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CuHgpom bnanpa-Yanta-lapnanga (CBYT) — peakasi, ¢ BbICOKMM PUCKOM NETanbHOro UCXo4a B MraJeHYeckoM BO3pacTe U BHE3arHow cmep-
TN B3POCIIbIX, aHOManus OTXOXAEHWUS neBorn kopoHapHoi aptepun (JIKA) ot nerovHon aptepum (J1A) (ALCAPA — anomalous left coronary artery
arising from the pulmonary artery). B 85-90% cny4yaeB getu 6e3 pagukanbHOro onepaTvBHOIO NIEYEHUst He AOXKMBAIOT A0 roaa. B Hawem knuHu-
YeckoM crnyyae y naumeHTkn 36 net 3abonesaHne 0eGHOTUPOBANO PELMOVBUPYOLLMMU KENYA0HKOBbIMU apuTMUsMU. BusyanuampyoLwime metoasl
[OMarHoCTUKU BbISIBUMKW Y MauUMeHTKU, kpome natonorum JIKA, nHanemayanbHble aHaToMuyeckne 0CO6EHHOCTM KOPOHapHOro pycna, koTopble obe-
cnevvBany agekBaTHyto nepdysnio M1uokapaa v noaaepxuBanu 4OCTaTOuHbIA MUOKapAananbHblin peseps. MNauueHtke B ®LICCX r. XabapoBcka
Oblna BbINOMHEHa coveTaHHas onepauusi: npotesuposaHue cteona JIKA cocyaucteiM npotesom «Vascutek PTFE» Ne6. Mnactuka neroyHoro
cteona (JIC) 3annaton u3 aytonepvkapga. lnactuka mutpansHoro knanaHa (MK) Ha onopHoM konbue «MeglHx» Ne28. NocneonepaunoHHbIn
nepwop npotekan 6e3 ocnoxHeHuin. Cpok AuHammuyeckoro HabnoaeHus coctaBun 22 mec. B HacTosiLee BpeMsi nauneHTka B yAOBNETBOPUTENb-
HOM COCTOSIHWM, TPYAOCNOCOoGHa.

KnioueBble cnoBa: cuHapom bnanga-Yainta-Mapnanaa, aHoManusi oTXoXaeHUs: neBoi kopoHapHon aptepumn, ALCAPA.

Bland-White-Garland syndrome (SBUG) is a rare, high—risk fatal outcome in infancy and sudden death in adults, an anomaly of the divergence
of the left coronary artery (LCA) from the pulmonary artery (PA) (ALCAPA - abnormal left coronary artery arising from the pulmonary artery). In 85-
90% of cases, children without radical surgical treatment do not live up to a year. In our clinical case, in a 36-year-old patient, the disease debuted
with recurrent ventricular arrhythmias, Imaging diagnostic methods coronary angiography, spiral computed tomography, magnetic resonance imag-
ing of the heart revealed in the patient, in addition to the pathology of the LCA, individual anatomical features of the coronary bed, which provided
adequate myocardial perfusion and maintained sufficient myocardial reserve. A combined operation was performed on a patient at the "Federal
Center for Cardiovascular Surgery" of Khabarovsk: prosthetics of the LCA trunk with a vascular prosthesis "Vascutek PTFE" Ne 6. Plastic surgery
of the pulmonary trunk (PT) with a patch from the autopericardium. Mitral valve repair (MV) on the "MedInj" support ring Ne 28. The postoperative
period was uneventful. The period of dynamic observation was 22 months. Currently, the patient is in a satisfactory condition and is able to work.
Given the different clinical variants of SBUG, specialists providing primary health care - district pediatricians, internists, cardiologists - should be
wary of this rare but life-threatening congenital malformation.

