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Pesrome

Hean. Hagrxmanmanueiid creno3 aoptel (HCA) — 3T0 BapHaHT KOMIUIEKCHOW aHOMaJIMM KOpHs aopThl. C Iesbio
BOCCTAHOBIICHUSI T€OMETPHH, a TaKXKe COXpaHeHUs (YHKIHMH aOpTAJILHOTO KiarnaHa ObUIM TPEUIOKEHbI TEXHUKH
CUMMETPHYHOH TUIACTUKHU JIBYX- U TPEX CHHYCOB a0pThl. C LENbI0 M3yUeHUs BIHMSHUS THIA ONEPALUH Ha PE3yIbTaThl
JiedeHust ObUT MPOM3BEAEH PETPOCIICKTUBHBIN aHaIM3 OOJBHBIX ONeprpoBaHHBIX ¢ 1992 mo 2012 rr. Marepuaa u
Metoabl otaenerun BIIC PKB, 6butn mpoonepupoBans! 16 manuentos ¢ HCA B Bo3pacte ot 1.5 10 19 net. Cunnpom
Williams Bctpetnics y 10 u3 Hux. /[BonM Obl1a mpon3BeeHa Pe3eKIHs KOapKTanuu aopThl. Omepanus ¢ pacumpeHHeM
OJIHOTO cHHYyca ObLta mpon3BeneHa 10 mannenTam, AByX cuHycoB — 6. Pe3yabTarsl. JleTanbHbBIX ClydacB B OnpKaieM
U OTJAJICHHOM I1epuoze He ObL10. JloonepaoH bl IpaleHT CHCTOINYECKOTO AaBIECHHs HA YPOBHE CTEHO3a COCTaBHII
B cpenaeM 82.6 £17 mmHg (50 — 145 mmHg). B mocneomnepannonHoM nepruoae rpafueHT cocTaBmi 14.6£7 pr.cT. (8 —
30MM PT.CT.) M COXpPAHSJICS CTAOMIBHO B OTAAJECHHBIE CPOKHM IOcie orneparnuu. J[Boe O0IbHBIX OBUIH MIPOOIIEPHPOBaHA
0 TIOBOJY KOapKTanuu aopThl. CyIIECTBEHHBIX OTIIMYUM B MOCIEONEPAllMOHHBIX TPAJUEHTAX B 3aBUCUMOCTH OT BHJA
IUIacTUK He Obuto. BeiBoabl. ITo pe3ynbTaraM HamIero HCCIEAOBAHUS YAOBIETBOPUTEIbHBIE HEMOCPEICTBEHHBIE
U OTJAJICHHBIC PE3YyNbTaThl MOTYT OBITh TOJIyYEHBI BHE 3aBHCHMOCTH OT HCIOIB30BAHUS METOIWKH OIEPAIlH C
pacuupeHreM OJHOTO MK JIByX KOPOHAPHBIX CHHYCOB. Bb100p MaTepuaa Jutst 3a1u1aThl He OTpa)kaeTcsl Ha OTJaeHHbBIX
pe3yabpTaTtax Xupyprudeckoro JeueHHUsI.

Summary. Congenital supravalvular aortic stenosis: surgical outcomes

Objective: supravalvular aortic stenosis (SAS) is known to involve the whole aortic root. Some surgeons have
therefore changed their approach from relief of obstruction using a single-patch to symmetric reconstruction with two-or
three-patch technique. The advantages are: preserved long-term aortic valve function and allowance for growth. This is
unproven. We compare growth and aortic root geometry in patients who have undergone relief of SAS using either single-
or inverted bifurcated patch plasty technique. Methods: Sixteen patients (7 male, 9 female, mean age of 8.25 years, range
1-19) underwent surgery for SAS were included in this retrospective analysis. Ten patients had features of Williams syn-
drome. Two patients had other concomitant procedures. A single patch was inserted into the longitudinal incision, which
passed across the stenosis into the non-coronary sinus in 10. A Doty technique was used in 6 patients. Changes in aortic
root following repair were documented in patients using echocardiography, aortography. Results: There were no opera-
tive deaths. The mean preoperative gradient was 82.6 +17 mmHg (range 50 — 145 mmHg), which decreased to 14.6+7
mmHg (range 8-30 mmHg) early postoperatively. There was no significant difference in the incidence of postoperative
aortic regurgitation or gradient across the repair between two techniques according to the echocardiograms and cateth-
erization findings. Conclusion: According to our study, we cannot demonstrate any benefit in reconstructing the whole
aortic root for SAS. Good surgical outcome of congenital SVAS can be achieved with the appropriate method of treatment
in patients with both: single- and multiple-sinus reconstruction. The choice of material for the patch does not affect the
long-term results of surgical treatment.

