTHOKApauoTpaduro.

[locraBneHHass nenb JOCTUranach T€M, YTO BCEM
netsim ipoBommtack TTOxoKI. UccnenoBanus IxoKI
BBINOJIHEHBI U MHTEPIPETUPOBAHBI B COOTBETCTBHHU C
pEeKOMEHIAMSIMA AMEPHUKAHCKOTO OOIIeCTBa SXOKap-
muorpaduu [24]. KputeprieM AMarHOCTUKA aHOMAITh-
HOTO OTXOXJIEHHMs OruOarolieil apTepuu OT IPaBOTO

cuHyca BanbcanbBel cudTanU
npusHakn RAC u Bleb. RAC

IToka3zarean / Parameter

M£SD/Me 95% AU /CI min max

00 0000000000000000000000000000000000000000000000000000000000000000000000000000000000000000csscsccssscsscsscses

Sing OMpeneNsuid U3 YeThIpeX-
U TSITHUKAMEPHOM anuKaabHOU

Bospacr / Age, et 12+4 10-15 6 17

IPOEKLUM, HAKIOHUB JaT4UK
Poct / Height, cm 169 128-178 102 187 K Goiee IepeHEeH II0CKOCTH
Bec / Weight, kr 50 +24 33-68 16 81 CKaHMPOBAHMS, HCCICOys pe-
TTnomans oBepxHocty Tena, M> / BSA, m? 1,57 1,01-1,89 0,68 1,96 TPOAOPTaJIbHYIO 00JACTh, C BHI-

Ilpumeuanue: /[ — doeepumenvrwlii UHMePEA.
Note: BSA — body surface area; CI — confidence interval.

Ta6mauua 2. ConmyTCTBYOLIHE TATOJIOTHH CEPACIHO-COCYIUCTON CHCTEMBI y UCCIEIOBAHHBIX

MAIHEHTOB
Table 2. Concomitant cardiovascular diseases in studied patients

SBJICHHEM OMHAPHOMN CTPYKTYPBI
HaJl IJIOCKOCTBIO MUTPAJIbHOIO
KJIaraHa, B aTPUOBEHTPHUKYIISP-
HOH 00po31e, HalpaBICHHYIO K
MIPaBOMYy KOPOHAPHOMY CHHYCY

IMoka3arens / Indicator

0 00000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000sscsss

OtcyTterBue nmarosioruu / Absence of pathology

Cocynucroe xonbo / Vascular ring

Koponapno-nerounast ¢pucrtyna / Coronary pulmonary fistula
JlByxctBopuarsiit AK / Bicuspid AV

Cungpom WPW / WPW syndrome

Panuxanphas xoppexiums BIIC / Radical correction of
congenital heart disease

n
3
2
1

aoptsl (puc. 1, 4, €). B mouckax

% 95% AU/ CI
w00l 6rcsa JIPYTHX THIIAYHBIX TPU3HAKOB
aHOMAJILHOT'O KOPOHAPHOI'O IIPO-
200| 25-556 HCXOXKJIEHUST OTHOAroIIEil BETBH,
10,0 0,3-44.5 MOBOPaYMBasl TNOCKOCTh CKaHU-
10,0 0,3-44,5 POBaHUsI O] YIJIOM JUIsl UCCIIe-
20,0 2,5-55,6 JOBaHHWA aOpPTaJIbHOT'O KJlallaHa,
MBI  HAOMIOmaii  HEeOOJIBIION
10,0 0,3-44.,5

KpYT I0Jl HEKOPOHAPHOM CTBOP-

Ipumeuanue: AK — aopmanvnviii kranan; BIIC — eépocoennviii nopox cepoya, JJH —

006epUMeNnbHYLIL UHMEPEA.

Note: AV — aortic valve; CI — confidence interval; CVS — cardiovascular system.