Keywords: Bland-White-Garland syndrome, anomaly of the left coronary artery, ALCAPA.
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BBepeHue. CvHgpom bnanga-Yarita-
lapnarnga (CBYT) — pegkas BpoxaeHHas
naTtornorus cepgua, npy KOTOpow nesasi
KopoHapHas aptepua (JIKA) otxoguT He
OT IEBOr0 KOPOHApPHOro CUHyca, a oT
ctBona neroyHown aptepum (JIA) (ALCAPA
— anomalous left coronary artery arising
from the pulmonary artery). CBYT vawe
HabrogaeTcs y nNauMeHTOB KEHCKOro
nona, KoTopble NornbatT B paHHEM Mria-
[EeHYeCcKoM BO3pacTe unmM BO B3POCIIOM
nepuope ot BHesanHou cmeptn [3]. B
1886 r. H. St. J. Brooks coenan nepsoe
onucaHvne BpoxaeHHon aHomanun J1KA,
3ateM A.M. AGpukocoB, ocHoBaTemnb pPoc-
CUACKOW M COBETCKOM LLKOSIbI MaTonoru-
yeckon aHatomun, B 1911 1. Bnepsble Ha
ayToncum y 5-mecsavHoro pebéHka obHa-
PY>XUIT M onucarn AaHHY natonoruto [6].
Oanee B 1933 . E. Bland, P.D. White n
J. Garland npegcraBunu KnuHWYeckne m
OKI-npmsHaku gaHHoro nopoka [8].

dakTopbl prcka 1 NPUYnHbLI HOPMUPO-
BaHWSA y Nnoga 3TOW BPOXAEHHOW aHo-
ManuuM Ao cux nop AuckytabenbHsbl. 1o
faHHbeiM J1LA. Bokepus, yactota BpoOX-
[EHHbIX aHOManuin KOPOHapHbLIX apTepuin

(KA) cocrtaBnser 1,3% cpeou nauueH-
TOB, MpOLIEAWMX KOpPOHapoaHrmorpa-
duto (KAIN). Ha gonto CBYT npuxoautcs
0,25-0,5% ot Bcex aHomanun [1].

BcTpevatotcs 4 BapuaHTa 9TOM aHo-
mManuu, korga ot JIA MOryT OTXOAUTb
JIKA, npaBas KopoHapHas apTepus
(MKA), ogHoBpemeHHo JIKA u MKA wnu
pobaBoyHas KopoHapHasa aptepusa. B
3aBMCUMOCTM OT BapuaHTa pa3BUBaETCS
noBpexaeHne TeX CErMEHTOB MM1oKapaa,
K KOTOPbIM AOCTaBMSIETCSH HEOKCUIEHNPO-
BaHHasi kpoBb. CBYI npoxoguT B cBOEM
pa3BMTM 3 OCHOBHblE NaToU3Monoru-
yeckune asbl: Ha 1-i base B NnpeHaTarnb-
HOM MepuoAe BbICOKOe AaeneHue B JIA
obecneunBaeT agekBaTHbI KPOBOTOK B
JIKA; 2-9 ¢pasa — KpuTuyeckas, ceasaHa
¢ nageHvem gaeneHus B JIA n passutu-
eM MEXKOPOHapHbIX aHacTomo30B; 3-A
(hasa xapakTepusyeTcsl BbICOKMM CUCTO-
nunyeckmnm gaenexvem B NKA, 4em B aHo-
ManbHon JIKA [4].

KnuHunyeckaa kaptvHa 3aBuUCUT OT
Tvna CBYT. «HbaHTUAbHbIA» TUM NpPo-
TEeKaeT CO «CTEeHOKapauen KOPMITEHUSI»
C nosiBneHnem y pebeHka BHe3anHoro



