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OcCHOBHBIE 10J10KCHUS
* B crarbe mpeacTaBiieH YHUKaJIbHBIN KIMHUYECKUH CIy4all HalMEHTKH, Y KOTOPOH BO B3pPOCIOM
BO3pacTe OOHapy:KeHa BPOXKACHHAs MaTojorus cepaua — cuapom biranga — Yaiita — [apnanga. s
KOPPEKLUH JaHHOTO IOPOKa OOJIBHOW CO37aH BHYTPUIIETOUHBIN ToHHENb (omepanus Takeuchi).

BpoxaeHHass aHoOMaus OTXOXIEHHUS JIEBOM KOPOHAPHOW apTepUM OT JIETOYHOU
aprepuu (cuaapoM branma — Yaiita — [apmanga) — penkasi, HO cepbe3Hasi maro-
Jorusi, TpeOyromas HeMeUIEHHOTO XHPYypru4ecKoro JiedeHus. Vcmonp3oBaHue
COBPEMEHHBIX METOJIOB JHATHOCTUKH (KaK HEMHBA3UBHBIX, TAK W MHBA3WBHBIX)
MIPHUBEJIO K TOMY, YTO KOJHYECTBO OIMCAHHBIX CIy4aeB OOHApPYKEHHUS TAHHOTO
CHH/IpOMA BO3POCIIO HE TOJIBKO B paHHEM JETCKOM, HO U BO B3POCJIOM BO3pacTe.
PerucTpanust KaxIoro KIMHUYECKOTO CIy4Yas, TOI00p ONTUMAIbHBIX METOIO0B
JIeYEHUsI TIO3BOJIAT PACIIMPUTH 3HAHUS O JAHHOW IMAaTOJIOTMU U CHU3UTH BBICOKUN
pHUCK NeTanbHOCTH. B crarhe ommcaH citydail BBISBICHHS JTAHHOTO CHHApPOMA Yy
B3POCIION MAaIMEeHTKH, KOTOPBIA UTUTEIHHOE BPEMsI OCTABAJICS HEIMArHOCTHPO-
BaHHBIM M IIPOTEKaN IMOJ «MACKO» CUMITOMOB XPOHUYECKON CEpAeUHON HEIO-
crarouyHocTd. [IpoBenena xupyprudeckas KOPpEeKIus MOPOKa C MOMOIIBIO0 CO3-
JIlaHWsI BHYTPUJIETOYHOTO TOHHENs (omeparmst Takeuchi), uTo siBiisieTcsi KpaiiHe
PEIKUM y MAlMEHTOB JAHHOM BO3PACTHOU KaTerOpHH.

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

B3spocneiii Tun cunapoma bnanna — Yaiita — ['apnanga ¢ Onepauust Takeuchi ¢
AHOMamus KOpOHAPHBIX apTepuil
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Highlights
* The paper presents a unique clinical case of patient with congenital heart defect known as Bland-
White-Garland syndrome diagnosed in the adulthood. Takeuchi repair (creation an intrapulmonary
tunnel) was carried out to treat this defect.
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An anomalous origin of the left coronary artery from the pulmonary artery (Bland-
White-Garland syndrome) is an uncommon but severe pathology that requires
immediate surgical treatment. The use of modern diagnostic methods (both
non-invasive and invasive) has resulted in higher prevalence of this syndrome,
diagnosed not only in an early childhood, but also in adulthood. Recording each

Background
of this pathology and reduce

medical case and choosing an optimal treatment strategy will increase knowledge

the high risk of mortality. The paper presents a

clinical case of this syndrome in an adult patient who had remained undiagnosed
for a long time as the syndrome was masked under the clinical features of chronic
heart failure. Takeuchi repair (creation an intrapulmonary tunnel) was carried out
to treat this extremely rare defect for a patient of this age group.
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Cnucok cokpaieHui

JIA' — nerounas aprepus
JIKA — neBas KopoHapHas apTepus
[IKA — mnpaBas kopoHapHas apTepus

OKT'

