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AHHoTaumsa. Llenb — npeactaBuTb pe3ynbTaTbl AUArHOCTUKM Y XMPYPIrMUYECKOro IeveHnsa BpOXKAEHHOro HagKna-
NMaHHOro CTeHO3a aopTbl y NaUMEHTKN C cMHAPOMOM Bunbamca — bonpeHa. MaTepuanbl n metogbl. OnuncaH KnnHnye-
CKUI CNyYaln pefKkoro KNMHUKO-AMAarHOCTUYECKOro cflyyan HadKManaHHOro cTeHo3a aopTbl C CMHAPOMOM Bunbamca -
bonpeHa: NpoaHanM3npoBaH aHamHe3 3aboNeBaHVA, AHAMMKA CUMMATOMOB, Pe3yfibTaTbl XMPYPrMUYECKOro JIeYeHus.
Pe3ynbratbl. Pe6eHKY Npu poXKAEHUMN BbICTaB/IEH AMArHO3 «CTEHO3 KnamnaHa flerouHon aptepum». B 3 n 5-mecauHom
BO3pacTe NpoBefeHa 6annoHHas BanbByoniacTMka neroyHomn aptepuu. Mo pesynstatam GparmeHTHOro aHanmsa ob-
pa3ua reHomHou [JHK o6Hapy»eHbl MUKpogeneuun B pernoHe 7q11.23, UTo KIMHMYECKU COOTBETCTBYET CHApOoMy Bu-
nbAmca - bolpeHa. B Bo3pacTe 1,2 rofa oTMmeueHo yBennyeHre CKOPOCTHbIX MOoKa3aTeneli B 061acty CMHOTYOynapHoro
coefuHeHNA C oTprLaTeIbHON AUHaMMKoN K 1,6 roga. C AnarHO3oMm «HafKnamnaHHbI CTEHO3 aopTbl» pebeHOoK Hanpas-
NeH Ha rocnuTanmnsayuto. NposedeHo onepaTnBHOE fleyeHne — NnacTuka Bocxoaduein aopTbl no Jotu. B Bo3pacTe 4,6
rofa B pesynbraTe NpoBefieHHOro ob6cnefoBaHUA NoKasaHWiA 41A NOBTOPHOIO BMELIATeIbCTBa He BblABIEHO. Xpypru-
yeckoe fieyeHne AeEMOHCTPUPYET XopoLre HenocpeaCcTBEHHbIE CpefiHECPOYUHble pe3ynbTaThl. [1nacTka KOpHA aopTbl

C paclUMpeHnEeM LBYX WU TPEX CUHYCOB MO3BONSAET N36exaTb pecTeHO3a aopTbl B MOC/IEONEPaLIOHHOM nepuoge.
KnioueBble cnoBa: BpoXKAeHHbIe NOPOKM CepALa, BPOXKAEHHbIV HafKNanaHHbIN CTeHO3 aopTbl, CUHAPOM Bunbamca -
BoripeHa, Williams-Beuren, apTepronaTvu, MyTaLum reHa anactmHa
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BBEAEHUE

BpoXaeHHbIN HagKnanaHHbIN cTeHo3 aopTbl (BHCA) —
penkoe 06CTPYKTUBHOE, OrpaHnyeHHoe unu auddysHoe
nopaeHue Bbixofa 13 NeBOro »enygoyka. Onpepens-
oMM NPU3HAKOM MOPOKa ABNAETCA AUCKPETHOE CyXe-
HVe aopTbl Ha YPOBHE CUHOTYBYNAPHOro COeANHEHUA, HO
B HEKOTOPbIX cnyyanax Habniopgaetca anddysHoe cykeHune
BCel BocxopsLleln aopTol, bpaxmouedanbHbiX COCyaoB
n gyrv aoptbi [1].

MpncyTcTBYA Kak B ceMelHbIX, Tak U B cnopaau-
yeckunx ¢popmax, BHCA feMOHCTpUpyeT CUibHYIO CBA3b
C cmHapomom Bunbamca — bonpeHa (Williams-Beuren
syndrome), npuyem oba ABAATCA aHOMaNMAMMU, CBA3AH-
HbIMW C flepeKTamMm reHa snacTuHa [2].

B 6onblumnHcTBe cnyyaeB BHCA obycnosneH reHeTu-
yeckom MyTaumen N genelmen reHa anacTuHa, pacno-
NOXXEeHHOro B Xpomocome 7q11.23, uto NnpuBoauT K 06-
CTPYKTVMBHOM apTepuonaTun pasfinyHom CTeneHun Taxe-
CTW, KOTOpasA Hambonee Bbipa)eHa B CUHYTYOYynApHOM
coeguHeHnn aopThbl [3]. [eHepann3oBaHHbIN XapakTep

3a00/1eBaHMA OOBACHAET YACTYH0 acCoLMaLMI0 CO CTEHO-
3aMK CUCTEMHbIX 1 NeroyHbix aptepuii. Kpome Toro, noka-
nn3auuAa HagKnanaHHOro CTeEHO3a Ha YPOBHE KOMUCCYP
aopTasibHOrO KJanaHa MMeeT BaXkHble MOoC/IeACTBMA Kak
ana GYHKLMN aopTaNbHOro KnanaHa, Tak v ins KopoHap-
HOro KpoBoobpalleHua [4].