Key words: supravalvar aortic stenosis, left ventricular outflow tract obstruction, surgical procedures

Rezumat. Stenoza aortica supravalviulara congenitali: rezultatele tratamentului chirurgical

Scopul studiului constd in evaluarea comparativa a diverselor tactici si metode de corectie chirurgicala a ste-
nozei aortice supravalvulare congenitale si elaborarea algoritmului optimal de tratament al acestor bolnavi. Material
si metode. in lotul de bolnavi cu Stenozi aortica supravalvulari congenitala, operati in Centrul de Chirurgie a Inimii pe
parcursul anilor 1992-2012, au fost inclusi 16 pacienti cu varsta variabila de la 1,5 pana la 19 ani. Sindromul Williams
a fost diagnosticat la 10 pacienti. Metoda de plastie cu largirea unui sinus Valsalvae a fost folosita in 10 cazuri, tehnica
de plastie dupa Doty la 6 pacienti. Rezultate: la etapa postoperatorie precoce si tardiva nu s-au determinat cazuri letale.
Gradientul presional sistolic la nivelul stenozei preoperator a variat intre 50 — 145 mm Hg (media 82,6-17mmHg), in
perioada postoperatorie a variat intre 8-30mmHg (media 14,6-7 mm Hg), fara modificari semnificative pe parcursul su-
pravegherii. Concomitent cu plastia de largire a aortei ascendente la 2 pacienti s-a efectuat si plastia coarctatiei aortice.
Concluzii: Operatiile plastice in cazul stenozei aortice supravalvulare congenitale sunt efective, durabile in timp, avand
ca consecinta lichidarea completa a obstructiei aortice supravalvulare indeferent de metoda de plastie folosita si reduc
necesitatea protezarii aortei ascendente practic la zero.
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Hankmananuenii creno3 aopter (HCA) — sto
BapUaHT KOMIUICKCHON aHOMalWd C TIOpaXXCHUEM
NPEUMYIIECTBEHHO apTepHi DIACTUYECKOTO THUIIA.
Yacrora: coctaBmger 0.05% oT Bcex BpOKIACHHBIX
nopokoB cepiana. OH sBJsIeTCSs HaMMEHEe YacToH
dopMoit OOCTPYKIIMM BBIBOJHOTO OTJIENA JIEBOTO
xemynouka (BOJDK), u nabmromaercst 5-8% 60mbHBIX
¢ pukcupoBanHoU popmoit odcTpykimu wiu 1/20,000
10 1/50,000 o manubsiM Duba et al. 2002 [3]. lanHoe
MopakeHne BO3HHMKAeT B 3-X ¢opMax: a) B paMKax
cungpoma Williams; 0) kak cropaauueckas (Gopma;
B) KaK reHeTHYECKas ceMeiiHas (hopma ¢ ayTOCOMHO-
JIOMUHAHTHOM mepeadei.

Puc.1. borvnoii ¢ cunopomom Williams («iuyo snvgpar)

HCA wd4acto sBiseTcst CIEACTBHEM MYyTaIllH
rera 7q11.23, ocobeHHO B COYETaHUHU C CHHIPOMOM
Williams Puc. 1. Menkue (MBIIIEYHBIC) apTEPUH CO-
JIepyKaT CyIIECTBEHHO MEHBIINE TPOIIOPIIMN AIIACTHU-
Ha 10 CPaBHEHHWIO C MAaruCTpPallbHBIMHU apTEpUsIMHU,
KOTOPBIC JIOJDKHBI «JeMII(hUPOBATEY KUHETHUECKYIO
SHEPTHUIO CepACIHOTO BEIOpOca. JlehuIuT 3macTuaHo-
CTH MarucTpPaJIbHBIX apTepuil MPUBOIUT K yBEIHUe-
HUIO YAApHOTO CTpecca U BTOPUYHOHU nposudepaum
JIaJIKOMBIIICYHBIX KJIETOK U OTIIOKEHHIO KOJUIareHa,
a TaKKe K YTONIICHUIO UX UHTUMBI. MI3MeHeHus Mo-
IyT HEe OTPaHUYMUBATHCS HAJKIAaHHOW 30HOM, a pac-
NPOCTPAHSITLCS HA JIyTy W HUCXOISIIYIO TPYIHYIO
aopty. [Ipyrue MarucrtpaibHble apTepUd BKIFOYAIOT
BBIBOJTHOM OTJIEJ TIPABOTO JKENyI04YKa JIETOUHbIE ap-
Tepuu. KiIIMHIYECKN 3HAYMMasi CepJICYHOCOCYUCTAs
maTtosorus Berpedaercs B 53 — 80% ciydaeB y 007b-
HBIX ¢ cuHapoMom Williams.

Amnarommuueckue BapuaHThl: 1. HapyxHOe cyxe-
HUE B BUJIC IIECOYHBIX YaCOB» JIMCTAIBHEE YCTHCB
KopoHapHBIX aprepuii — 50-70% OonpHEIX; 2. DOu-
Opo3Hasi amadparma, pacrnoiloKEHHas IHCTabHEe
yCTheB KOpOHapHBIX aprepuii — 25%; 3. uddysnoe
CY’)KEHHUE BCEH BOCXOJSIICH a0pThI, BO3MOXKHO C Tie-
PEXO0IOM Ha JyTy aOpTHI.