OecnokoncTBa, TaxmnHoa, Kawns, énea-
HOCTK, akpoumaHosa. [NpucTynbl Takke
MOryT NPOBOLMPOBATLCA MradveM, [Ae-
ekaumen. Hapactawwee yxyglweHue
MUOKapaManbHOro KpoBoToka y pebeHka
NpuMBOOANT K HEecTabunbHOW CTeHoKap-
Anmn n nHdapkty myuokapga (MM). Mocne
nepeHeceHHoro VIM pasBuBaeTtcsa uie-
Mudeckas kapavomwuonatus. B 85-90%
cnyyaeB aeTu 6e3 pagukansHoro onepa-
TUBHOTO JIE4YEHNS He JOXMBaT A0 roga
[9]. Ecnu npoxoguT 3TOT onmacHbI Ans
XW3HM pebeHka nepuod, TO MOXET Ha-
CTynuTb cTabunmsauusa coctosHus. Mpu
«B3pocnom» Tune CBYI Hepegko BO3-
HWKaeT BHe3anHas cepaevHasi CMepTb,
Yyacto 6e3 npeaLecTBYOLMX NPU3HAKOB
cepaeyvHo HeLOCTaTOYHOCTW.

MpencraBnsiem Hawe KIMHUYECKOE
HabntogeHne CBYT y naumeHTkM morno-
faoro Bogpacra. NauneHTka aana nHdop-
MWpPOBaHHOE cornacue Ha nybnukauuo
nctopun 6onesHu.

KnuHunuyeckoe HabnwogeHue. [lauu-
eHTka C., 36 ner, B ceHTA6pe 2022 . 6bina
3KCTpeHHo poctaerieHa CMI1 B Pecny-
ONMKaHCKUIA KapAuo-COCYAUCTbIA LEHTP
(PKCLU). N3 aHamHe3a GonesHu Bbisic-
HEHO, YTO HOYbIO MYX ODHaPYXUN XeHy
0e3 CO3HaHUS C XpUNAWMUM OblXaHUEM.
Cpasy, BbizBaB CMI1, Hayan npoBoauTb
HenpsMon Maccax cepgua. Ha JKI 3a-
permctpypoBaHa GUOpPUNNAUMSa xeny-
Ao4koB (PXK). BeinonHeHbl cepaeyHo-ne-
royHas peaHumauums, gecdunbpunnaums,
nHTybauns Tpaxen. Co crnos matepu, o
3 net Gecnokounu 4Yactble MNpUCTYMbI:
CvHenu rybbl, Nepuoguyeckn «ocTaHaB-
nuBanocb» cepgue. bbina HanpaeneHa
B HMWUL, wm. ak. E.H. MewankuHa (r.
HoBocubupck), roe 6bina gMarHoOCTUpoO-
BaHa gunartauuoHHasi Kapauomuonatus
(OKMI), HegocTaTOYHOCTb MUTPArbHOIO
knanaHa (MK) 2 cT. 1 pekomeHgoBaHa
nepecagka cepgua. Ho ¢ atoro BpemeHun
0o 16 net npucTynbl 6ecnokounu pegko.
MauneHTka 3amyxem. 1 6epeMeHHOCTb,
KOTOpas 3akoH4YMnacb pogamu Yyepes Ke-
capeBo ceveHune B Bo3pacTte 23 feT.

MauneHTke aKCTPeHHO Obina BbINON-
HeHa KAl TMn kpoBocHabXeHust npaso-
BeHe4yHbIh. CTBon JIKA B TMNMYHOM Me-
cTe He Bu3yanuaupyetcd. NKA npoxoau-
Ma, rMnepTpodupoBaHa, B AMameTpe A0
6,5 MM, 6e3 NPU3HaKoB CTEHO3MPOBAHNSI.
OTme4vaeTcs KOHTpacTMpoBaHue nepen-
Hel mexokenynoykosor BeTsu (MMVIXKB) n
ormbarowen seten (OB) 3a cuer mexcu-
CTEMHbIX NEPETOKOB U cOpPOC KOHTpAcCT-
Horo BelecTBa u3 cteona JIKA B J1A.

