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b.M. TopypoB

Y «MHcTuTYT ceppua M3 YkpauHbl», Kues

Cny4yam ycnewHomn KoppeKumn HaakanaHHoro
CTEHO3a aopThbl Y NALMEHTa C CUHAPOMOM
Bunbamca — bonpeHa

B cTaTbe onucaH cnyyan ycrnewHoW KOppeKuMn peakoro nopoka cepAua — HagknanaHHoOro crTeHosa aopThl Y
XEHLWMHbI C reHeTUYeCKUM CMHAPOMOM Bunbsimca — borpeHa. Y nauneHTkn B Bo3pacte 37 neT BbiiBNEHbI NOKasb-
Hoe Cy>XeHne aopTbl MO TUMY «MeCOYHbIX YaCOB» HA YPOBHE CUMHOTYOYNSAPHOIO COeAUHEHMs C FpagueHTOM AaBNieHUs
100 MM pT. CT. U YMepeHHble NoKaNibHble CTEeHO3bl Iero4YHOW apTepun. BonbHONM BbINONHEHa KOPPEKLMs MOpPOKa B
YCNOBUSX UCKYCCTBEHHOTO KpoBoobpalueHus. NMpoBeaeHa aoptonnactuka no McGoon ayToneprkapioM C XOpOoLUMM
HEenocpeACTBEHHbIM pe3ynbTaToM. Xupypruyeckas KOppeKkumus HagkianaHHOro CcTeHo3a aopThbl ABNSETCS MeTOAOM

Bbl60pa BO BCeX d1y4aaX BbiABJIIEHUA ,D,aHHOIZ naToJsiornun.

KnioueBble cfioBa: HafKJlanaHHbIN CTEHO3 aopThl, CMHAPOM Bunbsimca — borpeHa, ayTonepukapg,.

Ha/:[KJIaHaHHHI?I CTE€HO3 A0PThbl — PEAKHIT BPOXK-
JIEHHBIN TIOPOK cep/illa, BeTpevaromuiicsa y 1 Ha
25 000 HoBopoxieHHbIX [ 1]. [To pasHbiM TaHHDBIM |2,
3, 7], B 14—61 % ciy4yaeB aHOMAINIO HAOJIIOAAIOT Y
GOJIBHBIX € CUHAPOMOM Buibsamca — DBoiipena, B
OCHOBE KOTOPOTO JIE)KUT TEHETHYECKOe HapylleHue
CUHTE32 3JIACTUHA — TJIABHOTO CTPYKTYPHOTO KOM-
MOHEHTa cpefHeil 000JOYKN apTepuil MbIIIEeYHO-
HIIACTUYECKOTO THUTA. ITUM OOBSICHSAETCS TOT (haKT,
4TO GOJIbHBIE C JAHHBIM T€HETHYECKUM CHHIPOMOM,
MOMUMO HAJKJIAMIAHHOTO CTEHO3a a0PTHI, WMEIOT
COTIYTCTBYIOIIIIE€ CTEHO3bI JIETOUHBIX apTepuii (JIA),
yaie IUCTATBHBIX OT/esnoB. [Ipn amaromuyeckom
BapuaHTe MOPOKA C JIOKAJIBHBIM CYKE€HUEM a0pPTHI B
06J1aCcTH CUHOTYOYJISIPHOTO COEIMHEHHS € XOPOIIIO
Pa3BUTBIMUA A0PTAJIBHBIMU CUHYCAMU W HECKOMITPO-
METHPOBAHHBIMU KOPOHAPHBIMU apTEPUSIMU BO3-
MOJKHa KJaccmdeckas aopToractuka o McGoon
[3]. L/t peKOHCTPYKITNHM CTEHKU A0PTHI B TTOCTEIHEE
BpeMs WCTOJB3YIOT ayTornepukapa ((puxcupoBaH-
HBIH Ty Tapasnbaeruaom) [4, 9, 10].

KnuHuyeckunn cnydan
[TanmenTtka X., 37 set, noctynuiaa B VHcTuTyT

cepaiia M3 YkpauHbl ¢ AMarHO30M HaJIKJATaHHO-
rO CTEHO3a A0PTHL. JXOKapauorpaguyeckoe uccie-