Mo AaHHBIM Pa3NIMYHbBIX TUTEPATYPHbIX NUCTOYHUKOB,
cuHppom BHCA BcTpeuaeTtca npumepHo y 1:3 500 HoBo-
poXxaeHHbIX [5] ¢ oANHAKOBON YacTOTOM HabnogeHMn
y fleTell 06oero nona.

WNHTepec K 3TOMy JoCTaTOYHO pepKkomy 3abonesa-
Huto Bo3poc B 1960-x rr. nocne Toro, Kak J. C. P. Williams
1 coaBT. [6] BNepBble COO6LUIN O ero CBA3M C YMCTBEH-
HOW OTCTaNOCTbIO AeTelN N XapaKTepHbIMM YepTaMu nua.
Bckope nocne storo coobuweHus A. J. Beuren un coasr. [7]
no6aBunv cTeHo3 neprdepnyecKon Iero4Hon apTepumn
K CUMMNTOMOKOMMMJIEKCY, KOTOPbIN CerogHA n3BecTeH Kak
cmHapom Bunbamca — bonpeHa [8]. OCHOBHbIM FrMCTONO-
rmyeckum npusHakom socxogauien aoptbl npu BHCA saB-



nAeTCA NOBblLEHNEe KONMYeCTBa rmnepTpodupoBaHHbIX
rMagKoMblLLIEYHbIX KIIETOK C MOBbILLEHHbIM CoflepXXaHu-
€M KonnareHa B BMe pa3opBaHHbIX 1 1e30praHn30BaH-
HbIX 31aCTMHOBbIX BONIOKOH [9]. Onpegenaowmm npu-
3Hakom BpoxKaeHHoro BHCA aBnaeTca cyxkeHue aopTbl
Ha YPOBHEe CMHOTYOYNAPHOIO COeAUHEHUS, 3Ta NCKAMEH-
HaA reoMeTpmA KOPHA aOpPTbl MUMEET BaXKHOe 3HauyeHune
ana xmpypruyeckoro neyeHna BHCA. KopeHb aopTbl —
3TO, CKOpee, ANHaMMyecKas, YeM CTaTuyeckas CTPYKTY-
pa. R. J. Brewer n coaBT. [10] coobwatoT 06 n3meHeHUn
pa3mepoB KOPHA aopTbl Ha 16 % B TeuyeHMe Kakgoro
CeppeyYHoro LuKia, YTo MOXeT NPUBOAMUTbL K 3aMETHbIM
KonebaHVAM yCTanoCTHON Harpy3Ku Ha TKaHb. Hopmarnb-
HbIl KOPEHb N TMOKNIN CUHOTYOYNAPHLIA OTAEN aopThl
PacLINPSAIOTCSA B CUCTOJTY, YTO CMOCOOCTBYET YNOLEHNIO
1 BbINpAMIeHMIo cTBOpKK aopTbl. Mpu BHCA cnHoTy6Y-
nApHOEe coefiHeHMe CyXeHO 1 obnafaeT manon nog-
BVPKHOCTbIO, @ U30bITOUHbIE CBOOOAHbIE Kpas CTBOPOK
A0pPTbl CKNOHHbI K gereHepaunn [11]. XoTa OCHOBHON Le-
NbI0 XMPYPrmyeckoro BMeLlaTeNbCcTBa ABNAETCA yCTpa-
HeHue o6CTpyKUUK, CefyeT pacCMOTPETb BO3MOXHOCTb
BOCCTAHOBJ/IEHUA HOPManbHOro GM3MoNoOrnyeckoro
KopHA aopTbl [12]. Llenbio onepauyun npu BHCA agnsert-
CA BOCCTAHOBJIEHME MMOKOCTY 1 pa3mepa CUHOTYOynsp-
HOro coefinHeHUsA, a TakXKe yBennyeHue cyxatwerocsa
yuyacTka aopTbl. CBeeHMA O MepBOM YCMELWHOM X1pyp-
rmyeckom neyeHnn BHCA 6binu ony6nnkoBaHbl B 1961 T.
D. C. McGoon u coaBT. [13] ycTpaHunu cnHoTybynsp-
Hyl0 O6CTPYKLMIO 3@ CYET NIACTUKM BOCXOAALLEeN aopTbl
OJHOW 3annaTon Yyepes3 HeKOPOHapHbI cUHyC. B ganb-

Original Article

HenweM 6binn pa3paboTaHbl TEXHUKWU, HaNpPaBieHHble
Ha 6onee CMMMETPUYHOE pacliMpeHmne aopTbl: B 1977 .
D. B. Doty n coaBT. 6b1/1a NPOAEMOHCTPUPOBaHA pac-
WNpeHHaa aopTonnacTMka C MOMOLbI 3annaThbl
B dopMme «LUITaHOB» A/ YBENMYEHNA KaK HEKOPOHAPHO-
ro, Tak 1 NpaBoro KOpPoHapHoro cuHycos [14]; B 1988 r.
A. G. Brom u coasrT. [15] ucnonb3oBanu Tpy MGEHTUYHBIX
3annatbl 4NA pacliMpeHna KOPHA aopTbl 3a CYeT NnacTu-
KM BCeX Tpex cnHycos; B 1993 r. J. L. Myers n coasr. [16]
NpeanoXunv Apyron NPUHUUN KOppeKUnn — poTaunoH-
HYI0 aOPTOMNACTUKY, NOTEHLMANbHBIM NPENMYLLECTBOM
KOTOPOW 6bIIO OTCYTCTBME UYXKEPOAHbIX MAaTepranos
1 6oree HM3Kan YacToTa NO34HMX PecTeHO30B (puc. 1).