COOTBETCTBEHHO, B CIy4ae TOpa)KeHUs! KopoHap-

HBIX apTepHii, MOTYT BCTPEYAThCS 3 aHATOMUYECKUX
BapuaHTa:

1. CyxxeHne ycTbs JeBOH KOPOHAPHOH apTepHH.

2. O6CTpyKIMsS YCTHEB KOPOHAPHBIX apTepuit
BCJICZICTBUU (PUKCAIIMM CTBOPOK K HAaJIKJIAllaHHOM
MeMmOpaHe.

3. IuddysHoe cyxeHue JICBOH KOPOHAPHOH ap-
TEpUH.

Tab6muma 1
Onpedenenue cmenenu cmeHosa

CucroimyecKkuii rpajineHT
CreneHb cTeHO3a
(mm Hg)
I (ymepeHHBIi) <40
11 (cpennmnit) 40-80
111 (BBIpa)XCHHBIN) 80-120
IV (kputndeckuit) > 120

ITatodusuosorusi: YcTbs KOPOHAPHBIX apTEPUid,
pacroNoKeHHbIE MPOKCUMAalIbHEe MecTa Cy)KeHHs,
MMEIOT TaKoe K€ CHCTOJIMYECKOe JaBlIeHHE, KaK U B
neBoM xenynouke. COOTBETCTBEHHO, OHHM, TIOJIBEpra-
sICb TeMOJIMHAMUYECKOMY CTpeccy, IHISATUPYIOTCS,
MIPOMCXOAUT THIIEPIIa3ns HHTHUMBI, Tpeapacmoia-
ras K paHHEMY pa3BUTHIO aTepPOCKIEPOTHUECKHX
Omsmek. I'eMomuHaAMHYECKHE TIOCTENCTBUS TaKHUX
W3MEHEHU B KOPOHAPHBIX apTepHsX MpPOSBIISIOTCS
TE€M, YTO, HECMOTPS Ha YBEJIMUEHHE CHUCTOIMYECKOTO
JABJICHUS] B HUX, CYIIECTBEHHO CHIIKAETCS JHACTO-
JINYECKUH KOPOHAPHBIN KPOBOTOK, KOTOPBIH SIBIISIET-
Csl OTIPEJIENIAIONINM B Pa3BUTHUN HIIEMHUH MHOKap/a.
Konnenrpuueckast rurepTpousi JIEBOTO JKETyI0uKa,
Bbi3BanHast HCA, ycyryOnser uimemMuro Muokap/a.

EctecTBeHHOe TeueHne: Buesannas cMepTh pu
HCA Bctpeuaercst yaiie, 4eM MpH Jpyrux Gopmax
ooctpykiuu BOJIXK, ocoOeHHO y OOJIBHBIX C CHH-
npoMoM Bunbsimca u mepudepryecKUMH CTEHO3aMH
JIETOYHBIX apTepuil. bosnee Tspkenoe TeueHue JaHHOU
MaTOJIOTUN OTPEAETISETCS] COYeTaHHEM aopTalIbHO-
IO CTEHO3a U MOPaXKeHUsI KOpoHapHbIX aprepuil. I1o
naHHbIM Burch et al. [12] okoso 5% OOJIbHBIX HyX-
JAIOTCSl B TJIACTUYECKOM PACHIMPEHUH KOPOHAPHBIX
aprepuii. [TopaxeHrue KOPOHAPHBIX apTEPUil CBSI3aHO
¢ 25-KpaTHBIM yBEeJUYEHNEM PUCKa BHE3AITHOM cMep-
THU 10 CPABHEHUIO C OCHOBHOU momyismuei. Madek-
LIMOHHBIHN YHIOKAPIUT TAKKe MOXKET OBITh IPHUNHON
cmeptH y 6onbHbIX ¢ HAC.

Heablo nccnenoBanus SBUIICS aHAIHU3 OIBITA Jie-
YeHUs1 OONBHBIX C JAHHOW MaTOJIOTHEH.

MarepuaJj 1 MeTOIbI

B otnenenun BITC HITIHICCX ¢ 1992 o 2012 1.,
ObuH 00cIieoBanbl 16 narentos ¢ HCA B Bo3pacre
ot lroma 1o 19 net, u3 HUX — 9 KEHCKOTO, 7 MY>KCKOTO
nona (cootHomienue 1,3: 1).
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Puc. 2. Oxoxapouoepamma 6onvroco ¢ HCA

Tabmuna 2
Pacnpeoenenue no éo3pacmy u noy
Bospacr MYK JKeH Bcero
1-5 2 3 5
6-10 2 4 6
11-19 3 2 5
Bcero 7 9 16

Juarno3 cuHzapom Buibsimca Obll BbICTaBICH
MEIUIMHCKUME reHeTrkaMu 10 u3 Hux (dpeHorunu-
YEeCKH, TCHETHUECKUI aHanu3 He mpoBoawics). Hu y
KOTO 13 OOJIBHBIX HE OBLIO BBISIBIIEHO CEMEHHOMN UCTO-
pUM TeHEPaTU30BaHHBIX APTEPHONATHH, OHHM OBLIH
paclLieHeHbl Kak criopanuueckas gopma. [pyOsiii cu-
CTOJIMYECKUI LIyM OBbLT BBISIBJICH BO BCEX CIIy4YasiX H
aBUiICcA HanOoJee 4acTOW NMPUYMHOM OOpalieHHs K
KapJHOJIOTy U KapIuOXUPYPTY.

