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= Abstract=

A Case of Unusual From of Williams Syndrome

Nan Kyung Kim, M.D., Dae Hyun Lim, M.D,,
Jung Hee Kim, M.D., Soon Ung Kang, M.D.

Department of Pediatrics, Inha University & Inha General Hospital, Seongnam

Williams syndrome is a progressive and multisystemic disorder. We experienced one case
of Williams syndrome which was characterized by elfin facies, mental retardation, diffuse
aortic hypoplasia, mitral regurgitation and chronic nonparoxysmal sinus tachycardia. The
tachycardia has been managing with §-blocker successfully.

We presented a case of unusual form of Williams syndrome with a reivew of literatures.

KEY WORDS : Williams syndrome * Aortic hypoplasia * Mitral regurgitation *+ Chronic
nonparoxysmal sinus tachycardia.
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Fig. 1. Characteristic facial appearance with anteverted
nose, large mouth, patulous lips, periorbital

fullness and irregular teeth.
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Fig. 2. 2-D Echocardiogram(parasternal long axis view) showed supravalvular aortic stenosis.

Fig. 3. Left ventriculography in right anterior oblique view showed diffuse hypoplasia of aorta and mitral
regurgitation(Gr. 2/4).

— 363 —



(2)

- .

(]
L

-l Ao -

Fig. 4. EKG findings showed sinus tachycardia(150 /min)(1) and reducing heart rate
(83-88/min) after administration of B-blocker(2).
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