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Williams Syndrome
—A case report—

Young Sam Kim, M.D.", Jung Soo Kang, M.D.", Chul Hoon Kim, M.D.",
Young Hwan Park, M.D.", Young Sook Han, M.D.’

Supravalvular aortic stenosis is a congenital narrowing of the ascending aorta that may
be localized or diffuse, originating at the superior margin of the sinus of Valsalva just abo-
ve the level of the orifices of the coronary arteries. It is helpful to classify patients acc-

ording to their clinical presentation into

A) nonfamilial : sporadic case, normal facies and intelligence .

B) familial : normal facies and intelligence :

C) nonfamilial syndrome with abnormal facial appearance and mental retardation,

Recently, we experienced a boy with type C characteristics of this syndrome and sur-
gical correction which was consisted of a vertical incision across narrowed segment of the
aorta, with the insertion of a prosthetic, Goretex patch, was performed successfully.

M =

BT dERERFL vIag 27 =8 AH4 A
Ay shitz FTAH Z& o €] 3 ¢
uhE ARl g B AL TET.

AN, IBNNE, E2HFtnBFEEFFTE F
WY FE 3 BE2E ol EAge] HEALSR
LAY F= Aot BFF HEAERZ A g
A FE&2%L 1961'd McGoonVe) o3l & A=
Rom, o] ¥ HJ=AUR JdEBxI¢ LE2 F
<4 #3o] 7IsdtA ge2M vn & FEdTHE

*dgedd F18n

*Department of Thoracic and Cardiovascular Surgery,
Maryknoll Hospital, Pusan,
19903 109 249 H+

71 g+ A HA

H2Z e B9 FRYFdMe vrEdos 2
A% Willlams 37 148 XN @371 282
3} g B 3ske uholn),

S22

Fole 10ME Hotz 2E Y= Fdez 24
aotol YRS o] HAG AFEel ¥H
Hol dMg AdHon AL 5EE FA4U A
Weottzh, S&7] 18 1989¢ 129 7Y A¥IHP
.

HE3G FRY BA AR, AHSAA 489 42
] 712H S QAT oY £8F AT 24kg, A
3e 124cm, MBHEAH S 0.89mw o2 Fe F3gelrt
ARt APt EFHA <AZIFe] ANn

- — 1251 —~



(Anteverted nares, thickened lips, depressed nasal
bridge, mandibular recession, protruded frontal
head) xje} o432 g1 tH(Fig. 1).
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Fig 1. Photography of the child thh elﬁn face
and supravalvular congenital aortic stenosis.
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Fig. 3. Repair of congenital supravalvular aortic

stenosis

a) After obtaining exposure with stay sutures,
the fibrous intimal ridge is visible

b) The excision open up entrance into the sin-
us of valsalva

¢) The supravalvular narrowing is eliminated
by incorporating an enlarging Goretex patch
into the closure of the incision RCA, right
coronary : Ao, aorta : L. cor. cusp, left cor-
onary cusp:Non. cor. cusp, noncoronary
cusp : R. cor. cusp, right coronary cusp.
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Fig. 4. Left venfriculogram showing hourglass deformity Diastolic and systolic phase
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