Juaro3 ycraHaBIUBaJCsi HA OCHOBAaHMM CTaH-
JTapTHOTO KIIHHUYecKoro oocnenoBanms, IxoKI (Puc.
2), peatrenorpaduu, Npu HEOOXOAUMOCTH aHTHOKAp-
muorpaduu (Puc. 3), 3oHaupoBaHus mojocteil cep-
na. B 6 ciyuasx Obuta BeIITOJIHEHA aopTOrpadust UIst
WCKIIIOYEHUS COIYyTCTBYIOLIETO IOPaXKEHUsSI BETBEH
aoptel (Puc. 4), onpeneneHus: rpaAueHTa JaBICHUS
MEKIY JIEBBIM JKEITYOUYKOM U BOCXOSIIECH aOPTOM.

B cpenHem rpagueHT CHCTONNYECKOTO JAaBICHUS
cocraBmi 91 mm pr.cT. (50-140 Mm pT.cT.). ¥V 3 O0Mb-
HBIX BBIOJHAJIACH A0pTO-apTeprorpadus B OTIaJICH-
HBIE CPOKH TIOCJIE OTIEPALIH:

1. BBUAY pa3BUTHUSI KOAPKTALMU AOPTHI 4yepe3 3
roja mocije MEepBUYHOW ONEpanuy y HalueHTKH C
T dy3HOH PopMOii TOpaKESHUS;

2. MOJO3pEHHMsI Ha HAJMYUE aHEBPU3MBI aHACTO-
MO3a y MAIMEHTKH C 3aIJIaTol U3 ayToNepuKapaa;

3. mono3peHHs Ha HaJMYUEe CHUMIITOMATHYECKON
apTepualibHON TUIEPTEeH3UH (KOAPKTAlMOHHOTO CHH-
JpOMa, CTEHO3a MOYEYHOH apTepun).

Puc. 3. Aarnorpamma 6omsHOTO ¢ HCA | THa

Puc. 4. Ilocneonepayuonnas aneuoepamma (niacmuxa
80CX00AUY el AOPMbL — NEPBBIM U PE3EKYUS KOAPKMAYuu
aopmol 6mopvim 3manom) Buoen cmenos obuezo
yeganvroeo cmeona (npasas u 1eéas COHHvle apmepuu
omx005m 0OuWUM CMeoIoM)

CyOBbeKTHUBHBIC KOOI MPEABSIBISUIN 7 TAIlMCH-
TOB cTapie 6 JeT:

- Oonu B oOnactu cepaa — 7

- CUHKOTIAJIbHBIE COCTOSHUS — 2

- TOJIOBHBIC 0OIH -4

Tabnuua 3
Dopma anomanuu
No Koa-Bo | %

1 | Williams-Beuren cungpom 10 62.5
2 | Cnopaauveckas popma 6 37.5

AprepuanbHasi TUIEPTEH3Us BCTpEeTWIach y 4
OompHEBIX: y 1 co cropaamueckort popmoit HCA u'y
3 ¢ cunapomoM BunnesaMca, mpyuueM B OQHOM cllydae
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oHa ObLIa CBsA3aHA C HATUYHEM KOAPKTAIIMHA AOPTHI.
Pa3Huila B paBieHUM Ha MpaBOM U JIEBOM BEPXHUX
koHeuHOCTX («Coanda effect» — BciencTeue npeu-
MYIIECTBEHHOTO HAIIPABJICHHS KPOBOTOKA Uepe3 CTe-
HO3HUPYIOIIYI0 MEMOpaHy B CTOPOHY Opaxuoliedab-
HOTO CTBOJIa) OTMEUECHA Y 4 MAINCHTOB.

Tabmuma 4
Mamepuan ona niacmuxu
Tun onepauun Ayf::;);pn- Gore-Tex I;Ilfil:lz-

[Tnactuka 1 cuny- 6 1 3

ca mo McGoon

ao0pTOIIACTHKA 10 2 1 3

Doty

Bcero 8 2 6

CrenyeTr OTMETHUTD, UTO KakK 0 JaHHBIM J0OTIepa-
LIMOHHOT'O UCCIIEIOBAHUS TaK M MHTPAONIePAllMOHHOM
PEBU3MH, aHOMAJIMS aOpTAIBHOIO KilanaHa He Oblia
oOHapyXeHa HU B OTHOM CJIy4ae.