Mo gaHHbiM TT 3xoKI: PacwwupeHne
nonoctu nesoro >xenygodka (JIXK): KOP
6,4 cm, KCP 4,9 cm. KOO 102 mn, KCO 52
M, YO 50 mn. MK: cTBOPKM YNNOTHEHbI,
peryprutaums 3 cT. [MnokMHes nepeaHen,

nepeaHeboKoBOW,  NepenHe-neperopo-
[OYHOW CTEHOK B Oa3anbHOM U cpefHeMm
cermeHTax. ®pakuus Beibpoca (PB) 48%
(no CumncoHy).

Ha 8-e cytkm naumeHTka notepsana
CO3HaHWe, HavaTbl peaHVMaUNOHHbIE
meponpuaTusa. Ha KT - XK, 6bina npo-
BefeHa Aedunbpunnsaums ¢ BOCCTaHOB-
NIEHWEM CUHYCOBOrO puTMa. Y4uTbIBas
anu3oabl bpagukapguu, 6bin UMMANAHTK-
poBaH BPEMEHHbIN 3HAOKapAnanbHbIA
ctumynsaTop (BOKC).

[ins onpeneneHnss aHaTOMUYECKOro U
PYHKUMOHANBbHOTO COCTOSHUSI KOpOHap-
HOro pycna Obina npoBegeHa cnvpanb-
Hasi komnbloTepHas Tomorpacus (CKT)
cepaua B aHMMOpPEXMME C KOHTPacTUpO-
BaHueM: yBenuyeHue pasmepos [0, JIT1,
JOK. CtBon 1A 2,9 cm, npaBasi J1A 1,9 cwm,
nesas JIA 1,8 cm. JIK: KOO 188,89 mn,
KCO 89,5 mn, YO 99,38 mn. MMnokuHes B
nepegHe-BepxyLueyHom (13), BepxyLuey-
Ho-neperopogoyHom (14), 6GasanbHoMm

HWKHe-6okoBoM (15) cermeHTax. mno-
nepdysua B cpegHem nepeaHem (7),
nepegHe-BepxyLlueyHoM (13) cermeHTax.
[MpaBoBEHEYHbIN TN KPOBOCHaGXeHUS.
OT npaBoro KOPOHapHOIO CUHYCa OTXO-
oat 2 aptepun: NMKA v gononHutensHas
n3BUTasi BETBb MO MNepedHEen CTEHKe.

e YW

Cton JIKA otxogut ot JIA. OT Hee oOT-
xoaat 3 Betsu: NMMXKB, MNB 1 OB. Ot OB
OTXOOWT BETOYKa B FEBbI KOPOHaPHbIA
cuHyc. KopoHapHble apTepuu runepTpo-
dvpoBaHbl, UMEKT usBUToN xod, 6e3
NPU3HaKOB CTEHO3MPOBaHUS. BkntoueHui
Kanbumsa He oTMevaeTcs. Mimetotcs men-
Kne KonnareparbHble COCyAbl OT HUCXO-
asuien aoptbl (puc.1).

C uenblo OLEHKN TSPKECTU UlleMuye-
CKOro MoBpeXJeHUsi MMokapaa, knanaH-
HbIX CTPYKTYp, reMoANHaMNYECKNX NOKa-
3aTenen 6bina nposegeHa MPT cepaua:
ymepeHHoe paclmpeHne J1IM, K v 1.
30Ha rvnoknHe3da B obnactu 7 cermen-
Ta. PB 39%; YO 66,8 mn; CB 5,5 n/muH;
KOO 172,6 mn; KCO 105,6 mn. MNpwu nep-
dy31MOHHOM MCCNeAOBaHUM 30H MaTomno-
rMYeckoro OTCTaBaHus He BbisiBreHo. Ha
OTCPOYEHHbIX CKaHax Mocrne BBeAEeHMS
KOHTpacTa Habrnogaercs ero Hakomnne-
HMe B obractu cpegHero mnepeaHero
cermeHTa (7) pasmepamu 0,8-0,4 cm ¢
nokanbHbIM UCTOHYEHNEM Muokapaa. Ha
T1-kapTMpoBaHUN 3Ha4YeHne JMNCUMOoH
32,5% (pedepeHTHOE 3Ha4YeHne 30%).

