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MpeacTaBneHbl pe3ynbTaTbl STAMHOMO XMPYPrMYeCcKoro iedeHns NaumneHTa ¢ peaKoi BpoXKAeHHON naTonormen
— KOAPKTaLMA aopTbl B COYETaHUV C abeppaHTHOW NPaBOI NOAKOUMYHON apTepueit. Bbibop B KauecTse nepBoro
3Tana XMPYpPruyeckon peKoHCTPYKUMM UMMNIaHTauuy abeppaHTHON NPaBoi NOLKIUNYHON apTepun B obLUyto
COHHYI0 apTepUIO CrpaBa Cnoco6CcTBOBaN MPOGUNAKTUKE CTIHANIbHBIX OC/IOMKHEHWIA, CBA3AHHbIX C CUMYSIBTUBHBIM
nepexaTtviem [ByX MOAK/OUNYHBIX apTepuil MPU OAHOSTAMHOM XMPYPrMUECKOM NeUeHnr KoapKTauuu aopTbl.
CpenaHo 3aKnioyeHne o TOM, YTO BbIGPAHHbIN METOA XMPYPrMuecKon KoppeKkLmn ABAAETCA HeCTaHAAPTHLIM U Xa-
paKTepu3yeTcs BbICOKNM TEXHUYECKMM YPOBHEM CIIOKHOCTY, NMO3BOSIAET PaanKaibHO KOPPUIMpOoBaTb CIOXKHBbI
BPOXAEHHbIN MOPOK cepaLa.

KntoueBble cnoBa: abeppaHTHasA NpaBas NoAKIIOUMYHAA apTepus, KoapKTaLysa aopTbl, BPOXKAEHHbIN MOPOK
cepaua, KomnpomeTauusa nuuiesoaa.

We present the results of a staged surgical treatment of a subject with a rare congenital disorder — aortic
coarctation in combination with an aberrant right subclavian artery. The choice of an implantation of the aberrant
right subclavian artery into the right common carotid artery as the first stage of surgical reconstruction contributed
to the prevention of the spinal complications connected with multiple clamping of two subclavian arteries in one-
staged surgical treatment of aortic coarctation. It is concluded that the chosen method of the surgical correction
is not standard and is characterized by a high level of technical complexity and allows to radically correct the
complex congenital heart disease.

Key words: aberrant right subclavian artery, aortic coarctation, congenital heart disease, comprometation of
esophagus.

BBenenue

Koapxrarust aopts! (KA) — BpoxxIeHHOE CerMeH-
TapHOe cyxeHue aopThl. B 95% cimy4aeB ydacTok
CY’KEHUsI PacIoyaraeTcst Mexay JeBOi MOAKIIOUNY-
HOH apTepueid 10 epBOi Tapbl MeKpeOePHBIX apTe-
puii, pexxe — arunuaHo [1].

Cpenu BpoxxaeHHBIX mopokoB cepaua (BIIC)
HOBOPOX/JIEHHBIX BCTpeyaeMocTb KA 1o pasHbIM
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HCTOYHMKaM cocTaBisieT 6 — 10%, npu 3ToM B 2
paza yaie BBIABISCTCS Y JIUL MY>KCKoro mona [1].
JleByro myry aopthl ¢ abeppaHTHOW NpaBOW IOA-
KJIFOYMYHOW apTepueil Buepsble onucan Hanault B
1735 romy, koTopas IO JaHHBIM pa3HBIX aBTOPOB
[2,3] BcTpeuaercs B 1 - 2% ciaydaeB U pacronara-
eTcs Mo3aau MHIIEBO/Ia, MATUCTPANIbHBIX apTEepHH,
pexe apTepus NPOXOIUT MEXKY IMHILEBOIOM U Tpa-
xeeit [4] (pucyHok 1). IIpu 3TOM KOMOK THIIH, TIPO-
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Pucynox 1
ATHNIMYHOE OTXO0KAeHNe
NPaBoil NOAKJIIYMYHOI apTepuu