JIOBaHHWE II0KA3aJI0 BBIPAKEHHbBIM HaJIKJIaTlaHbIH
CTEHO3 aopThl, CTEeHO3 TpaBoil BeTku JIA ¢ rpa-
JNUEHTOM JlaBjieHus 73 MM PT. cT. Takke mpoBeje-
HO 30HJMPOBAaHUE: HAJKJIATIAHHBIIN CTEHO3 A0PTHI
C TPaIMEHTOM JIaBJICHUS 73 MM PT. CT. BbInosinena
KOMITbloTepHasi Tomorpadust (puc. 1), pe3yiasraThl
UCCTIeIOBAHUS: HAJKJIATIAHHBII CTEHO3 a0pTHI (JIMC-
KPETHBIN THUI), PACMOJIOKEH HEIOCPEJICTBEHHO HaJl
cunycoM BasbcanbBbl. /luctanmbHast 4acTh BOCXOJIsI-
el aopThl HOpMaJsibHAsA B pa3Mepe. KopeHb aopTh
22 MM, cuHOTyOyngpHOEe coenuHenne 9,2 MM.
Kopenb JIA 27 x 31 MM, ctBOT JIA 28 MMm. JleBas
Betka JIA 13,8 x 10,7 MM, 4 cM aucTajIbHee yCTh,
nuametp 26 mm. IIpaBas Betka JIA 7,7 X 7,0 MM B
yCThe, 3 CM JIMCTAIbHEE YCThS, TuaMeTp 26 MM.

Xupypru4yeckas TexXHUKa

[Manrentke BbIIOJHEHA KOPPEKIUSI [TOPOKA B
YCIOBUSX HCKYCCTBEHHOTO  KPOBOOOpaIleHUst
(105 mun), runorepmun (26 °C) u dapmakoxoJio-
JIOBOI Kapauorieruu (BpeMsi WMIIEMUM MUOKap-
na — 41 mun). Bocxozsiast aopra Obliia pacceyeHa B
MIPOJIOJIBHOM HAlIPaBJICHUH Yepe3 CUHOTYOYISIpHOE
COe/IMHEHUE C [TEPEXO/IOM HA HEKOPOHAPHbII CUHYC.
BoinosiHeHa pesexiiust GuOPO3HOrO MUPKYISIPHOTO
BaJIMKA, CY’KUBAIOIIETO TIPOCBET aOPThI HA YPOBHE
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Puc. 1. KomnbloTepHas ToOMorpaMmma nauveHTkm X.,
37 net. HapknanaHHbIN CTEHO3 aopTbl (YKasaHo
CTpenkom)

CUHOTYOYJISIPHOTO coefiHeHust. Tlocsie BBITIOJIHE-
Ha PEBU3US A0PTAJIBHOIO KJallaHa U yCTheB KOPO-
HApHBIX apTepuil OysKaMu, KOTopasi MoKasaja, 4yTo
OHU HE BOBJIEYEHBbI B MATOJOIMYECKUIl IPOIiecc.
Ormepanust 3aBepilieHa TJIACTUKOW BOCXOSIIEN
AOPTHI 3AIJIATON KarieBUAHOUW (DOPMBI U3 ayTole-
pukapaa (00pabOTaHHBIM PACTBOPOM TJIyTapajib-
neruna), GUKCUPOBAHHONW HETIPEPHIBHBIM IBOM U3
nosunpormnena 6/0. Ilnactuka mpaBoli BEeTBU U
ctBoJia JIA TipoBe/ieHa Takke 3a1aaTol U3 HATUBHO-
ro ayrorepukap/a. Ilocie onepaiuu B Xojie npsiMo-
rO U3MEPEHUsl TPAJUEHT CUCTOJIMUECKOTO JIaBJIeHUsI
MEKJY JIEBBIM JKEJIYIOUKOM M A0PTON COCTaBUJI
8 MM pr. ct. Ha 35-¢ cyTkm meHb mocie XUpyp-
FMYECKOTO BMEIIATEIbCTBA BBIMIOJHEHA TOBTOPHAS
KoMIIbIoTepHas ToMorpadus (puc. 2), pesyasTaTsl
UCCJIe/IOBAHUST: JIMCKPETHDBIN HAJK/JIATIAHHBINA CTEHO3
A0PTBI YCTPAHEH C I[OMOIIbIO ayTONEePUKAPIUAJIb-
Hol 3ariatel. Kopenb aoptbr 30 MM, cCHHOTYOYJIsIp-
Hoe coeunenne 17 x 24 mm. Kopenb JIA 34 x 30 mm,
ctBOJ JIA 25 M.

