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— Abstract —

Familial Supravalvular Aortic Stenosis in Two Siblings”

Jae Kul Kang™, Chi Kyung Kim"™, Moon Sub Kwack™,
Se Wha Kim™, Hong Kyun Lee™

Supravalvular aortic stenosis is a congenital anomaly of the ascending aorta and the most
important lesion of this anomaly is a various narrowing of the aortic lumen just above the sinus
Valsalva.

Sometimes, certain patients with this type of anomaly constitute one element of a clinical
syndrome.

The syndrome of supravalvular aortic stenosis coexisted with mental deficiency, imperfect
dentition, and peculiar facies is now classified as Type A syndrome.

Small group of patients among whom supra valvular aortic stenosis occurs in a familaial
association but without mental deficiency, facial, and dental abnormalities is also classified as
type B.

Indeed, there is a third type of such stenosis which is said to occur sporadically in the
absence of above characteristics and is classified as type C.

Recently, we experienced two siblings with type B characteristics of this syndrome and
surgical corrections which was consisted of a vertical incision across the narrowed segment of
the aorta, with the insertion of a prosthetic, diamond shaped patch, were performed successfuly.

The purpose of this report is to present these siblings with review of the literatures whose

syndrome have became described first in Korea.
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Preoperative and postoperative roentgenography of the case L
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Schematic drowing of operative findings.

Fig. 4.



Fig. 6. The left ventriculogram of the case 1I showing
annular narrowing of the ascending aorta abo-
ve the aortic valve.
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Table 1. The anatomical classification of the supravalvular aortic stenosis. by Perou K.(Arch Pathol 71:453,
1966.).

Type L True supravalvular aortic stenosis or coarctation.

Type IL Obstructing and stenosing supravalvular aortic membrane.

Type IIL Non-obstructing and non-stenosing supravalvular aortic membrane, band or cord.
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