Llenb - npeactaButb pesynbTaTbl XMPYpPruyeckoro
NneyeHna KIIMHMYECKOro Cjlyyasa BPOXAEHHOro HagKna-
NaHHOro CTEHO3a aopPTbl Y NALMEHTKU C CUHAPOMOM Bu-
nbamca — borpeHa.

MATEPWUANBI U METOAbI

O6beKT peTpoCNeKTUBHOIO UCCiefoBaHNA — Nauu-
€HT C cuHpgpomom Bunbamca - bonpeHa, AuCKpeTHbIM
HagKnanaHHbIM CTEHO30M aopTbl M CTEHO30M YCTbA Npa-
BOW fieroyHon aptepuu. MpeameTt nccnegoBaHua — Knu-
HMYeCKOoe TeyeHne BPOXKAEHHOro nopoka cepaua Ao
1 nocnie BMellaTeNbCTBa Ha KOpHe aopTbl. MeTog nccne-
[OBaHMA — MHAYLMpPOBaHHOe HabnoaeHne. Obwmin nepu-
of HabnoaeHWs cocTaBun 4 NMoJHbIX rofia, Nocse onepa-
LM Ha KOpHe aopThbl — 3 rofa.

Ha ny6nukaumio gaHHoOro matepuvana nony4yeHo co-
rnacve agMMHUCTPaL MM MeQULNHCKON opraHu3auuu.
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Abstract. The study aims to show the results of efficient surgical treatment of congenital supravalvular aortic
stenosis in a patient with Williams-Beuren syndrome. Materials and methods. The article presents the results of
diagnosis and surgical treatment of rare clinical and diagnostic case of supravalvular aortic stenosis with William-
Beuren syndrome. In the course of the study, anamnesis of the disease, the dynamics of symptoms and the results
of surgical treatment were analyzed. Results. A child was diagnosed with valvular pulmonary stenosis at birth.
A balloon pulmonary valvuloplasty was performed on the child at the age of 3 and 5 months. According to the
results of the fragment analysis of genomic DNA probe, microdeletions in the 7q11.23 area were found, which
clinically complies with Williams-Beuren syndrome. At the age of 14 months the child was examined with increase
in velocity indicators in sinotubular junction area which worsened at 18 months. The child was hospitalized
with the diagnosis of supravalvular aortic stenosis, and received ascending aorta plasty according to Doty. No
indications for re-intervention were found according to the results of the examination when the child was 4.6 years
old. Surgical treatment shows efficient immediate medium-term results. Aortic root surgery with two or three
sinuses makes it possible to avoid aortic restenosis in post-surgery period.

Keywords: congenital heart defects, congenital supravalvular aortic stenosis, Williams-Beuren syndrome,

Williams-Beuren, arteriopathies, elastin gene mutations
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Puc. 1. Xupypauyeckue MmemoObl, KOppeKyuu HaOKAanaHHo20
CmeHo3a aopmeoi:

A —mexHuka MaklyHna (McGoon); B— mexHuka [Jomu(Doty);
C - mexHuka bpoma (Brom); D — mexnuka Matiepca (Myers)
(C. Stamm et al. The Journal of Thoracic and Cardiovascular

Surg.1999.Vol. 118)