B 7 ciyuasx onepanus mpoBOIMIIACH MO METO-
muke Doty, ¢ mimacTH4eckuM paciiupeHreM HEKOpo-
HapHOTO M NPaBOro KOPOHAPHOTO CHHYCOB, B 9 — ¢
pacuMpeHreM HEKOPOHApHOTO cuHyca. B kauectse
Marepuana Jajsl 3aiulaThl WCIOJb30BAJICS ayTONEepH-
Kapay 8 6onmbHbIX, Gore-Tex y 2, 3aruiata u3 nporesa
Hemashield — y 6 (Tabmuma 4).

Pesyabrarel: boutn npoonepupoBansl Bee 16 na-
LUEHTOB — Mpou3BeneHo 19 onepauuii: 16 — nnactu-
KW HaJIKJIallaHHOTO CTEHO3a, | MOBTOpHAS IUIACTHKA
M0 TIOBOJY PECTEHO3a U 2 — I10 MOBOLY KOAPKTALUH
aopthl. JleTanbHbIX cilyyaeB B OnmmkaiiieM M OTHa-
JICHHOM TIepHoJie He OBLIO.

Tabnuna 5
Cucmonuueckuii 2paduenm Ha aopme
3a6UCUMOCHU OM 6UOA NAACHUKU 80CX00AU4ElL

aopmbol

Pacmupennas IlnacTuka ogHOrO

A0PTOIIACTHKA cCHHYyca
MauueHT / 110 ome- | m/ome- |10 omepa- | m/ome-
BO3pacT panuu | pamuu 101071 pauuu
III. /19 60 15
P.7 140 11
A.5 90 30
H.8 106 14
Y. 6 70 10
I.15 100 30
M. 16 100 20
A.6 60 6
III. 13 145 15
B. 14 80 15
b.2 50 8
JI. 14 63 12
III. 4 55 15
B.6 76 12

C.8 67 10
2.3 60 10
Cpennue 89 13,2 78,8 15,4
3HAYEHHUsI

U3 ocobeHHOCTEN ClieyeT OTMETUTD HOBBIIICH-
HYIO0 KPOBOTOUMBOCTh IPU UCIIOJIB30BAHUN CUHTETHU-
YEeCKHX 3aIuiaT, ocodeHHo 3amiar Gore-Tex, mpu mnpo-
BEACHUH PACHIMPEHHON a0PTOILUIACTHKH.

B nocneonepaninoHHOM NepUOAE TpajUeHT CO-
cTaBWI B cpeaHeM 14.6 mm pr.cT. (8 — 30 MM PT.CT.)
COXpaHsjIcs CTaOWJIBHO B OTHAJICHHBIC CPOKU IOCIE
olepalnyi, 3a MUCKIOYeHneM | manueHTa, onepupo-
BaHHOTO B Bo3pacTte 1 roma ¢ muddy3Hol dopmoit
HCA. VY Hero oTmeueHo yBenn4deHne rpauenTa o 63
MM PT.CT., B CBSI3U C UEM U€pe3 5 JICT MalUeHTY IPOU3-
Be/IeHa MOBTOPHAs OIlEpalysl IIIACTUKU 2-X CHHYCOB
C TUIACTUKOW BCEHW BOCXOMAIICH aopThl, 0 Opaxuo-
ueganpHOro cTBONA. M3 coueTaHHOH MaTonoruu y 2
nanueHToB ¢ nuddy3Hol GopMoii MopakeHHs aOPTHI
ObU1a TMarHOCTUPOBaHa KOAPKTaLUs aopThl. OnHOMY
00JILHOMY IPOM3BEJCHA HEMpsIMasi HCTMOILIACTHKA B
cBs13U ¢ 1uddy3HON TUNOIUIA3UEH TPYIHON a0pTHI 10
KOPPEKIMH HAJKIAIaHHOTO CTEH03a, & BTOPOU Maly-
CHTKE C KOMIUIEKCHOH aHOMaJIMEeH JTyrd aopThl («ObI-
Ybsl yra» + apTepusi JJI030pHs) — aHACTOMO3 KOHEII B
KOHEI[ ¢ TIIacTUKOH 1yru aopThl. Auddysnas Gpopma,
C TUIOIJIa3UeN BOCXOAIIEH aopThl OTMeYaach B 4
cllyyasiX, B CBSI3M C 4YeM IPOM3BOAMIACH IUIACTHKA
aopThl A0 OpaxuonedaabHOTro CTBOJIA.

Kak BumHo n3 Tabmuiiet 4, CymecTBEHHOTO pas-
JIMYUS B TIOCJICONEPALMOHHBIX TPaIUCHTAX JIaBICHUS
B 3aBHCHMOCTH OT HMCIIOJIb30BAHHON METOAMKH OIle-
paunu He ObuTO. TpaHCAOPTAIBHBIN CHCTONMYECKUI
rpagueHT cocTaBui 15,4 MM PT.CT. IPH pacIIUPEHNN
HEKOpPOHApHOIo cuHyca 1 13,2 MM pT.CT. IpU pacLIn-
PEHHOM aOpTOIIACTHKE COOTBETCTBEHHO.