Bbinv npoBegeHbl TenemMeauLmMHCKne
KOHCynbTauMm ¢ BeAyLUMMU POCCUNCKM-
MU degepanbHbiMu LeHTpamu: HMALL
um. akag. E.H. MewankuHa (r. HoBocu-

Puc. 1. JoonepaumnoHHas CKT cepaua n KAI™: A u b - cteon JIKA otxoaut ot J1A (kenTas ctpen-
ka), MKA (3eneHas ctpenka); B — yBenuyeHHas NKA (3eneHas cTpenka) peTporpagHo 3anonHsieT
baccewiH JIKA (kenTasi cTpernka) u NIerodHyto aptepumto (kpacHas 3Besgoyka). BA — Bocxoagsias

aopTa, J1A — nerovHasi aptepus

Puc. 2. KoHtponbHasa KAl u CKT: A, b n B — npotes ctBona JIKA (xenTtas cTpenka) npoxoaut
MeXay aopToW U NEroYHbIM CTBOMOM, OMOPHOE KOMbLIO MUTPArbHOro knanaHa (benas crpenka);
I — MNKA meHbLUero guameTpa (3eneHas ctpenka), OTCyTCTBYeT peTporpagHoe 3anosiHeHne bac-
cenHa JIKA (kpacHas nMHKs), TeHb OMOPHOrO KoMbL@ MUTPanbHOro KnanaHa (6enas crpernka).
BA — Bocxogswas aopta, JIA — neroyHas aptepus
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6upck), PLICCX (r. Xabaposck), HMAL]
PAH (r. Tomck), HMALK nm. akag. E.W.
Yaszosa (. Mocksa). lNMonyyeH nonoxu-
TenbHbI oTBeT M3 PLICCX r. Xabapos-
cKa: MokasaHO ornepaTvBHOE feyeHne B
obbeme XMpypruyeckon peeackynspusa-
LMn KopoHapHOro 6accemnHa.

MaumneHTke B okTA0Ope 2022 r. B Gbina
BbIMOJIHEHA COYETaHHas onepauums: npo-
TesampoBaHue crteona JIKA cocyouctbim
npote3om «Vascutek PTFE» Ne6. lNna-
ctuka JIC 3annarton n3 aytonepuvkapga.
lMnactvka MuUTpanbHOrO KramaHa Ha
onopHoM Konbue «MegWux» Ne28. Ha
KoHTponbHon KAI: CtBon JIKA: npoTtes
npoxogum. B MKA, NMMVXB, OB okknto-
3MOHHO-CTEHOTUYECKOTO MOpPaXkeHUs1 He
BbISIBNEeHO. PeBackynapusaunsa Muokap-
[a He nokasaHa (puc.2).

PaHHWA  nocneonepaumoHHbIA  ne-
pvog npoTtekan 6e3 ocnoxHeHun. Cpok
HabnoaeHus 22 mec. YKanob akTUBHbIX
He npeabsBnsert. [NauneHTka Tpygocno-
cobHa, npuBepxeHa K Ha3Ha4YeHHoW Te-
panuu.