CbYT' — Cungpom brnanna — Yaiira — [apnanga

— OJJICKTpOKapaAuorpaMmma

Beenenne

Cunzppom bnanga — Vaiita — I'apnanga (CBYT;
(B aHIIOSA3BIYHON JHTEpaType HCIOJIB3YIOT TEPMHUH
ALCAPA —anomalous left coronary artery arising from
the pulmonary artery) — BpoXIICHHBIH TTOPOK cepaua, B
OCHOBE KOTOPOTO JIEXKUT aHOMAJIbHOE OTXOXKIECHHE JIe-
Boii kopoHapHoii aprepuu (JIKA) ot nerounoii apre-
pun (JIA), a He OT aopTajbHOrO cuHyca BajbcaibBbl.
Bospocmmii B nmocneaHee Bpemsl MHTEpPEC K JAHHOU
npoOiieMe MOXKET OBITh CBSI3aH C yJIy4ILIEeHHEM MOHH-
MaHHs KIMHUYECKON KapTHHBI, JUAaTHOCTHKH TaHHOTO
MOPOKa, a TAaKKe YBEIMUEHHEM BO3MOXKHOCTHU 3 eK-
TUBHOT'O XUPYPIrUYECKOro JEUEHHs] — C MUHUMAJIbHbI-
MU MOCIEICTBUSAMH JUIsl TAllUEHTA.

IlepBoe KIMHMYECKOE ONMCAHWE JAHHOTO TOpPOKa
npuHayiekut H. Brooks (1886 r). Iloznaee M. Abbot
(1908 r.) m3nokun ciryvaii orxoxneruns JIKA ot nerouno-
ro cTtBona y 60-1eTHel skeHIMHBL. Poccuiicknil ydeHsIit
AWM. AGpuxocoB BriepBble 00Hapy:xui 1 onmcain CbYT y
S-mecsanoro pebenka B 1911 . B 1933 . amepukanckue
kapauonoru E. Bland, P. White u J. Garland npencra-
BWJIM CBUJIETEJIBCTBA CITy4asl BBIPAKEHHOIO YXY/IICHHS
COCTOSIHUSI MJIQJICHIIA ITPU KOPMJIEHNH, KOTOPOE CBSA3aIN
C OCTpO KOPOHAPHOH HEAOCTATOUHOCTBIO, & TAKIKE yCTa-
HOBHJIM 3JIEKTpOKaparorpaduueckre mposBICHUs! 1aTo-
JIOTUH, KOTOpPasi BIIOCJIEACTBUY Ha3BaHa NX UMeHamH [1].

PacnipocTpaHeHHOCTh aHOMaJINH OTXOXKIEHHS KO-
poHapHbIX aprepuit oT JIA coctasnser 1% obuieii mo-
nymsiund. Hapsany ¢ knaccnueckum ChYT cymecty-
10T BapHaHTBI MAaTOJOTUYECKOTO OTXOXAEHUS NMpaBon
kopoHapao#i aprepun (I1IKA), o6enx KopoHApHBIX ap-
Tepui, a Takxe ux Berseil. [Ipu atom CBYT sBasercs
HanboJIee YacToO BCTPEUYaeMbIM BapUAaHTOM JaHHOH Ia-
tosoruu (90% Bcex aHOMalii KOpPOHAPHBIX apTepuil U
0,25-0,45% Bcex BpOXACHHBIX TIOPOKOB cepama) [2].

[IpuynHa BO3HUKHOBEHMS JAHHOTO CHHAPOMA BO Bpe-
Ms 3aKJIaJIKH OPTaHOB CUCTEMBI KPOBOOOPAICHUS 10
CHUX TOp OCTaeTCsl HEBBIICHEHHOH. BrIsBIsieMoCTh
nmanHou matoyiornu coctaBisieT 1 u3 300 TBIC. JKHBO-
POKICHHBIX [2] ¥ IpeaCcTaBiIsieT OCHOBHOU MpaKTUye-
CKHMI MHTepec, Tak Kak anoMaianu orxoknaenus [TKA
4acTo MPOTEKAIOT OECCHMIITOMHO, OTCYTCTBYIOT IMPH-
3HAKU UIIEMUH Ha IEKTPOKAPAUOTPAMME.