Oocy:xneHue

Co BpeMeHM TIIepBOM YCHEIIHOW oOmepanun
McGoon (Puc. 6a) B 1956 1. [6], peaioxeHbI pa3-
JIMYHBbIE BUABI KOppeKuuu. [1o maHHBIM pa3In4HbBIX
aBTOPOB IIOCIICONEPALMOHHAs  JIETAIbHOCTh IIpU
JaHHOM matojoruu coctanisiet oT 0 10 9% (2.,4,9).

Mopdonoruueckuit crnektp HCA onpeneses,
1 KOHUENIHs W30JIMPOBAaHHOW HaAKJIAllaHHONW MeEM-
OpaHbl, paccMaTpuBacMasi HEKOTOPbIMU aBTOPAaMH, B
HacTos1Iee BpeMs oTBepruyTa. [Ipu mocmeprHoM uc-
CJICZIOBAaHUH TKaHel OONbHBIX, B Bo3pacTe oT 1,5 1o
39 ner, aucnia3usi Meanu Oblia OOHapyKeHa BO BCexX
cllyyasix, IpUUEeM B TKaHSIX a0PThI OHa 0oJIee BhIpaske-
Ha 4eM B TKaHsX JIETO4HOM aprepun [9]. BozMoxkHo,
9TUM OOBSCHSIOTCS KIMHUYECKUE HAOIIOICHNUS ecTe-
CTBEHHOT'O IIPOrpECCUPOBAHMSI IPOLIECCOB B a0PTE U
CIIOHTAHHOU PErpeccHy cO BPEMEHEM MOpaKEHUH Jie-
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rouHoit aprepun [7,10,11]. B 100% cnyuaeB oTmeua-
eTcsl IMCIUIa3usi KOpOHApHBIX apTepuil. B omuune ot
TKaHEH aopTHI, B IPOIIECC BOBJIEKAETCS HE TOJIIBKO Me-
Jsl, HO Bce TpH ciiosi. [lopaxkeHue Goiiee BBIPaXKEHO
B IPOKCHMAJIbHBIX CErMEHTax aprepuil. B Haunbonee
TSOKEIBIX CTy4asiX OHU HallOMHUHAIOT TKaHU OTKPBITO-
TO apTepHUaIHLHOTO MPOTOKA. DTH UCCIIE0BAHMUS TO-
TBEPXKIAIOT DSKCTPaaopTajbHOE paclpoCTpaHeHHE
HCA. Takum 00pa3om, B OOJBIIMHCTBE, €CIIA HE BO
Bcex crmydasx HCA mMeeT reHeTHYeCKHid XapakTep
(HacneICTBEHHBIN, TMOO0 CIIOHTaHHBIC MyTaIuK). Mc-
XOJIS M3 BBIIIEU3JI0KEHHOTO PSAZOM aBTOPOB JIeIaeTCs
MIPEIOI0KEHNE O BO3SMOXKHOCTH MUHIUMHM3AIINHN TIPO-
JuQepaliy 1 BTOPUYHBIX OBPSIKICHUN TKAaHSH TIpU
paHHEM XHpYpPruvecKkoM BMemarenscTse [1,7,9].
ITockopKy MakcUMyM CTEHO3a pacroiaraercs B
CHUHOTYOYJISIPHOIM 30HE, HAXOIAIICHCS HA BEPXYILIKE
KOMHCCYp, HapYIICHHOH SIBISIETCA T€OMETPHUSI BCETO
A0PTAJILHOTO KJIalaHa. 3HaYMMOCTh 3TOTO C Hadaja
1980-x npuszHaHa Kak MOpQoJIoraMu, TaK U XUpypra-
Mu. TakuM 00pa3zoM, JIJ1sl BOCCTaHOBJICHHUS TEOMETPUH
KJIaraHa, I0 MHEHHIO TPYMIbl XUpyproB u3 Bostons
Childrens Hospital [10], HeoOxomuma 0Oosiee KOM-
TUIEKCHAsI PEKOHCTPYKIIUS, YeM TPOCTO pacIIupeHne
HEKOPOHAPHOTO CHHYca. bbun npeioxkeHs! pa3aud-

M CTEHO3 ADpTEL F

Puc. 5. a) HagxnanaHHbIN CTEHO3 AOPTHI

Hble MeTOAMKK: Doty nHBepcUpoBaHHas Y-oOpasHas
3ariara (Puc.6b) [2], onepanus Brom (Puc.6¢) ¢ um-
IUTaHTaIlKel 3amar Bo Bce 3 cuHyca, Moau(uKaIys
aToi TexHuku Myers et al. (Puc. 6d) ¢ anactomo30m
KoHeIl B KoHel, n Hakonen Al-Halees - umrmanramus
COOCTBCHHOH JierouHou aprepuu. Steinberg mojau-
¢unmpoBan meroauky Doty, UMITIaHTUPYS JIOTION-
HUTEJIbHYIO 3aIUlaTy B JIEBBIM KOpPOHApPHBIA CUHYC B
JIOTIOJIHEHHE K Y— 00pa3Hol 3aruiare.