KnuHunuyecknn cnyyaii. PebeHok H., guarHo3s «cteHo3
KnanaHa fero4Hon aptepum» 6bin BbIABNEH B poaAOMe.
BnepBsble poguteny ob6patuancb Ha NPUEM K AeTCKOMY
Kapguonory B OKpyHOW KapAnonornyecknin gucnaHcep
«LleHTp AMarHoCTUKM n ceppeyHo-coCcyancTon Xmpyp-
rum» 1. CypryTa, Kora pebeHky 6bin0 2,5 mecaua. Kanob
He 6b110. I3 aHaMHe3a U3BECTHO, YTO PebeHoK OT nep-
BOW 6epeMeHHOCTN, MpoTeKaBLen 61aronprATHO, Poabl
nepsble, cpoyHble. Macca Tena npw poxkaeHun — 3 580 T,
BCKapMJIMBAHNE eCTECTBEHHOE, eXXeMecAYHble Nprbas-
K1 B Macce Tena 6binun goctaTouHble. Mpu obcnenoBaHnn
BbIAAB/IEH BblPa)KEHHbIN CTEHO3 KflanaHa eroyHomn apre-
pvn C MMKOBbBIM CUCTONINYECKMM FPafieHTOM AaBfeHunA
75 MM pT. CT. B Bo3pacTe 3 mecsLeB npoBefeHa 6anyioH-
HaA BafbBynonaacTMka KiarnaHa IeroYHon apTepun.
B panbHenwem Habnoganca y Kapauosnora, OTMeYeH
peunans ABNEHNA CTeHO3a KnarnaHa JIeroYHom apTepuuy,
B CBA3M C YeM B BO3pacTe 5 MmecALeB NpoBefeHa NoBTop-
Has ornepauus — 6aifIoOHHasA BaJIbBYJIOMIACTKA TIEFOYHOM
apTtepuu. [py NOBTOPHOW rocnuTanmMsaunn oTMeYeHo
TaKXe Hanmune ymepeHHbIX CTEHO30B B BETBAX JIEFOYHON
apTepun. HabniogeHne 3a nauneHToM NpOAoIKMIOCh
ambynatopHo. B Bo3pacTte 7 mecsAues 6bi10 3aperncTpu-
pPOBaHO yBennyeHne AaBfieHUA B MPaBOM XenyAouke Ao
70 MM PT. CT. 3@ CYeT CTEeHO30B YCTbeB BeTBeM /1Iero4yHom

apTepuu. PebeHoK 06cneioBaH, NpoBeeHa MynbTUCTN-
panbHaa KomnbtloTepHaa Tomorpadua (MCKT) cepaua
1 cocynos. MNpu obcnefgoBaHnM y reHeTUKa B pesysbtate
¢dparmeHTHOro aHanmsa obpasua reHomHon HK o6Ha-
py*eHbl MUKpogeneunn B pernoHe 7q11.23, 4to KNNHK-
YyecKn CooTBeTCTBYeT cnHapomy Bunbamca — bonpeHa.
3a Bpema HabnogeHUs coctosiHMe pebeHKa ocTaBanoch
CcTabunbHbIM, CAMOYYBCTBME — Y OBNETBOPUTENbHbIM.
Bo BTOpOM nonyroaunu >XM3HU NOABUIOCb OTCTaBaHUe
B NMCMXOMOTOPHOM U dur3nyeckom passutuun. anee,
K BO3pacTy OIHOTO rofja, OTMeYeH perpecc rmnepTeH3mm
B MONIOCTM NPABOTO eJ/lyAouYKa 1 CTEHO30B Ha BETBAX Jle-
rOYHOWN apTepun.

Ha koHTponbHOM ocmoTpe B Bo3pacTe 1 rog u 3 me-
CALA OTMEYEHO YBENMYEHME CKOPOCTHbIX NOKa3aTenen
B 0651aCTN CMHOTYOYNAPHOro CoefUHEHUA C MUKOBbIM
rpagneHTom 35 MM pT. CT. BbicTaBneH guarHo3 «Hapg-
KNanaHHbIn CTeHOo3 aopTbi». B Bo3pacTe 1 rog 7 meca-
LieB MUKOBbIN FPpafgMeHT Ha BOCXOAALLEN aopTe BblpOC
0 64 MM pT. CT., pebeHOK Hanpas/ieH Ha rocnuTanusa-
uuto. B ycnosusx ctaymoHapa pebeHok ob6cnenoBaH: npo-
BegeHa MCKT cepaua 1 cocynos (puc. 2).
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Puc. 2. TpexmepHaa pekoHCMpYKUYUA s1e8bix 0moesios cepoya
y pebeHKa ¢ 8pOX0eHHbIM HAOK/IaNnaHHbIM CMeHO30M dopmebl
(0o onepayuu): duamemp aopmel Ha yposHe hubPO3HO20 KoNbUA
aopmarsnbHo20 KNanaHa — 13,5 MM, Ha yposHe cuHomy6ynapHo20
nepexooa — 6,4 MM, 8ocxodauuli omoes aopmel — 10,0 Mm
(pomo asmopa)

B aHBape 2021 r. 66110 NpoBeAeHO onepaTMBHOE Nie-
yeHue - NnacTuKa BocxogdAwein aoptbl no [lotu, nepesAas-
Ka OTKPbITOro apTepuasnibHOro npotoka. ickycctseHHoe
KpoBoobpallyeHne npoaomkanocb 121 MUH., OKK/03M1A
aopTbl — 52 MWH. IKCTyO6UpoBaH Yepe3 14 u nocsne one-
pauunn. MpagneHT faBneHns Ha CUHYTYOYNnApHOM oTaene
nocne onepauun coctasun 7,5 mm pr. cT. [loctonepaun-
OHHbIN Nepuof NpoTeKan rnagko, NauneHT BbinMcaH n3
CTaumoHapa B yAOBIETBOPUTENbHOM COCTOAHUN.