Beiensitor fBa TMIIA JaHHOM MATONOTHU — «WH(aH-
TWIBHBID (C MaJIBIM YHCJIOM KOJUIaTepaliei) H «B3pOC-
TIBIED (OOITBIIIOE YHCITO KoJLIaTepasieil, 00eCIIeunBAIOIIAX
JUTUTEIILHOE OSCCUMITTOMHOE MJIH MAJIOCUMITTOMHOE Te-
yenue) [2]. bonee 90% nereit co CBYT He noxuBarot 10
KOHIIa TmiepBoro roxa ku3Hu [3]. [Ipu 3ToM HEKoTOphIE
ABTOPBI MOJNATAIOT, YTO YACTOTa BCTPEUACMOCTH JaHHOU
MATOJIOTUY 3HAYUTENFHO BBIIIC, U KIMEHHO OHA JICKUT B
OCHOBE Pa3BUTHUs BHE3AIHOW CMEPTH y MIaJeHLEB [4].
YV B3pOCHBbIX JaHHBINA TOPOK BCTPEYAETCs KpaiHe PEAKO:
Tak, B 2011 ©. J.M. Yau u xosutern HaunHas ¢ 1908 1. Ha-
LIUTM ONMcaHue Beero 115 ciryuaeB ykazaHHON aHOMaNy,
Cpelu KOTOPBIX TONBKO 64% OONBHBIX MMOABEPIIIUCH XH-
PYprHYecKol KOpPEKIMU MOPOKa; IPU ITOM Tpeoodaa-
JIM TIALIMEHTHI KEHCKOro mojna. Bo B3pocioM Bo3pacte y
JIAHHBIX OOJIBHBIX BO3HUKAIOT HMIIIEMHSI MHOKAp/a, CUM-
[ITOMBI MUTPATLHOMN perypruTaiyu, TMCQyHKIUS JIEBOTO
JKeTyAouKa, TPOrpeccupyromas cepedHasl HeJ0CTaTou-
HOCTb, CTETIICHb BBIPAYKCHHOCTU KOTOPBIX 3aBUCUT OT CH-
CTEMBI Pa3BUTHUS KoJuIarepaiei [5].

Ve 6onee 50 et Xupypruueckuii oaxo/] OCTaeT-
Csl €IMHCTBEHHBIM METOJIOM JICUCHUS TAaHHOM MaTojo-
TUU HEMOCPEICTBEHHO IMOCJE YCTAHOBICHUS JUATHO-
3a. HecMoTps Ha paznuune croco00B XUPYprudecKom
KOPPEKIINH, BCE OHU NMPECIEAYIOT EAUHYIO 1IeJb — CO-
3/1aTh aJeKBaTHOE KPOBOCHAOXKEHUE MHUOKap/a B Oac-
ceitne JIKA [6]. Xupypruueckoe JieueHUE OOJBHBIX
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CBVYT 3akmrouaercst B GOpMUPOBAHUM JBYX Pa3IEIbHBIX
KOPOHAPHBIX CHUCTEM M CO3[aHHHM aHACTOMO3a MEXTY
TeBo moaKmounyHo aprepueit u JIKA 6o B murupo-
BaHUM ycThs JIKA [7] ¢ moceayronmmM MaMMapHO- HITH
AopTOKOpOHapHBIM LIyHTHpoBaHueM JIKA. PaznenbHble
KOpOHapHbIe CUCTEMbI (POPMHPYIOT 32 CUET IepeMelie-
st yerba JIKA B aopty wimm mytem (hOpMHUpOBaHUS
BHYTpUJIETO4HOTO TOHHENs (omeparms Takeuchi) [7],
YTO BOSMOYKHO BHE 3aBUCHMOCTH OT PACCTOSHUS MEXIY
A0PTO U yCTheM KOpOHapHOU apTepud [8, 9].

B nanHoii crarbe mpencTaBlieH Cilydail yCIIEUIHOIO
XUPYPrUueCcKoro JICYEHHs MALMEHTKH CO «B3POCIIBIMY
tuniom CBYT, kotopoii BeinonHena oneparus Takeuchi.

[TanmenTka noanucana UHPOPMHUPOBAHHOE COTIIA-
CHe Ha ITyOJIMKALUIO CITydasl.

Onucanue ciaydas

bonpnas M., 46 net, noctynuna B ®I'BY «HMUIL]
uM. B.A. AnmazoBa» Munznpasa Poccun st maHo-
BOH WMIUTAHTAIUN KapauoBeprepa-nedudpumiaropa
C KapJIMOPECUHXPOHU3UPYIOIIEH Tepanuen ¢ npeBa-
PUTEITHHBIM BBITIONTHEHHEM KopoHaporpaduu. [Ipu mo-
CTYIUICHUH MAIlMEHTKA KaJloBajlach Ha OBICTPYIO yTOM-
JI€MOCTb, 3HAUNTEJIbHOE CHIYKEHHE TOJIEPAHTHOCTH K
¢u3nueckoll Harpyske, HaJIMYUe OTEKOB, MOSBICHHE
OIBIIIKH. VI3 aHaMHE3a M3BECTHO, YTO MEPBBIE KAJO-
OBl MTOSBMIIHCH 6 JIET Ha3aJ, MO MOBOAY Yero OONbHas
TOCIIUTAIM3UPOBAHA B KapIMOJIOTHIECKOE OTACIICHHUE
10 MECTy JKHUTeNbCTBa. [locie Tepanuu HaOIIOAAIOCH
3HAUUTEJIbHOE YIYUIIeHHE COCTOSIHMA. YXYHILIeHHe
CaMOYYBCTBHUS CBA3BIBAET C MEPEHECEHHON HaKaHyHE
OCTPOH PECITUPATOPHOI BUPYCHOW HHPEKITHEH.