Ha ocHoOBaHMM aHAaTOMHYCCKHX HCCICIOBAHMIH,
OBUIO BBICKA3aHO IMPEIIOJIOKEHUE, YTO CUMMETPHY-
HO€ pACIIUPEHHE CHHYCOB MOXET JlaTh Jy4Illhe
(hYHKIIMOHAJIbHBIC PE3YJIbTAThI B OJIMIKANUIIIEM ITOCIIe-
OIeparOHHOM IIEPUOJIE U, 00CCIIEUUTh UX CTa0MIIb-
HOCTh B OTJaJICHHbIE cpOKU. HecMoTpst Ha OOJBIIYTO
TEXHUYECKYI0 CIOKHOCTh OIEPAIlH, UINTEIHLHOCTD
nepekaTvsi aopThl M BO3MOXKHOCTH HHTpaoliepa-
LIMOHHOIO KPOBOTEYEHMsI, 110 JaHHBIM BOCTOHCKOH
KIMHUKA  [9], B rpymme OOJbHBIX C PACHIMPECHHON
AOPTOILIACTUKON HE OBUIO JIETAILHOCTH B TOCIEO-
MEPAIMOHHOM TIEPHOJIC, 8 KOJIMYECTBO PEorepariii
CYIIECTBEHHO HWKE, YEM B TPYIIE C PaCHIMPEHUEM
1 cunyca — 5% u 35% coorBerctBenHo. C apyroi
CTOPOHBI, 10 JaHHBIM KIHMHUKH Mayo [5], ucmomis-
3oBanue teardrop-shaped 3aruiaTel ¢ pacupeHuem 1

0) rtactuka Aoptsl 1o Doty

AV

Puc. 6. Tumsl onepanuii: a) McGoon

b) Doty
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CHHYyca OBIJIO TOCTaTOYHO JUIsI CHIDKEHHS TPaJneHTa
1 coxpaneHms pyHKIMH KianaHa. Braunstein [1] Ha
OCHOBaHUM OmbITa JedeHus 10 OONbHBIX MpHIIeT K
TakuM ke BbIBogaM. MHTepecHo, uto Brown and
colleagues [2], MCMOJB3YIONIMX TEXHUKY ILIACTHKU
OJTHOTO CHHYCA, MOJIYYMIIN HEMOCPEICTBEHHBIE U OT-
JTAJICHHBIE PEe3ybTaThl, CPABHUMBIE C Pe3ylIbTaTaMu
«CHMMETPHYHOTO» PaCIINPEHNs KOPHS aOPTHI.

Ilo mammM naHHBIM, MBI TakXe HE OTMETHIIN
CYIIECTBEHHOTO pa3iNuus B pe3yJabTaTrax XHpPYpIu-
yeckorr koppexkunn HCA mo meroauke pacmmpeHus
HEKOPOHAPHOTO CHHYCA U TJIACTUKH JIByX CHHYCOB.
Crnenyer OTMETUTH OOJBINYI0 MHTPAOTIEPAIIMOHHYIO
KpPOBOIIOTEPIO, 0COOEHHO Yy MAI[IEHTOB C CHHTETHYE-
ckoi 3arutaroil. OTaaneHHbIe pe3yabTaThl TAKKe HE
MOKa3aJId CyIECTBEHHOTO OTIIMYHS B 3TUX TpyIIax
0opHBIX. EAMHCTBEHHBIH Ciydail pecTeHo3a aop-
ThI BEPOSITHO CBSI3aH HE C CAMOM METOJUKOW omepa-
UM, a C THKECThIO matonoruu (nuddysHas Gopma)
M MaJIeHbKMM BO3pacToM pebeHka. HesnaunrenapHOE
KOJIMYECTBO HaOIroneHwii (Kak W y OOJBIIMHCTBA
OITyOJIMKOBAaHHBIX aBTOPOB), a TAK)KE CPaBHHUTEIHHO
HEOOJBIION CPOK HAOJIONCHUI HE IMO3BOJSICT CHE-
JaTh KakuX JUOO BBIBOAOB. B memoM MOXKHO KOH-
CTaTHPOBaTh, YTO OO€ HCIIOIB30BAaHHBIE METOIUKU
JTAIOT CpaBHUMBIE HETIOCPEICTBEHHbIE U OTJAJICHHBIC
pe3ynbrarbl. [lanpHelilliee HaKOTUIEHUE OIbITa, OIle-
pauuu y TPyJAHBIX JI€Teld ¢ COYETAaHHOM MaTOJIOTUEH,
BPOXK/IEHHBIMI aHOMAJIMSIMU aOPTAJIBHOTO KJIAlaHa,
MO3BOJISAT CTAaHAAPTU3MPOBATH TAKTHUKY JICUEHUS STON
KOMILUIEKCHOH aTOJIOTUH KOPHS a0PThI U €€ BETBEH.