B Bo3pacTe 4 roga 1 7 mecAueB nNaynMeHT rocnmranu-
31poBaH ana obcnegoaHuA. Mpu NOCTyNNeHUN COCTOS-
HUue 6nvXe K yOOBNETBOPUTENIbHOMY, XaNiob HeT, pacTeTt
1 pa3BrBaeTcA no so3pacTy. [1o gaHHbIM 3XOKapanorpa-
d1n oTMeueHbl YaoBneTBOpUTeNibHbie CKOPOCTHbIE NO-
KasaTenn Ha BOCXOAsALlen aopTe, pacyeTHoe AaBrieHne



B NpaBoM xenygouke — 30 MM PT. CT., rpagueHT faBneHnsa
Ha npasow BeTBN — 30 MM PT. CT. lononHMUTeNbHO Npo-
BefleHa KOMMbloTepHasa Tomorpadua cepala U cocynoB:
B 0651acTN CMHOTYOYPAHOro CoeiHEeHUA OTCYTCTBYHOT
NPU3HaKM pecTeHo3a, OTMEYEH YMEPEHHbIN CTEHO3 YCTbA
npaBow neroyHon aptepuu (puc. 3-4). B pesynbraTte npo-
BeleHHOro o6cnefoBaHNA NOKa3aHWN AnA NOBTOPHOIO
BMeLLATeNIbCTBa He BbiABNEHO. [1aLMeHT BbINrcaH C peKko-
MeHAAUUAMMN MO JanbHeleMy HabnogeHuto.
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Puc. 3. TpexmepHas pekoHCMpyKyUs s1iesbix omoesos cepoya
y pebeHKa ¢ 8poxX0eHHbIM HAOK/IaNaHHbIM CMeHO030M dopmel
(nocne onepayuu): duamemp aopmel Ha yposHe hubpo3HO20
KOJbYa aopmarsbHoO20 K1dnaHd — 15,1 MM, Ha yposHe
CUHOMy6ynapHoz0 nepexoda — 24,0 mm; 80cxodauuli omoes
aopmel — 14,2 Mm (pomo asmopa)

Puc. 4. TpexmepHas peKoHCMpYKyus cepoya y pebeHka
C 8DOXXOEHHbIM HAOKIANAHHbIM CMeHO030M dopmel (nocsie
onepayuu): ouamemp cmeosd iezoyHol apmepuu — 11,0 mm,
ycmeoe npasoti ie2ouHot apmepuu — 3,6 MM, ycmeoe siegol
nez2o4Holi apmepuu — 7,8 Mm (pomo asmopa)

PE3YJIbTATbl U UX OBCYXKAEHUE

HagknanaHHbI CTEHO3 aopTbl N CTEHO3 JIErOYHOM
apTepum ABAATCA 3HAUUMbIMW MPU3HaAKaMU CUHAPOMA
Bunbamca — bonpeHa 1 nposasneHnAMM 31aCTUHOBOW ap-
Tepuonatun. Moaxoabl K XMpypruyeckomy neyeHumto sTnx
NPOABAEHUIN Pa3fINYHbI.

B Heckonbkux coobuleHnAx nokasaHa TeHAeHUUsA
K CMIOHTAHHOW perpeccun CTeHO30B JIEFrOYHON apTepun
M CHVXKEHUIO Harpy3Ku AaBfieHMeM Ha NpaBblii Xenyao-
yek [17-18]. BoikmpaTenbHbI nogxon npv N3oampoBaH-
HbIX CTEHO3aX JIErOYHOW apTepun Nerkon n cpegHen cre-
MeHUN TAXKECTM MOXKET ObITb ONpaBAaH.

Tpy OCHOBHblE METOAMKM KOPPEKLMW bblin npeano-
»eHbl B pa3Hble BPeMeHHbIe 3Tanbl Pa3BUTUA XUPYPTUK
BPOXKAEHHbIX NOPOKOB cepaua. Cmbicn onepaunn MaklyHa
CBOAMWTCA K NPOCTOMY paclUMPEHUI0 CUHOTYBYNAPHOro co-
e[lJVIHEHMA B CTOPOHE OT YCTbeB KOPOHAPHbIX apTepuii, No-
CKOJIbKY B 1961 T. onepauunn Ha KOpHe aopTbl, CBA3aHHble
C MobunmM3aLmen n pemmniaHTalren KOpoHapHbIX apTe-
pwvii, He nposoaunu (onepauua Pocca [19] npeanoxeHa
y B3pOC/IbIX NMaLMEHTOB TOSIbKO B 1967 1., a onepauma apTte-
puanbHoro nepekntoueHua KateHe [20] — B 1975 1.). MeTton
Jotm (1977 r.) HanpaBneH Ha 6onee NoNHoe paclpeHne
KOPHA C BMeLLATeNbCTBOM Ha HEKOPOHApPHOM 1 MPaBoOM
KOPOHapHOM CMHYCe AnA nosiyveHns 6onee yCToNnUnBbIX
HenocpeACcTBEHHbIX U OTAANIEHHbIX pe3ynbraTtos. K 1988 r.,
Korfa 6bi1a npegyioxeHa onepauus no ¢opmyne bpoma,
baKT npoBefeHNA onepauny B yCIOBUAX UCKYCCTBEHHOMO
KpoBoobpalleHna 1 Kapauonnernn nepectann paccma-
TPUBaTb Kak pakTop pucka He6GAaronpuAaTHOrO NCXOA3,
nockosbKy npouenypa bpoma npegnonaraet 6onee gnu-
TeNlbHOE BPeMsA OKKJTI03UM aopTbl, HO 1 6onee cuMmeTpury-
HYI0 PEKOHCTPYKLMI0. BO MHOTMX nccnefoBaHuAX, n3yyato-
LMX OTAANEHHble pe3ynbTaThl KOPPEKUMM HadKIanaHHOoro
CTeHO3a aopThl, OTCYTCTBYIOT CyLLUECTBEHHbIE Pa3Nnuuns
B MOKa3aTesnAx BbXKMBAEMOCTN 1 PUCKe NOBTOPHON one-
paLuum B 3aBUCMMOCTU OT BbIOPaHHOWN METOANKIN KOppPeK-
uum vepes 2 unn 3 cunyca [21]. OgHako B nocnegHme rogbl
npepnoyTeHne OTAAIT TPEXCUHYCHOW KoppeKunn [22].
Prck HebnaronpmATHOro ncxoda, No AaHHbIM pAja aBTo-
POB, CBA3aH C MNlafleHYeCKNUM BO3pacToM 1 AnNPPy3HbIM
noparkeHnemM aopTbl U KOPOHaPHbIX apTepui [23].