KO B TpPaHCTOpaKaJbHOM Ia-
pacTepHAIbHOM TMPOEKUUU T0
JUTMHHOM OCH, TIOXOKHMI Ha 3HaK
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30 JluarnocTuka aHOMaiKil KOPOHAPHBIX apTEpHid

ny3bipbka — Bleb sign. Kpome Toro, Taxoke Oblia Bu-
Ha TyHHEJIHbHOOOpa3Has CTPYKTypa, MPOCTHPAIOIIAsICS
3a KOPEHb aopThl B MApAcCTEpPHAILHOM MPOEKLMU IO
KOPOTKOH OCH a0pThI, YTO MOXKET IIPEACTABIATH COOOM
OpTOrOHAJIBHBIN BUJ 3HAKa ITy3bIpbKa (puc. 1, B). Ilocne
BHU3yaJIM3allid OTXOXACHUS JIEBOM M NIPABOM KOpOHap-
HBIX apTepyil HaJ| IIIOCKOCTHIO A0PTAIBHOTO KiTaraHa B
rapacTepHaJIbLHON MPOEKIMU 10 KOPOTKOM OCH BBICKA-
3bIBAJIOCH MPEATNOIOKEHHE O PETPOAOPTAIBLHOM I0JIO-
JKEHUH Orn0Oaromieii BETBU.

CrarucTnyeckuii anaaus

CratucTU4ecKuil aHaau3 MPOBEACH B MPOTPAMMeE
StatTech 2.5.7 (OOO «Crartex», Poccus, 2020). IIpo-
BEpKa Ha HOPMAIIbHOCTh PACIIPE/ISIICHNUS BBITTOIHEHA C
nomouisro kpurepus Ilanupo — Yunka. [Ipu Hopmaib-
HOM pacIpe/elieHuN JaHHbIE OMNHMCaHa Kak CpeaHee
3HaYEeHNE CO CTaHJIAPTHBIM OTKJIOHeHHeM (M + SD) u
95% nosepurenbubIil wHTEpBaN (95% [JAN). llpn ot-
JUYHOM OT HOPMAIILHOTO PACIPEeIICHUN 3HAYCHHS
yKa3aHbI B BUjIe MeauaHbl (Me) ¢ HHTEpKBapTHIIbHBIM
pasmaxoM (Q1-Q3). KareropuansHbie JaHHBIC OMUCA-
HBI C YKa3aHHEM aOCONIOTHBIX 3HAYEHUH U MPOLEHT-
HBIX f051ei. CpaBHEHNE 3HaYE€HHUH 710 — ITOCJIE 110 KOJIH-
YECTBEHHOMY II0Ka3aTeN0, MMEIOIEMy HOpPMallbHOE
pacrpeniesieHne, Mpu yCIOBHH PAaBEHCTBA JTUCIIEPCHMA
BBITIOJIHEHO C MOMOIUIbI0 MapHOro t-kputepusi CTbio-
JIEHTa, TP OTIUYHOM OT HOPMAaJIbHOTO pacmpenese-
HUU — C TOMOILBIO KpUTEpUs YUIIKOKcoHA. CpaBHEHHE
MIPOIEHTHBIX 0 MPH aHaln3e MHOTOITOJIBHBIX Ta-
OJTUI] CONPSHKEHHOCTH OCYIIECTBIIEHO C IPUMEHEHUEM
kputepus x> [lupcona. 3a cTaTHCTHYECKH 3HAYMMOE
pasnudue ObUTO MPUHATO cuuTaTh p < 0,05.

Pe3syabrarsl

VY Beex pereit npu TTOxoKI™ u3 nsatuxamepHoit
anMKajJbHOM INPOEKLUUH BBIABIEH IPU3HAK Iepece-
YEHHOW aopThl B BUAE TPyOuaTroro M300pakeHUs Hal

Pucynok 1. TpancropakanabHas 3X0KapaHOrpaMMma, 0Ka3bIBaro-
mast mpu3Hak RAC (cTpernka) B anmuKagbHON 4-KaMepHOH IpoeK-
1uu (A), o KOPOTKOH OCH Ha ypOBHE aOpTaJIbHOTO KiiamnaHa (B),
B alMKaJIbHOW S-KamepHoit mpoekimu (C)

Ilpumeuanue: Ao — aopma; JIII — neoe npedcepoue, JDK —
neeswlil acenyoouex; Il — npasoe npeocepoue; IIDK — npaswiii
arcenyoouer; RAC — pempoaopmanvhas aHoOMAbHAsL KOPOHAPHAS
apmepusl.

Figure 1. Transthoracic echocardiogram showing the “RAC”
sign (arrow) in the apical 4-chamber projection (4), along
the short axis at the level of the aortic valve (B), in the apical
5-chamber projection (C).

