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A Case of Supravalvar Aortic Stenosis
—Williams Syndrome—

Tae Chan Kwon, MD; Sung Ho Kim, MD; Chin Moo Kang, MD
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Williams syndrome is an uncommon congenital anomaly which is composed of supravalvar aortic
stenosis, peculiar face (elfin facies) and mental retardation.

Authors experienced a case of Williams syndrome in a 7 year old girl who had a peculiar face
and mental retardation.

Diagnosis of supravalvar aortic stenosis was established by catheterization and angiocardiography
and aided by EKG and 2-D echocardiography.

Aortic stenosis was corrected by surgery and discharged in a good conditon.

A brief review of the literature was made.

Key Words: Supravalvar Aortic Stenosis

Williams Syndrome.

Ex A e oFrok(elfin facies), =] olubere] of 4,

MoEB AR, 44, T4y o] Fudg
< 742 Willilams % Fgolel .
AR 50 ae ok HPH NAHY o 19613 Williams §20] Aoz Hugold 9

5%NE shA sk = el FEo o3t o Fo| v =EA ¢A Bas gl ot Fuld A& 24
Sl al, RALYA, BLYAS Siyg v 7F 2ze] Qe A4 74 kA hour-
Ay wEiysen FEavl, =3 sgdyga  glass YoR AR E fyr st AAA o4
(Supravalvar Aortic Stenosis)-& FA-E=] |4 A4 Williams $35¢ AHslgd7 1l Td =35
3 A48 Valsalva 5 4deld Azse 4  cH&e] Bashe woleh

o 51 gag wbabed WA 4 wel i)

=2 A A (hourglass)®d ii) %4 (membranous)s s &l
iii) %4 ¥4 Chypoplastic)s o 2 ¥F-gciv. of
4 dAEgas gAY F A IEAdA, £t oF: 31O o=k 74

* o] L 1B E A g 5T F FANEY AL TR o] Foi A B



— 406 —

BB ARICHE He Rk W25k 1937

F oAl A4

BEH glole Wfo] HdHm ode Felst Y
oAl 44w 2 W& wEsted Ay Ay A
ghg wke g o] glom Aol 4he AR AL
Ssled w4l sksdek.

A 8 IS L A A g o] o]l = &
Add AAHL gdom S Fi-Ad ot

A Aol A& 71-71 31 fieh

o8t oA A4 A F 17kg(10percentile),
A e 36.6°C, vﬂé} 100/%, =& 20/, ¥
120/80 o] §lv}. Fob= EFHA Ry o A Fort
ZTEFTYRE ggel. dEFE onirl FEH YR
shebE g Hado] dler qlFe] FEYA Y
o A& /‘V 17k A A el (Fig. 1).
L wA FAEES e FEA afded A

thrill)e] &A1 59 on] A48 3 o]gl o}

=3
w2 }dl
N

FEAY el & wel 3/6%8 F-E4 £330 FF
Lol HAHY T 4& AXE PAHg o sy
A ol 42 gigivh, g o R = Qe 4t
Aol YA Fol} A (clublfing)= gz FFE
4 gk AR ARE & A Faild

vk

Fig.1. Characteristic facial appearance.
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Note high prominent forehead, underdeveloped nasal bridge & mandible, prominent lips,

and strabismus.
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Fig.2. Chest x-ray showed slightly enlarged
heart without poststenotic dilatation of
the ascending aorta.
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Fig. 4. 2-Dimensional parasternal long axis view
of the left ventricle during systole.
Note narrowed supravalvar region and
normal aortic valve mobility.
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Fig.3. Electrocardiogram showed tall R in V,
which is suggessive left ventricular
hypertrophy.

Fig.5. The aortogram revealed aortic constric-
tion just above the sinuses of Valsalya.

Table 1. The data of Cardiac Catheterization

Sample Pressure(mmHg) O saturation(%)
MPA 12/2 8 8l
RV 22/0 80
RA 0/0 80
Ve — 84
sSVC — 75
Ao 105/69 96 99
LV 145/0 99
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