3AKJIIOYEHUE

Takum 06pa3om, NPUBEAEHHbIN KIMHNYECKUI Npn-
Mep elle pa3 NPOoAEeMOHCTPUPOBAJ, YTO dNacTUHOBAA ap-
TepuonaTtus, nexatyan B OCHoBe cuHapoma Bunbamca —
BolipeHa, — 3To reHepanusoBaHHOe 3aboneBaHue cu-
CTeMHbIX apTepuil, 3aTparrBatoLlee KopeHb aopTbl, CTBON
1 BETBW NEroyHOM apTepun. Xupypruyeckoe neyeHue
BPOXAEHHOro HafK/anaHHOro CTeHO3a aopTbl N0 MeToay
Dot asnaetca apdeKTMBHON NpoLeaypoit C Npruemnemo
HU3KUM XUPYPTUYECKNM PUCKOM 1 XOPOLIMMUK NoKa3aTe-
NAMN JONFOCPOYHOW BbIXKMBAEMOCTH, NPY 3TOM NaLneH-
Thl laXke Nocsie ycrewHom KoppeKLmmn TpebyoT anvTenb-
Horo HabngeHua Kapguonoramm.

KoHnuKT nHTepecoB. ABTOpbI 3asBNAIOT 06 OTCYT-
CTBUM KOHNUKTa MHTEPECOB.

Conflict of interest. The authors declare no conflict
of interest.

(9,
(]

BectHuk Cyprl'Y. Meauumna. N2 1 (51), 2022



n
(=)

BectHuk CyplyY. Meguymna. N° 1 (51), 2022

CNMNCOK NCTOYHUKOB

REFERENCES

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

Rodriguez-Revenga L., Badenas C., Carrié A., Mila M. Elastin
Mutation Screening in a Group of Patients Affected by Vascular
Abnormalities // Pediatr Cardiol. 2005. Vol. 26, Is. 6. P. 827-831. DOI
10.1007/500246-005-0885-8.

Deo S. V., Burkhart H. M., Dearani J. A., Schaff H. V. Supravalvar
Aortic Stenosis: Current Surgical Approaches and Outcomes //
Expert Rev Cardiovasc Ther. 2013. Vol. 11, Is. 7. P. 879-890. DOI
10.1586/14779072.2013.811967.

Keating M. T. Genetic Approaches to Cardiovascular Disease.
Supravalvular Aortic Stenosis, Williams Syndrome, and Long-QT
Syndrome // Circulation. 1995.Vol. 92, No. 1. P. 142-147.

Curran M. E., Atkinson D. L., Ewart A. K. et al. The Elastin Gene Is
Disrupted by a Translocation Associated with the Supravalvular
Aortic Stenosis // Cell. 1993. Vol. 73, Is. 1. P. 159-168. DOI
10.1016/0092-8674(93)90168-P.

BniommnHa M. I. CHApPOM HapKanaHHOro CTeHo3a aopThl y aeten //
Megnatpua. 1984. N2 1. C. 16-19.

Williams J. C. P, Barratt-Boyes B. G., Lowe J. B. Supravalvular Aortic
Stenosis // Circulation. 1961.Vol. 24, No. 6. P. 1311-1318.

Beuren A. J., Apitz J., Harmjanz D. Supravalvular Aortic Stenosis
in Association with Mental Retardation and a Certain Facial
Appearance // Circulation. 1962. Vol. 26, No. 6. P. 1235-1240.

Beuren A.J,, Schulze C,, Eberle P, Harmjanz D., Apitz J. The Syndrome
of Supravalvular Aortic Stenosis, Peripheral Pulmonary Stenosis,
Mental Retardation and Similar Facial Appearance // Am J Cardiol.
1964.Vol. 13, Is. 4. P. 471-483.

Perou M. L. Congenital Supravalvular Aortic Stenosis. Morphological
Study with Attempt at Classification // Arch Pathol Lab Med. 1961.
Vol. 71. P. 453-466.