Puc. 2. KomnbloTepHas ToMorpamMmma nauneHTku X.
nocrne onepauvv: AUCKPETHbIN HaAKanaHHbIW CTEHO3
aopThbl YCTPaHEH C MOMOLbIO ayTonepuKapauanbHoOm
3annarbl (yKa3aHo CTpenkoun)

OGcyxaeHue

Hagkmananablil CTEHO3 aOPTHI SIBJISIETCST PEIKUM
BPOKIEHHBIM ITOPOKOM CeP/Ila, U CBOEBpPeMeHHast
XUPYPTrUYecKasi KOPPEKIUsI TAaKOro TOPOKa [03BO-
JISIET TIPEJOTBPATUTD TTOPAsKEHUS JAPYTUX CTPYKTYP
cep/Ia, a TJIaBHOE, a0PTAJbHOTO KJIallaHa U JIEBOTO
JKemynouka. V3-3a BBICOKOTO MyJIbCOBOTO IaBICHUS
B A0pTe, KOTOPOE TIOCTOSTHHO BO3/IEHICTBYET HA KOPO-
HapHbIe apTepUU, CYIIECTBYET BBICOKAs BEPOST-
HOCTh BOBHUKHOBEHUST HEOOPATUMBIX CTPYKTYPHBIX
W3MEHEHWH B HUX, 9YTO OTYETJINBO MTPOJAEMOHCTPUPO-
Basm T.A. Peterson u coaBtopsr [6].

BbiBOAbI

[TocnenoBaB mpuMepy HaIIUX KOJJIET U3 KJIH-
HUKH Mayo, mMemmunx OTrPOMHBIN OTIBIT OTlepa-
TUBHOTO JIEYE€HUsT TIOXOOHBIX MOPOKOB, MBI OTAAJIN
MPEATIOYTEHNE ayTONEPUKAPAY U YOeIUINCh, YTO
3TOT TeHETUYECKU UJCHTUYHBIN MaTepuas uaeaib-



B.M. Topypos

«Kappioxipyprisi Ta iHTepBeHLUjMHa kapaionoris», N¢ 2, 2015

55

HO [OJAXOAUT ISl TJIACTUKKA aOPThl y HMalMEeHTOB
C TaKoW TaToJIoTHeH: OH He IoJBepraeTcs iere-
Hepauuy U Ojarogapss CBOMM IIPUPOJHBIM ILjIa-
CTUYECKMM CBOICTBaAM obecreunBaeT WMueaabHYIo
repMETHYHOCTh IIBOB. BeposaTHOCTh 00pasoBaHms
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b.M. Toaypos
AY «HctnTyT cepua MO3 YkpaiHu», Kuis

Bunagok ycniwHoi Kopekuii HagknanaHHOro CTeHo3y aopTU B NaLjieHTa
i3 cuHapomomMm Binbsimca — bonpeHa

Y cTaTTi onncaHo BMMNafoK YCilHOI KopekLii pigkicHOT Bagu cepus — HagKflanaHHOrO CTEHO3Y aopTU B XiHKU
3 reHeTUYHUM cuHApOoMOM Binbsimca — boripeHa. ¥ naujieHTKM Bikom 37 pokiB BUSIBIEHO JIOKaJibHE 3BYXEHHS aopTu
3a TUMOM «IiCKOBOIO FOAMHHUKA» Ha PiBHI CUHOTYOYNAPHOro 3'€AHAHHA 3 rpagieHToM TUcky 100 MM PT. CT. | NOMipHi
nokasnbHi CTEHO3W nereHeBol apTepii. XBOPili BUKOHAaHO KOpPEKLilo MOPOKY B YMOBAaX LUTY4HOro KpoBoobiry. Mpose-
JeHo aopTtonnactuky 3a McGoon ayTtonepukapgom 3 fobpum GesnocepefHiMm pesynbTatoM. XipypridHa KopekLuis
HaZKJlanaHHOro CTeHO3Yy aopTH € METOAOM BMOOPY Y BCiX BUMaAKax BUABNEHHS L€l naTonorii.

KnrouoBi cnoBa: HagknanaHHMM CTEHO3 aopTU, cMHAPOM Binbsmca — BoripeHa, aytonepukapa.

B.M. Todurov

Heart Institute Healthcare Ministry of Ukraine, Kyiv, Ukraine

Successful repair of supravalvular aortic stenosis in patient
with Williams — Beuren syndrome

This article describes a case of female patient with genetic Williams — Beuren syndrome who underwent successful
correction of rare congenital heart disease — supravalvular aortic stenosis. Local narrowing of aorta of «sand clock»
type at the level of sinotubular connection with pressure gradient 100 mm Hg and moderate local stenoses of the
pulmonary artery have been detected in 37-year old patient. Aortoplasty with autopericardium technique described
by McGoon was performed with good immediate outcome. This is a method of choice in all cases of this pathology.

Key words: supravalvular aortic stenosis, Williams — Beuren syndrome, autopericardium.
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