Note: Ao — aorta; LA — left atrium; LV — left ventricle; RA —
right atrium; RAC — retroaortic anomalous coronary; RV — right
ventricle.

IJIOCKOCTBhIO MHUTpaibHOro knamaxa (puc. 1). Ilpu-
3HaK Bleb oOHapy>keH UMb y 2 MAIEHTOB BO BpeMsI
TTOxoKI. B mposenennn upecnuiieBomHoi IxoKI
HEe OBLIO HEOOXOMMMOCTH (ACTSIM BBITONHSIOT ITOJ
oOIieil aHecTe3ueii), MOCKOJIBKY aHOMAalbHOE OTXOXK-
JeHre orudaromei apTepun yxe ObUI0 OOHAPYKEHO C
nomoteio TTOxoKI. Ilokasarenu cucronnueckod u
JMUACTOINYECKON (PYHKIIMH JIEBOTO KETyI0YKa OBLIN B
HOpME y BCEX JIETEH, TaKXKe OTCYTCTBOBAIIN CEPhE3HBIC
KJIallaHHbIE HAapYIICHUS.

Jdns  moaTBepXkIeHHs — dXOKapAHoTpaduyecKux
MIPU3HAKOB 7 JETSM MPOBEJCHA KOPOHAPHAs KOMIIBIO-
TepHas ToMorpadusi — aHruorpadus. Y 5 mamueHToB
BBISIBJICHO a0eppaHTHOE MPONCXOXKICHNE OTHOAIOIIeH
BETBHU U3 MIPABOTO cHHYyca BanbcanbBbl aOPTHI OTACITH-
HBIM YCTBEM, Y 2 — OTXOX/ICHHE OTHOArOIIeH apTepun
OT TPOKCHMAJILHOTO CErMEHTa MpaBOd KOPOHAPHOM
apTepuH, 4TO TaKXe MOATBEPAMIIOCH 10 pe3ysbTaraM
TPEXMEPHON PEKOHCTPYKIIMM cep/ua. Y Bcex 7 maiu-
eHTOB 110 1aHHbIM KT BBISIBIIEH peTpoaopTaibHbIN X0/
orubaroreit BeTBU 0e3 IMPU3HAKOB CY)KEHHUS U C/IaBJie-
HUS apTepUH, YTOJ OTXOXKJICHHUS BO BCEX CIIydasx CO-
cTaBisi1 MeHee 45° (puc. 2).

Tpem nanueHTaM Tepes pajanodacTOTHON abnanu-
eif npoBesicHa KopoHaporpadus, JaHHbIE KOTOPO# Tak-
K€ TIOATBEPIUIIH TTOCTABIICHHBIA TUArHo3 (puc. 3).

Bceem netsm mipoBenena ctpecc-0xoKI ¢ dhmznye-

S T |

Pucynok 3. Koponaporpadust B mpoekmuu PAO, nemoHcTpH-
pyromas aHOMalIbHOE OTXOXJICHHE OTHOAOIIEH a0OpThI OT YCThs
MIPaBOi KOPOHAPHOM apTepun

Ilpumeuanue: Ao — aopma; Cx — oeubarowas apmepus; RCA —
npaeas KOpoOHApHAsL ApMepusl.

Figure 3. Coronary angiography in the RAO projection,
demonstrating an anomalous origin of the circumflex artery from
the mouth of the right coronary artery

Note: Ao — aorta; Cx — circumflex artery; RCA — right coronary
artery.

Pucynok 2. KommnblotepHast Tomorpadust — anruorpadusi, je-
MOHCTPHPYIOIIAsi PETPOAOPTAIBHEIN X0/] OTHOAaroMIelt apTepuu
Ilpumeuanue: Ao — aopma, Cx — ocubaiowas apmepus.

Figure 2. Computed tomography angiography, demonstrating a
retroaortic course of the circumflex artery

Note: Ao — aorta; Cx — circumflex artery.
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CKOM Harpy3Koil Ha TFOPU30HTAJIBHOM BEIO3PrOMETpe
Ha yNbTpa3ByKoBOM ammapare Vivid 9 cornacHo craH-
JapTHOM METOAMKE IPOBEICHHUS M HHTEPIpPETalNu.
HesxenarenbHble sIBICHUS NIPU NPOBEIECHUH TECTOB HE
peructpupoBasichk. Pesynbrar crpecc-OxoKI mo xpu-
TEPUIO HAPYIICHHON JIOKAJIbHOH COKPAaTUMOCTH OBbLI
oTpuIaTenbHbIi y Becex nanueHTos (100%).