Amunuunoe omxodcoenue npagoli NOOKIOUUY-
Hotl apmepuu (no Schultze)

a—euo cnepedu b — 6uo czaou

1 — npasas nookouuyHas apmepus

2 — 0bwuil cmeoil COHHbIX apmepuil

XOJIAIIMH 10 THIIEBOY, CABINUBAET apTEPHUIO, BbI-
3bIBasi MILIEMUIO IIPABOM BEPXHEH KOHEYHOCTH, YTO
BrepBbie onucan D. Bayford B 1794 rony, a Gmuskoe
pacroyio)keHue abeppaHTHON apTepuu ¢ OOIIUMHU
COHHBIMH apTEPUAMH MOXKET HapyIIaTh KPOBOCHA0-
JKeHure rojoBHoro Mo3ra (I'™M) 1 BeI3bIBaTH CHHIPOM
M03BOHOYHO-KITIOYMYHOTO «00KpaasiBanms» ['M. B
HacTosIIee BpeMs B juTeparype [2,3,4] monHuma-
FOTCSI BOIIPOCHI KacaTesIbHO BIHMSAHUS abeppaHTHON
apTepuy Ha JWATHOCTUKY, KIUHUKY U TaKTHUKY XH-
pyprudeckoit koppekiuu KA. B sTom Tomnorpadu-
YeCKOM BapUaHTe HENb3s MONY4YUTh HH(HOPMAIIHIO O
HaJIMYMU rpaareHTa AJ] Mexy HIKHUMU U BepX-
HUMH KOHEYHOCTAMH. [IoMHUMO 3TOro, HEBO3MOXK-
HO OTpENeNIUTh CTENeHb U TeUCHHE apTepHabHON
THIEPTEH3UH B CBA3U C OTCYTCTBUEM BO3MOKHOCTHU
n3mepenns uctuHHoro AJl. Ilostomy, HecoMHeH-
HO, B JITOPUTM UHCTPYMEHTAJIBHBIX 00CIIeI0BaHUI
JTAHHOU TPYTITHI MAIIMEHTOB JOJDKHBI BXOAUTh Y3
Opaxuonedanpupix aprepuit 1 MCKT—anruorpa-
hust.

EcrecTBeHHOE TedeHHE ITOI MaTOJIOrUU COMPO-
BOXK/IA€TCA TSUKEJBIMU KIIMHUYECKUMH OCIIOKHEHH-
SMU ellle Ha TEePBOM IOy KU3HH TallMeHTa B BUJIE
CepICYHON HEIOCTaTOYHOCTH M, KaK CIIE/ICTBHE,
— JIeTaJbHOCTRIO, Hocturatomieit 80% cmygaes [5].
OnHako MpH XUPYPruueckoM JISYSHUH STOT MOKa3a-
TeJb COKpamaercs 10 S - 32% [6,7,8].

ITo muenuto D.A. Epstein B 2002 1., BEIOOp XU-
pyprudeckoro sedenust KA mpu Hammumm aGep-

pantHo#t [IKA 3aBucUT OT ombITa XUpypra u JKC-
TPEHHOCTH caMoM omnepauuu. [Ipu BeIpaXkeHHOCTH
KOMIIPECCHH TIHIIEBO/IA OTIepalieii BEIOOpa sIBIIsIeT-
cs mepeceuenue abeppantHoii [IKA B I cermenre,
HO TIpH 3TOM pa3BUBAETCs BepTeOpoOasmisipHas He-
JIOCTaTOYHOCTH 32 CUET BBINIEYKa3aHHOTO CHHAPOMa
«obkpanpBanus» [ M. A.Whitley B 2001 . otmeua-
€T, YTO HaMeHee UHBA3UBHOM 1 2(p(HheKTUBHOI ore-
pauyell B JaHHOM Ciydae sBISIETCS MMIUIAHTALUSA
npaBoii abeppantroii [IKA B 0011yto coHyTO apTe-
puto (OCA). Onnako npH BBIIOIHEHUH XUPYpruye-
ckoil koppekiun KA HeoOXxoauMo yaaneHne TpoM-
oupoBanHo# KyapTH [IKA, T.K. MOCIEHsAS MOXET
TaKKe BbI3bIBATH CHMIITOMBI KOMITPECCHUM.