O6cyxaeHue. KnuHnyeckass kapTtu-
Ha «B3pocrnoro» Tuna CBYI MHoronu-
Ka, BKItoyash 6ecCMMNTOMHOE TeYeHwue,
KOTOpPOE MOXHO OOHapyXuTb npu Me-
OnumHCknx ocmotpax [7,10]. Y Hawen
nauneHTKn MaHudecTaumns npovsoLuna
¢ napokcuamos PXK. o pesynsratam Bu-
3yanuanpyoLnx METOLOB AMarHOCTUKM
ObINK BbISIBNEHbI MHAMBUAYaNbHbIE OCO-
OEHHOCTM KOPOHApPHOro pycna, KoTopble
obecneunBany apekBaTHyl nepdysunio
Muokapga. HemanoBaxHbIN GakT, yYTo y
nauMeHTKM, HeCMOTpsi Ha pemMogenunpo-
BaHue JDK, He Habntoganock NpUM3HaKoB
cepAevHon HepocTaTtoyHocTu. B cBsiam
C 9TUM He MCKNoYaeTcs YyHKLMOHUPO-
BaHuWe cocynoB BbecceHa-Tebesusi, ko-
TOpbl€ PaCnonoXeHbl UHTPAMyparbHO 1
aHaCTOMO3MPYIOT Kak C apTepuarbHbIMU,
Tak 1 BEHO3HbIMW COCyAaMU, TEM CaMbIM
obecneynBasi KOMNeHcaTopHyl nepdy-
310 ULLEMU3NPOBAHHOIO Muokapaa [5].
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BoccTtaHoBneHne pasvepoB n 06beMoB
JDK MOXHO 06BSCHUTE heHOMEHOM Xpo-
Hu4eckon rmbepHaummn Npu ANUTENbHOM
neduumTte KOPOHapPHOro KPoToBoKa [2].
3akntoueHue. Npn CBYT eanHcTBEH-
HbIM METOAOM IleYEeHUS SBMSAETCH Xu-
pypruyeckoe BOCCTaHOBMeHue OuapTe-
pvanbHOrO KOPOHApHOrO KPOBOTOKa ANs
CHWXEHUs1 pucka pasBuTUs daTarnbHbIX
apuTMUIA NpU  ULLEMUYECKOM pemoge-
nuposaHun JIK. Ha npumepe gaHHOro
cryyas nNpoOAEeMOHCTPUPOBAHO  KBamnu-
dMUMpPOBaHHOE fiedYeHne Ha BCex aTanax
OKal3aHus MeguUMHCKOM nomoLwmn: 1-51
MOMOLLb, CKOpas crneuuanusnpoBaHHas,
KapgonopeaHumaumoHHas, cneumanunsmn-
poBaHHas Kapauonoruyeckasi, BblCOKO-
TEXHONOrMYHasa  KapAuoxupyprudeckas,
KOTOpble NPOBOAMINCL MO abCOMIOTHLIM
XXM3HEHHbIM NMOKa3aHWAM. YunTbiBas pas-
nWYHbIE KNUHUYeckne BapwaHTbl CBYT
y cheunanucToB, OKasblBaloWmMX nep-
BMYHYIO MEOUKO-CaHUTapHYK MOMOLLb,
- y4yacTKOBbIX MeavaTpoB, TepaneBToB,
Kapamornoros, AOMKHa ObITb HacTOpo-
XKEHHOCTb B OTHOLLEHWW 3TOr0 PefKo-
ro, HO OMacHOro ANs XW3HW NauUeHTOB
BPOXAEHHOro 3aboneBaHus.
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KNUHUYECKUN CNYYAN ANTbBUHU3MA

Y PEBEHKA 12 JIET

B cratbe npeactaBrieH KIAMHWYECKMIA NpuMep pebeHKa C rnas3oKoXHbIM ansbuHuamom 1A
TUNa. YCTaHoBMeH TvN anbbuHuama 1 BbIsSiBEHbI COnyTCTByoWwMe 3a6oneBaHnst. [MasoKoXHbI
anbBMHU3M - 3TO ayTOCOMHO-PELIECCHBHOE HACMNeACTBEHHOEe 3aboneBaHuve, Npy KOTOPOM Kpome
rMasHoro anbbuHU3Ma UMEEeTCs TMMONUIMEHTALMS KOXKM 1 BOSOC.

KnioueBble crioBa: rMasoKoXHbI anbouHuaM 1A TUna, CHUXKEHWE 3pPEeHMUsi, MUrMEeHTaLus,

AxkyTna, Apktuka.