Oo0cyxnenne

besycioBHO, pekoMeHIyeMbIM METOZOM JTHArHO-
CTUKH BPOXKJICHHBIX aHOMAJIMM KOPOHApPHBIX apTepuid
C BBICOKOW YYBCTBUTEIBHOCTBIO SIBISIETCS KOMITBIO-
TepHas Tomorpadus, B 4YaCTHOCTH MYJIBTUACTEKTOP-
Hasl KOMIBIOTEpHAsI ToMorpaduueckas anruorpadusi.
OpHako y JeTeil U MOAPOCTKOB aHOMAJIBHOE OTXOXK-
JIeHHe OTMOAaroIIell BETBH OT TPABOTO KOPOHAPHOTO
CHHyCa UMEET JOOPOKaYECTBEHHOE U OECCUMITTOMHOE
tedenue, a TTOxoKI npejcrasiser co0ol pyTUHHYIO,
MeHee JIOPOrYI0 U HEMHBA3UBHYIO METOIMKY, KOTOopas
MIPH MHTEPTIPETAINH OIBITHBIM CHEIIHATUCTOM MOXKET
MIPEOCTaBUTh JIOTIONHUTENBbHYI0 HWH()OPMAIHIO OT-
HOCHTEJIHFHO aHOMAJIMH M XOA€ KOPOHAPHBIX apTepuid
MpakTU4YeCcKu 0e3 modouHbIX 3hPeKToB.

Mpe1 noaTBepauian auarHo3 mo aanHeM TTOxoKIT
no npu3Haky RAC, KOTOpBIif UMEET BBICOKYIO CIEIH-
¢uanocts, gocturast 93,9% B OTHOM PETPOCIEKTUB-
HOM ucciefoBaHuu. OJHAKO TyBCTBUTEIHHOCTD TPH-
3Haka RAC Bce eme He 0YeHB BBICOKA. TecT Durmiepa
MPOIEMOHCTPUPOBAJT 3HAUUTENIBHYIO CBSI3b  MEXIY
npusHakoM RAC u Hanuuuem peTpoaopTaibHOR KOpo-
HapHO# aHomammu 1o nanebeM KT (p < 0,001) [15].
YeTKHX JaHHBIX O YYBCTBUTEIHHOCTH ¥ CIIEU(UIHO-
ctu pu3Haka Bleb He oOHapyxeHo.

Beewm 10 nanuenTam Oblia HEOHOKPATHO MPOBEICHA
TTOxoKI" B npyrux ydpexxaeHusx I. MOCKBBI, I1ie HU
pasy He ObLI MOCTABJICH AWArHO3 aHOMAJIBLHOTO OTXOX-
JICHUs1 OTHOArOIIeii BETBU OT MPAaBOTO KOPOHAPHOTO CH-
Hyca. Mbl nipe/irosiaraem, 4To NpUYrHa HU3KOU JTUarHo-
CTUYECKOW OLIEHKH 3aKIIOYaeTCsl B TOM, YTO PyTHHHAsS
axoKapauorpadus He BKIIIOYaeT KOPOHAPHOE KCCIeJoBa-
HHE B OOJIBILIMHCTBE MEAUIMHCKUX YupexaeHud. OqHo
W3 OCHOBHBIX 3HAYEHHI ATOTO UCCIIEIOBAHUS COCTOHT B
TOM, 9TOOBI TIOAYEPKHYTh, YTO B JIOTTOJTHEHUE K PYTHH-
HOM 3XoKapauorpadun JarbHenIIee BHUIMAHNE CIIEIyeT
VAEJSATH BBISIBJICHHUIO KOPOHAPHOH MaTOJIOTHH Y JETEH.