Brewer R. J,, Deck D., Capati B., Nolan S. P. The Dynamic Aortic Root.
Its Role in Aortic Valve Function // J Thorac Cardiovasc Surg. 1976.
Vol.72,1s.3.P.413-417.

Stamm C,, Friehs I, Ho S. Y., Moran A. M., Jonas R. A., del Nido P. J.
Congenital Supravalvar Aortic Stenosis: A Simple Lesion? // Eur J
Cardiothorac Surg. 2001.Vol. 19, Is. 2. P. 195-202.

Hickey E. J., Jung G., Williams W. G. et al. Congenital Supravalvular
Aortic Stenosis: Defining Surgical and Nonsurgical Outcomes // Ann
Thorac Surg. 2008.Vol. 86, Is. 8. P. 1919-1927.

McGoon D. C., Mankin H. T., Vlad P., Kirklin J. W. The Surgical
Treatment of Supravalvular Aortic Stenois // J Thorac Cardiovasc
Surg. 1961.Vol. 41. P. 125-133.

Doty D. B., Polansky D. B., Jenson C. B. Supravalvular Aortic Stenosis:
Repair by Extended Aortoplasty // J Thorac Cardiovasc Surg. 1977.
Vol. 74, 1s. 3. P. 362-371.

Brom A. G., Khonsari S. Cardiac Surgery: Safeguards and Pitfalls in
Operative Technique. 1st ed. Rockville : Aspen Publishers, 1988. P.
276-280.

Myers J. L., Waldhausen J. A., Cyran S. E., Gleason M. M., Weber H. S.,
Baylen B. G. Results of Surgical Repair of Congenital Supravalvular
Aortic Stenosis // J Thorac Cardiovasc Surg. 1993. Vol. 105, Is. 2. P.
281-288.

Wren C,, Oslizlok P, Bull C. Natural History of Supravalvular Aortic
Stenosis and Pulmonary Artery Stenosis // J Am Coll Cardiol. 1990.
Vol. 15, Is. 7. P. 1625-1630.

Giddins N. G,, Finley J. P, Nanton M. A, Roy D. L. The Natural Course
of Supravalvar Aortic Stenosis and Peripheral Pulmonary Artery
Stenosis in Williams’ Syndrome // Br Heart J. 1989. Vol. 62, Is. 4. P.
315-319.

Ross D. N. Replacement of Aortic and Mitral Valves with a Pulmonary
Autograft // Lancet. 1967.Vol. 290, Is. 7523. P. 956-958.

Jatene A. D., Fontes V. F,, Paulista P. P. et al. Anatomic Correction of
Transposition of the Great Vessels // J Thorac Cardiovasc Surg. 1976.
Vol. 72, Is. 3. P. 364-370.

Kramer P, Absi D., Hetzer R. et al. Outcome of Surgical Correction
of Congenital Supravalvular Aortic Stenosis with Two- and Three-
Sinus Reconstruction Techniques // Ann Thorac Surg. Vol. 97, Is. 2.
P. 634-640.

Delius R. E., Walters H. L., Bondarenko I. An Unusual Complication
of Three-Patch Repair of Supravalvar Aortic Stenosis // Annals
Thorac Surg. Vol. 98, Is. 4. P. 1449-1451.

20.

21.

22.

Rodriguez-Revenga L., Badenas C., Carrié A., Mila M. Elastin
Mutation Screening in a Group of Patients Affected by Vascular
Abnormalities // Pediatr Cardiol. 2005. Vol. 26, Is. 6. P. 827-831. DOI
10.1007/500246-005-0885-8.

Deo S. V., Burkhart H. M., Dearani J. A., Schaff H. V. Supravalvar
Aortic Stenosis: Current Surgical Approaches and Outcomes //
Expert Rev Cardiovasc Ther. 2013. Vol. 11, Is. 7. P. 879-890. DOI
10.1586/14779072.2013.811967.

Keating M. T. Genetic Approaches to Cardiovascular Disease.
Supravalvular Aortic Stenosis, Williams Syndrome, and Long-QT
Syndrome // Circulation. 1995.Vol. 92, No. 1. P. 142-147.

Curran M. E., Atkinson D. L., Ewart A. K. et al. The Elastin Gene Is
Disrupted by a Translocation Associated with the Supravalvular
Aortic Stenosis // Cell. 1993. Vol. 73, Is. 1. P. 159-168. DOI
10.1016/0092-8674(93)90168-P.

Blyumina M. G. Sindrom nadklapannogo stenoza aorty u detei //
Pediatriia. 1984. No. 1. P. 16-19. (In Russian).

Williams J. C. P, Barratt-Boyes B. G., Lowe J. B. Supravalvular Aortic
Stenosis // Circulation. 1961.Vol. 24, No.6.P. 1311-1318.

Beuren A. J., Apitz J., Harmjanz D. Supravalvular Aortic Stenosis
in Association with Mental Retardation and a Certain Facial
Appearance // Circulation. 1962. Vol. 26, No. 6. P. 1235-1240.
Beuren A. J,, Schulze C., Eberle P, Harmjanz D., Apitz J. The
Syndrome of Supravalvular Aortic Stenosis, Peripheral Pulmonary
Stenosis, Mental Retardation and Similar Facial Appearance // Am J
Cardiol. 1964.Vol. 13, Is. 4. P. 471-483.