PesynpraTel m1a0OpaTOPHBIX METOMOB HCCIEI0BA-
HUSI: OOLIMIA aHAJIM3 KPOBU, OMOXMMHYECKUE TOKa3a-
TEJIM KPOBH — B Ipeesiax (PU3HOIOTHUECKONH HOPMBI.
[Tpu mpoBeneHUN AIEKTPOKAPIAUOTPAMMBI 0OHApYKe-
HBl CHHYCOBAas TaxXWKapJus, MPU3HAKU THIEPTPOGUH
JIEBOTO JKETYJI09KA 1 JIEBOTO TIPEICePAns, TOJTHas Oo-
KaJa JeBoil HoxkkM myuka [uca. Ilo pesynbraTtam xoun-
TEPOBCKOTO MOHHUTOPUPOBAHUSI 3JIEKTPOKapAHOrpam-
MBI OTMEYEHBI CHHYCOBBIH PUTM € YacToTod 66—112
yIapoB B MUHYTY, TIOJTHAs OJIOKa/Ia JIeBOH HOXKKH Tyd-
ka [muca. [Ipu npoBeaeHnn sxoKkapAHOrpaduu BEHISB-
JIeHBl YMEeHbIIIeHne Gpakiuu Beiopoca mo CUMIICOHY
33%, mwmaranus BCEX OTHIETIOB cepila, Pe3Koe CHHU-
JKEHUE COKpATUTENLHOM CIOCOOHOCTH MHOKapnaa Ha
¢doHE IUPKYIAPHOTO THITOKWHE3a, MUTpPaJIbHAs HEI0-
CTaTOYHOCTH 3-11 cTeneHwu, Jerounas runeprensus. [1a-
IIUEHTKE BBIITOJIHEHA KOPOHAPOAHTHOTpa(us: TUI KPO-
BocHaOxeHus npasklif; cTBod JIKA oTxoaut ot cTBoa
JIA; mepudepus JIKA 3amomusieTcss peTporpamHo u3
bacceiina [1KA; IIKA oTXOAUT TUIIUYHO OT MPaBOTO
CHHYCa, MPOCBET ee pacHimpeH; (puxcupyercs cOpoc
KOHTpAcTHOTO BemecTBa B cuctemy JIA [10]. B cBsi3u
¢ 0OHapyXeHHBIMH U3MEHEHUSMHU OOJNBHOM MPOBeIeHa
MYJIBTUCTIPAIbHAA KOMIBIOTEpHAs ToMorpadusi-aH-
ruorpadus: JIKA oTxoguT OT JIeBOW CTEHKH CTBOJIA

JIA na paccTosiHuM OKOJIO 5 MM Han kjanaHoM JIA,
MPOXOAUT MEX]Y MPaBbIM IMPEICEPAUEM U YIIKOM Je-
BOTO MPEJCepIusi, CPEAHEr0 KaarOpa B 00IacTH yCThs
1o 6,8 MM, IpoTsKeHHOCTHIO 12 MMm; TIKA oTxomut ot
MPaBOTO KOPOHAPHOTO CHHYCA, TUITMYHO PACTIONOXKE-
Ha, Kaauopom 110 9,2 MM (pucyrox). 3aKTIOUATETHHBINA
JIMarHo3: «BpokaeHHbI mopok cepaua: CBYI. He-
JIOCTAaTOYHOCTh MUTPAJIBHOTO KjamaHa 2-i CTEMEHH.
[Tonnas Grmoxana neBoi HOXKM Iyuka ['mca. XpoHu-
yeckasi cepaeuHasi HemoctarodyHocTh 1A cramgwmm, 111
(hysxmmoHanbHEIH Kiacce mo NYHA».