B Hacrosnmmii MOMEHT HET ONTUMAJIBHOIO Me-
Tofa Xupyprudeckoro jieueHus KA mpu Hanmmamm
abeppantHoii mpaBoii [IKA [9]. Xupypruueckas
KOPPEKIUs 3TOM MaTOJIOTUH BBIMOJIHAETCS C Y4ETOM
Tororpauy  OTHOCUTEIBHO  COCYIMCTO-HEPBHO-
ro Imy4yka W opraHoB meu. Hammume aGeppaHTHOM
MIPaBOM MOAKIIIOYNYHON apTEPUH NP OJHOATATHOM
xupyprudeckoM seueHun KA sarpyasser dopmu-
pOBaHKME aHACTOMO3a «KOHEI] B KOHEI» U BBI3bIBAET
HEOOXOIMMOCTb CHMYJIBTUBHOIO IIE€PEXKaTHs JBYX
MOJKITIOYNYHBIX apTepUii, YTO BBI3BIBAET WIIEMHUIO
BEPXHHMX KOHEYHOCTEH M MOXKET MPUBECTH K CIIH-
HaAJIBHBIM OCJIOKHEHHUSIM.

IIpencrasisieM ycrnemHslil Cilydail IIO3TalHOIO
JICYEHHUS TALIUEHTA ¢ KOApKTalel aOpThl B COYETa-
HuM ¢ abeppanTHo# mpaBoit [TKA.

Kuaunnnueckuii ciayqaii

bompras 1, 6 Mecsies, TOCTyniiIa B KITMHAKY
OI'BHY HUU KIICC3 Ha o0cienoBaHue Mo MOBOLY
KOApKTaIlUN aOpPThI, BEPH(PUITUPOBAHHON JTaHHBIMHI
3XO - KI' B meproe HOBOPOKICHHOCTH.

OObekTHBHO: 0011Iee COCTOSHHE TSDKEOE 3a CUET
XCH, cunapoma apTepuanbHOM rumepren3un. Ca-
MOYYBCTBHE CTpaJlaéT YMEpPEHHO, aKTHBHas, MOJ-
BIDKHAS, armeTuT He cTpagaeT. A/l 100/64 mwm pr.ct.,
AJl Ha o6oux Horax 40/20 mMm pr.ct., UCC 128 B
MuH., Y1 30 B MuH., SpO2 Ha pykax n Horax 98%.
Poct — 64,5 cMm., Bec - 6,6 k. Ilpu ayckynbranuu
cepaua BeicnymmBaercs 1 u 2 ToH. Putm npaBuib-
HbI. Briose 1€BOro Kpast rpyAvHbI BBICIYILIMBACT-
Cs HEXKHBI HENPOAOJKUTEIBHBIM CUCTOIMYECKUI
(4/6) Irym ¢ aTIMIIEHTPOM BO 2-M Mexkpebepbe ciieBa,
MIPOBOAMTCH 3a Ipenensl cepana. JKUBoT MpH maib-
manuu MArkui, 0e30one3neHHslil. [leuens Ha 1 cMm
BBICTYTIAeT W3-TION PEeOEpHOI yrH, Kpail MSTKHH,
0e3001e3HEHHBIH.
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[To manueiv OKI': moBbIIeHa HArpy3Ka mpaBo-
ro npejacepaus. [IpusHaku runeprpoduu MUOKap-
na mpasoro xenynouka. YuauHed QT. Ilo gaHHbIM
OXO-kapauorpaduu: KOapKTaIus aoOpThl B THITNY-
HoMm mecte, @B 75%, oTmensl cepalia HE U3MEHe-
Hbl. [1o 1aHHBIM peHTreHorpadK OPraHOB IPYIHOMI
KJICTKH: JICTOUHBIC TONS 0e3 WH(UIBTPATUBHBIX
M3MEHEHUM, TPU3HAKU HEOOIBIIIOr0 YCUICHUS CO-
CYIHCTOTO PUCYHKA B MIPUKOPHEBBIX OoTaEenax. Kop-
HU He paciupeHbl. CUHYCBHI TUGPEPEHIUPYOTCS.
Cepaiie pacumpeHo B MOMEPEUHUKE.