Oco0blif HHTEpEC MPEACTaBISET IPYIIIa MAIUEHTOB C
cunzpomoM Borbga — [apkuncona — Yaiira ¢ pacnosno-
YKEHUEM JIOTIOTHUTEIBHBIX ITyTeH CeNTaIBHOM 1 Iapacerl-
TaJBHOM JIoKamm3army. HecBoeBpeMeHHast nuneHTH(hKa-
IIUsI AHOMAJILHO PACIOJIOKECHHOM OrMOaroIiel apTepun

MOYKET OBITH OTTACHOW TPH XUPYPIrHIECKUX BMEIIATEITh-
cTBaX. AOJIAIMOHHBIN IEKTPOJT B 3TOM CITy4ae IMO3UIHO-
HUPYIOT B CHHYcax BaibcaiibBbl a0PTBI, Yallle BCETO B HE-
KOPOHApPHOM CHHYCE, YTO MOXKET COMPOBOXKIATHCS PAIOM
OCJIO)KHEHUI, TAKMX KaK aTpUOBEHTPUKYIISIpHAs OIoKaza
1 CI1a3M KOpOHApHBIX apTepuit [25-27].

Hetu ¢ BpoXKJIeHHOHN KJIallaHHOW MaTrosioruen aop-
Thl M comyTcTByromel aHomanueit KA Haxonmsarcs B
rpynrne pucka KOPOHAPHBIX OCIIOKHEHHH, MOCKOIBKY
MHOTHE M3 HUX SIBIITIOTCS IOTEHIIMALHBIMU KaH/IH/1a-
TaMU Ha XHUPypPruYecKoe BMEIIATeIhCTBO HA KIlanaHe/
KOpHE aopThl HAa NMPOTSHKEHUH Bcel xm3Hu. CrenoBa-
TCJIbHO, CBOCBPEMCHHBIC NUArHOCTUKa W IMMOCTaHOBKaA
JIMarHo3a aHOMaJbHOTO OTXOKICHHsI OTHOaroIIeH BeT-
BH OT IIPaBOI KOPOHAPHOI apTEPUN HMEIOT pellaroliee
3HA4YEeHUE JUIA TOHUMAaHUs MIPOCTPAHCTBEHHOTO B3au-
MOJCUCTBHS MEKIY PETpPOaopTalbHBEIM XonoM KA m
KJIaITaHOM/KOPHEM a0pTHI.

3akirouenue

B Hactosimiee Bpemsi TpaHCTOpakajbHas dXOKap-
nuorpadus SIBISIETCS CKPUHHMHIOBBIM, 3KOHOMHYE-
cKkU (P PEKTUBHBIM U HEHMHBA3UBHBIM HHCTPYMEHTOM,
KOTOPBIA UIPaeT *KU3HEHHO BaXXHYIO POJb B JTUArHO-
CTUKE aHOMAJIMH KOPOHApPHBIX apTepuil y AeTei. Bul-
COKoCTIeU(DUYHBIA 3XOKapaHOrpapuIecKHil MPU3HAK
RAC y gereii 10 cux mop ocraercs Hepaclo3HAHHBIM,
HE3aMEUYEHHBIM M HEBEPHO HHTEPIPETUPYEMBIM, UTO
TpeOyeT BKIIIOYCHHS UCCIIEIOBaHMSI KOPOHAPHBIX apTe-
pHii B IPOTOKOJ SXOKapAHOrpaduu.

Hecmotpss Ha TO 4tO y oOcnenyembIx neTed U
MOJPOCTKOB aHOMAaJIbHOE OTXOXKACHHE Orudaromeit
BETBU OT IPABOT0 KOPOHAPHOTO CHHYCAa HMMENO J0-
OpoKaueCTBEHHOE M OECCHMITOMHOE TEUeHHEe, YTO
MO/ATBEPKIACTCS JaHHBIMH 3apyOeKHON JTUTEPATyPBI,
MAIUEHTHI C paCIIMPEHHBIM KOPHEM aOPThI U OTXOXK/Ie-
HUEM Orubaroueldl apTepuy OT MPABOTO KOPOHAPHOTO
CHHYCa MO OCTPBIM YIJIOM JOJIKHBI HaXOAUTHCS MOA
HaOII0AEHUEM KapIuoiora AJisi CBOEBPEMEHHOM mpo-
(UIIAKTHKY CEePJICYHO-COCYIUCTBIX OCIIOKHEHUH.
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