YuuThiBasi BBIIIECKA3aHHOE, I0OCIE KOHCWIMyMa
MIPUHSTO PElIeHHe O BRIMOTHEeHnHU oneparuu Takeuchi.
JlaHHYI0 TEXHHKY HauOoJiee 4acTO MPUMEHSIOT IMpH
oneparuBHoM JeueHuu CBYID y nereit. Ilpu nuarno-
CTHUKE «B3POCJIOTO» THUIIA, KaK MPaBUJIO, BHITIOTHSIOT
murupoBanue ycrhsa JIKA ¢ ganbHEHITUM aopTo- WIIH
MaMMapHOKOPOHApHBIM IyHTHpoBaHueM JIKA.

[NarmmenTke mpoBenena omeparws Takeuchi. Ha
YPOBHE CHUHOTYOYJISIPDHOTO COCIMHEHUS, OJIKE K KO-
MUCCYpE MEX]ly JEBOM M NEpeAHEN CTBOPKaMM KJjlara-
Ha JIA, onpenencHo ycthe JIKA. U3 mepennei cTeHKH
ctBoja JIA copMupoBaH MOMEPEUHBIN JTOCKYT IITHPH-
HOIA 12 MM OT JIeBOI OOKOBOI! MOBEPXHOCTH JI0 KOHTAK-
Ta ¢ aopToi. B 0CHOBaHMU JIOCKYTa y MeCTa KOHTAKTa
aoptel 1 JIA chOpMHUPOBAHO CKBO3HOE OTBEPCTHE U3
aoptel B JIA nuamerpoM NpHOTM3HUTENHLHO 7 MM U 00-
ITUTO OOBUBHBIM IIBOM Prolene 6/0 myist repMeTH3aITm.
JlockyT ynoxeH o 3ajHei ctenke crBosia JIA u no kpa-
siM 00T 0OBUBHBIM IBoM Prolene 5/0 no yctbs JIKA,
YTO TEM CaMbIM TIO3BOJIWIO CPOPMUPOBATH TOHHENb U3
aoptel Kk JIKA. B obGpazoBaBimiics nedekt nepeanei
crerku JIA BmmTa 3aruiara pasmepoM 3 X 4 ¢M U3 Kce-
Homepukapaa. [locie omepanyy marenTka BBITUCaHA
Ha 6-11 IEHb B yAOBJIETBOPUTEIBHOM COCTOSIHUH, OCIIOXK-
HEHUH B MOCJIEONEPAIIOHHOM EPUOJIE HE OTMEUEHO.

Tpynnoctu nuarnoctuku CBYI cBsi3aHbl B IepByrO
o4epens ¢ TeM, YTO JaHHAS MATOJIOTHS UCKITIOUUTEITHHO
penkasi, a ee KITMHIYEeCKast KapTUHA CKPBIBACTCS IO «Ma-
CKaMI» JPYTHX 3a00JI€BaHMIA C SBICHUSIMH CEpIEUHON
HEAO0CTAaTOYHOCTH. Ha OCHOBaHMU BBILIEU3I0KEHHOTO

Bocxoasawumn otaen aopthbi /
Ascending aorta

JNeroyHbiv ctBon /
Pulmonary trunk

MNKA /RCA NKA / LCA

MynbTHCIIHpantbHas KOMIBIOTEpHAs: TOMOrpadusI-aHTH-
orpadusi OpraHoOB IPYAHOM KIETKH JI0 OTEPaIin
Preoperative chest MSCT
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O0COOCHHOE 3HAYCHHE MPHOOPETAIOT METOABI TUATHO-
CTHKH, TO3BOJISIIONINE BEPHO BEPU(PHUIIMPOBATH OIIH-
CaHHBIM BpPOXKAEHHBIM MOPOK cep/la, — B JIaHHOM
Cllydae «30JI0TbIM CTaHAAPTOMY SIBJISIIOTCS KOPOHAPO-
aHTrorpadgus M MYIBTHCIHAPAIbHAS KOMITBIOTEPHAS
tomorpadusi-anruorpadus [11, 12]. Onnako >TH Hc-
CJIEJIOBaHUsI KpaliHE PEIKO MPOBOISAT OOJBHBIM MOJIO-
JIOTO BO3pAcTa, YTO CBSI3aHO KaK C OTCYTCTBUEM UYETKO
c(hopMyTMPOBAHHBIX [TOKA3aHUH, TAK U MAJIOH JOCTYII-
HOCTBIO METOJIOB B Psijie CTallMOHAapOB. beccnopHo, He-
3aMEJIMTENBHO Noce BbIsiBICHUS Y nanueHta CbYT
HEOOXOJMMBIM W E€IMHCTBEHHBIM TIOJXOIOM CIYXKHT
paauKaIbHOE XUPYPIUUECKOE JICUCHUE AaHOMATHH.
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