[To manaeiMm MCKT AI: mpu wucciemoBaHuu
TPYAHOTO OTZAENa A0PTHI OMPEICIIICTCS JTOKATBLHOE

Pucynox 2

Cy)KeHue TpocBeTa 70 3,5%3,3 MM MexIy ycTheM
neBot monkimounyHor aprepun (I1Ka) n ycthem
mpaBoii IIkA. PacctosiHue OT AuMCTambHOTO Kpas
ycrbs nieBoit [IKa no cyxenus 4,2 mm. Buzyanu-
3upyercs abeppaHTHas MpaBasi MOJKIIOUUYHAs ap-
Tepus, OTXOJAIIasi OT HUCXOJAIIEN aopThl. MuHu-
ManbHoe paccrossHre Mexay BLIC u mpasoit ITkA
6,6 mm. [TA oOpa3zyeT cocynucToe KoJabIl0, KOMIIPO-
METUPYs MUILEBO/. JIuaMeTp aopThl 10 yCThs JIEBOI
OCA 6,5%6,5 MM, Ha ypoBHE yCThsl 6,2%6,1 MM, Tie-
pen cyxenuem 5,6%4,2 mm. Jluamerp aopThl mocie
cyxenust 11¥10 MM, TuaMeTp HUCXOJAIIETO OT/IeIIa
10*9 mM. (pucyHOK 2).

MyabTucnupaabHasi KOMIbIOTepHAst ToMorpagus anruorpagus aoprol, 3D pekoHcTpyKIMs
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A, b, B, I' - Buzyanuzayus
nanaopma c eemesamu. llpu-
3HAKU KOAPKMayuy aopmol,
Abeppanmnast npasas noo-
KIIOYUYHAs apmepusl, ee om-
XoolcoeHue om HUCX00sUe20
omoena aopmol. Cocyoucmoe
KOJbYO.
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[To pesynbraram (U3UKAIBHBIX U UHCTPYMCH-
TaJIbHBIX UCCIIEIOBAaHUN BhIcTaBieH quaraos: BIIC.
Koapkrarust aopthl. AGeppaHTHasI mpaBast MOJKITIO-
yuyHasa aptepust. Cocyaucroe xombio. XCH I, @K
2. Cumrniromarnueckast Al

[TepBBIM 3TaroM BEHITIOTHEHA OTEPAIUS B YCIIO-
BUSX DSHAOTPAXEATBLHOTO HAPKO3a: WMILIAHTAITHS
MPaBOii TOAKIIIOUNYHON apTePUH B OOIIYI0 COHHYIO
apreputo (OCA) cnpaBa. Xoj orepaiyu: paspes
HaJ Y TapajUIeIbHO MPaBOd KIIOYHUIE C Tepece-
YEHUEM KIIFOUMYHOW YacTHU KUBATEJIbHOM MBIIIIIbI

Pucynox 3

U TmepeAHel gecTHUYHON. Bwimenensr 1-2 mopuuu
nokmoungHoit aprepunt 1 OCA. OTCyTCTBYeT BHY-
TpeHHss rpynHas aprepus. [loakmounynas aprepust
rnepeceyeHa NpoKCUMalibHEE MO3BOHOYHOM. [Ipok-
CHUMaJIbHBIM KOHEIl apTepuu ymuT. M3mepeHo pe-
TporpanHoe nasienne B OCA, ono coctasuio 70%
ot cucteMHoro. bokosas aprepuoromust OCA c BbI-
KpauBaHMEM OKHA M UMIUIAHTALUEN MOIKIIOUMYHON
aprepuu (pucyHok 3). [locnoliHoe yImBaHue paHbl
C JIPEHaKOM.

