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Supravalvular aortic stenosis in infancy, childhood and adolescence is a rare condi-
tion, presumably congenital in origin1-3. The pathognomonic lesion is an hourglass-
shaped deformity or a localized fibrous diaphragm of the ascending aorta above the
valve or tubular narrowing of the entire aortal-®. The occurrence of the disorder
may be familial, associated with characteristic facies and mental retardation, spo-
radic or, rarely, the result of congenital rubella®-10, A rare type of congenital supra-
valvular aortic stenosis with normal facies and intelligence, with hypercalcemic
attacks, encountered and treated in our clinic, is the subject of this paper.

Case Report

N.C., a 17-year-old Caucasian female university student was referred to the Hacet-
tepe University Cardiology Department for evaluation. A cardiac murmur had been
diagnosed at the age of 6; however she gave no history of rheumatic fever.

She appeared to have normal facies and growth. Physical examination revealed an
arterial blood pressure of 100/80 mmHg. No palpable differences in the pulsus and
blood pressure were present in the upper and lower extremities. No precordial
pulsation was observed. The first heart sound was normal and the second sound
was split normally. There was a prominent systolic thrill over both carotid arteries
and at the suprasternal fossa. A IV/V° harsh ejection type systolic murmur was
heard at the same region maximally. This murmur radiated over the entire precor-
dium and especially along the right upper sternal border with lower intensity. There
was no systolic ejection click and no diastolic murmur.

Laboratory examination results were as follows : hemoglobin 14.20 g/dI, leukocytes
7000/mm3 and serum calcium levels were 10-12.3 mg/d! (normal level is 9-11
mg/dl). A telecardiogram revealed a left ventricular enlargement without postste-
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sion is blamed for the dilatation in the coronary arteries observed in the majority of
cases, as in oursd 11, Additionally, mitral insufficiency and mitral valve prolapsus
may be seen with this syndrome® 15, None of these findings was present in our
case.

After the diagnosis of supravalvular aortic stenosis is made, surgical correction
should be advised as soon as possible. As in our case, resection of the obstruction
and patch-plasty at the narrowed site of the aorta may be performed successfully.
This procedure relieves the high pressure on the coronary arteries and improves the
left ventricular function.

Summary

In this paper a rare hourglass type of supravalvular aortic stenosis with normal facies
and intelligence is presented. The patient was operated on utilizing a cardiopul-
monary bypass and resection of the obstruction. Patch-plasty at the narrowed site
of the aorta was successfully performed. This procedure relieves the high pressure
on the coronary arteries and improves the left ventricular function. Therefore, the
operation should be advised as soon as possible after the diagnosis is made.
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