BoiBoabI

1. Oneparun 1o MOBOAY HAJKIAMAHHOTO CTEHO3a
AOPTHI MOTYT OBITh BBIITOJHEHBI C HU3KOW MepHoIie-
PALMOHHOM JIETAIbHOCTBIO.

2. YnoBIETBOPUTENbHBIE HEMOCPEICTBEHHBIE U
OTJAJIEHHBIE PE3YNBTAThl MOTYT OBITH MOJyYeHBI BHE
3aBHCHMOCTH OT HCIOJB30BaHUS METOAMKH OIepa-
[IUU C PACIIMPEHHEM OJHOTO WJIHM JABYX KOPOHAPHBIX
CHHYCOB.

3. BeiOop Marepuana sl 3aruiaThl HE OTpaka-
eTCSl Ha OTJAJICHHBIX Pe3yJbTaTrax XHUpPyprudecKoro
JICYEHUSI.

Bubaunorpapus

1. Braunstein P.W. Jr., Sade R.M., Crawford F.A.
Jr., Oslizlok P.C. Repair of supravalvar aortic stenosis:
cardiovascular and morphometric results. Ann Thorac Surg
1990; 50:700-7.

2. Brown J.W.* Mark Ruzmetov, Palaniswamy

Vijay, Mark W. Turrentine. Surgical repair of congenital
supravalvular aortic stenosis in children. European Journal
of Cardio-thoracic Surgery 21 (2002) 50-56.

3. Duba H.C., Doll A., Neyer M., Erdel M., Mann C.,
Hammerer U., Utermann G., Grzeschik K.H. The elastin
gene is disrupted in a family with a balanced translocation
t(7;16)(q11.23:q13) associated with a variable expression
of the Williams-Beuren syndrome. Eur J Hum Genet 2002,
10: 351-361.

4. DongMan Seo, M.D., HongJu Shin, M.D., JungJun
Park, M.D., TaeJin Yun, M.D., InSook Park, M.D., JacKon
Ko, M.D., and YoungHwue Kim, M.D. Modified Simple
Sliding Aortoplasty for Supravalvar Aortic Stenosis. Ann
Thorac Surg 2007; 83:2248-50.

5. Edward J. Hickey, B.M., B.S., Gordon Jung, M.D.,
William G. Williams, M.D., Cedric Manlhiot, B.S., Glen
S. Van Arsdell, M.D., Christopher A. Caldarone, M.D.,
John Coles, M.D., and Brian W. McCrindle, M.D., MPH;
Congenital Supravalvular Aortic Stenosis: Defining
Surgical and Nonsurgical Outcomes. Ann Thorac Surg
2008;86:1919-27.

6. McGoon D.C., Mankin H.T., Vlad P., Kirklin J.'W.
The surgical treatment of supravalvular aortic stenosis. J
Thorac Cardiovasc Surg 1961;41:125-33.

7.Martin M.M., Lemmer J.H., Shaffer E., Dick M., Bove
E.L. Obstruction to left coronary artery blood flow secondary
to obliteration of the coronary ostium in supravalvular aortic
stenosis. Ann Thorac Surg 1988;45:16-20.

8. Raja Saravanan Elumalail*, Kirthivasan
Vaidyanathanl, Madhu Sankar Nainar2. Karthik
Vaidyanathan2, Govini  Balasubramaniam2, Susan

George3; Concomitant Aortoplasty with Septal Myectomy
for Supravalvar Aortic Stenosis in an Adult. World Journal
of Cardiovascular Surgery, 2012, 2, 5-6.

9.Stamm C., LiJ., Ho S.Y., Redington A.N., Anderson
RH. The aortic root in supravalvular aortic stenosis: the
potential surgical relevance of morphologic findings. J
Thorac Cardiovasc Surg 1997;114:16-24.

10. Stamm C., Kreutzer C., Zurakowski D., Nollert G.,
Friehs 1., Mayer J.E., Jonas R.A., del Nido P.J. Forty-one
years of surgical experience with congenital supravalvular
aortic stenosis. J Thorac Cardiovasc Surg 1999;118:874-85.

11. Sunjay Kaushal, M.D., PhD, Carl Lewis Backer,
M.D., Shivani Patel, B.S., Jeffrey G. Gossett, M.D., and
Constantine Mavroudis, M.D.; Midterm Outcomes in
Supravalvular Aortic Stenosis Demonstrate the Superiority
of Multisinus Aortoplasty. Ann Thorac Surg 2010;89:
1371-7.

12. Thomas M. Burch, MD* Francis X. McGowan, Jr.,
MD* Barry D. Kussman, MBBCh* Andrew J. Powell, MD+
James A. DiNardo, MD* Congenital Supravalvular Aortic
Stenosis and Sudden Death Associated with Anesthesia:

What’s the Mystery? Anesth Analg 2008;107:1848-54.