HNMnianTanus npaBoii NOAKIIOYNYHONH aPTEPpUH B MPABYI0 O00IIYI0 COHHYI0 ApTePUI0

[ToceoniepammOHHBI TIEPHUOI TIpOTEKan 0e3
ocnoxxHeHuil. I1IBbI cHATHL Ha 7 cyTku. IlanmeHT-
Ka BBINMCaHa B YJOBJIETBOPUTEIHHOM COCTOSTHUM.
BropeiM 3Tanom peOeHKY BBINOMHEHA pPE3eKIUs
KOAPKTAIlUH a0PTHI C PACIIUPEHHBIM aHACTOMO30M
«KOHEI| B KOHEID C Pe3eKUUEH yCThsl MPaBOW MOJ-
KITIOYUYHOW apTepPHH, YTO TOIHOCTHIO HCKIFOYaeT
KOMIIPOMETAIINIO TIHIIEBO/IA.

O0cyxaeHue

B nuteparype MMeroTCsi eIMHUYHBIC YIIOMUHA-
HUS TOMO0HBIX KIMHWYeckux ciaydaes [10,11,12],
YTO TIPEICTABISET COOOH 0COOBIC CIIOKHOCTH B BBI-
0ope o0beMa ¥ ITAIHOCTH XUPYPrHYECKOH PEKOH-
CTPYKIIMH B CBSI3U C OTCYTCTBHEM KJIMHHYECKOTO
OIBbITA M CJIOKHOCTSMH aHATOMHHU 3TOW MATOIIOTHH.
BbiOop B KkadecTBe MepBOro dTana HMILIAHTAIUU
npaBoii moakmroundHo aprepun B OCA cmpaBa

MO3BOJIMJIO UCKITFOYHTh CUMYIIBTAHHOE TepeKaTHe
o0eux I1KA, 9T0 rpuBeto ObI K pa3BUTHIO CITHHAb-
HBIX OCJIOKHEHHH, T.K. B 9TOM CJIy4yae BBINAIYT OC-
HOBHBIE 3BEHbsI KOJIJIATEPaIbHOTO KPOBOTOKA B JIaH-
HOW 00JacTH: TIO3BOHOYHBIE apTEPUH, BHYTPCHHHE
IPYJHbIC apTEePUH, HIKHSS [IUTOBUJHAS apTepus,
MOTIePEYHAs] ¥ HUCXOJISIIIAsT apTEPUH TIICH.

3akJroueHue

Bonpocel BBIOOpa ONTHUMAaJIbHOM XHpyprude-
CKOH TaKTWKW W TEXHUKH B JIEYCHUH TAIMEHTOB C
KOAapKTaIlMe aopThl B COYETAHWH C abeppaHTHOU
MPpaBoil MOAKIIOYUYHON apTeprei He OmpeleeHbI.
B mpencraBineHHON KIMHMUYECKOH cuTyammu ObLia
MMOKa3aHa BO3MOXKHOCTH IOJTAITHOTO PEKOHCTPYK-
TUBHOTO XHPYPIWYECKOTO JIEYCHHUsS TaleHTa C
TMaHHOHW maroyorueil. OmmcaHHas Omepars SBIIsI-
€TCS HEeCTaHJIAPTHON M XapaKTepPH3yeTCs BHICOKUM
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TEXHUYECKUM ypOBHEM cIIoKHOCTH. Ee peanmzanms
MO3BOJISIET BOCCTAHOBUTH HOPMAaJIbHYIO aHATOMHIO
JIYTU aopThl B OpaxuonedalbHbIX apTepuil, BHIIOIN-
HHUTh UHTPATOPAKaIbHBIN 3Tall ¢ UCKIIOYEHHEM PH-
CKOB, COIPOBOXKIAIOIIHX MEPEXKATUE JBYX MOIKIIIO-
YUYHBIX ApPTEPUI IPU OHOATAMHOU KOPPEKLIHH.
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