Perou M. L. Congenital Supravalvular Aortic Stenosis.
Morphological Study with Attempt at Classification // Arch Pathol
Lab Med. 1961.Vol. 71. P. 453-466.

Brewer R. J,, Deck D., Capati B., Nolan S. P. The Dynamic Aortic Root.
Its Role in Aortic Valve Function // J Thorac Cardiovasc Surg. 1976.
Vol.72,1s.3.P.413-417.

Stamm C,, Friehs I, Ho S. Y., Moran A. M., Jonas R. A., del Nido P. J.
Congenital Supravalvar Aortic Stenosis: A Simple Lesion? // Eur J
Cardiothorac Surg. 2001.Vol. 19, Is. 2. P. 195-202.

Hickey E. J., Jung G., Williams W. G. et al. Congenital Supravalvular
Aortic Stenosis: Defining Surgical and Nonsurgical Outcomes //
Ann Thorac Surg. 2008.Vol. 86, Is. 8. P. 1919-1927.

McGoon D. C., Mankin H. T,, Vlad P, Kirklin J. W. The Surgical
Treatment of Supravalvular Aortic Stenois // J Thorac Cardiovasc
Surg. 1961.Vol. 41. P. 125-133.

Doty D. B., Polansky D. B., Jenson C. B. Supravalvular Aortic
Stenosis: Repair by Extended Aortoplasty // J Thorac Cardiovasc
Surg. 1977.Vol. 74, Is. 3. P. 362-371.

Brom A. G., Khonsari S. Cardiac Surgery: Safeguards and Pitfalls in
Operative Technique. 1st ed. Rockville : Aspen Publishers, 1988. P.
276-280.

Myers J. L, Waldhausen J. A, Cyran S. E., Gleason M. M., Weber H.S.,
Baylen B. G. Results of Surgical Repair of Congenital Supravalvular
Aortic Stenosis // J Thorac Cardiovasc Surg. 1993. Vol. 105, Is. 2. P.
281-288.

Wren C., Oslizlok P, Bull C. Natural History of Supravalvular Aortic
Stenosis and Pulmonary Artery Stenosis // J Am Coll Cardiol. 1990.
Vol. 15, 1s. 7. P. 1625-1630.

Giddins N. G,, Finley J. P, Nanton M. A, Roy D. L. The Natural Course
of Supravalvar Aortic Stenosis and Peripheral Pulmonary Artery
Stenosis in Williams’ Syndrome // Br Heart J. 1989. Vol. 62, Is. 4. P.
315-319.

Ross D. N. Replacement of Aortic and Mitral Valves with a
Pulmonary Autograft // Lancet. 1967. Vol. 290, Is. 7523. P. 956-958.
Jatene A. D., Fontes V. F,, Paulista P. P. et al. Anatomic Correction
of Transposition of the Great Vessels // J Thorac Cardiovasc Surg.
1976.Vol. 72, Is. 3. P. 364-370.

Kramer P, Absi D., Hetzer R. et al. Outcome of Surgical Correction
of Congenital Supravalvular Aortic Stenosis with Two- and Three-
Sinus Reconstruction Techniques // Ann Thorac Surg. Vol. 97, Is. 2.
P. 634-640.

Delius R. E., Walters H. L., Bondarenko I. An Unusual Complication
of Three-Patch Repair of Supravalvar Aortic Stenosis // Annals
Thorac Surg. Vol. 98, Is. 4. P. 1449-1451.



23. Wu F-Y,, Mondal A., del Nido P. J. et al. Long-term Surgical Prognosis ~ 23.  WuF.-Y.,, Mondal A., del Nido P. J. et al. Long-term Surgical Prognosis

of Primary Supravalvular Aortic Stenosis Repair // Ann Thorac Surg. of Primary Supravalvular Aortic Stenosis Repair // Ann Thorac Surg.
Vol. 108, Is. 4. P. 1202-1209. Vol. 108, Is. 4. P. 1202-1209.
NWHOOPMALNA Ob ABTOPAX

A.T. Bpoackuin — KaHaMAAT MEAULIMHCKMX HAYK, CepAeYHO-COCYAUCTBIN XMPYPT.
A. H. MonyaHOB — JOKTOP MeAULIMHCKMX HaYK, CepAeYHO-COCYANCTbIN XUPYPT.
J1. A. TunbTaeBa - Bpay — AETCKMIA KapAUOSIOor.

0. P. Bypna4eHKoO — Bpay-peHTreHoNor.

INFORMATION ABOUT THE AUTHORS

A. G. Brodsky - Candidate of Sciences (Medicine), Cardiovascular Surgeon.
A. N. Molchanov - Doctor of Sciences (Medicine), Cardiovascular Surgeon.
L. A. Tiltaeva - Pediatric Cardiologist.

Yu. R. Burlachenko - Radiotherapist.

(9}
N

BectHuk Cyprl'Y. Meauumna. N2 1 (51), 2022



