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Diffuse Supravalvar Aortic Stenosis Associaled with Congeniial
Anomaly of the Aortic Valve(Williams Syndrome)
- 1 case report -

Soa-Cheal Kim. M.D.*, Saoon-Ho Cheon, MD.*, Sepcg-Ki Lee, M.D*, Wook-3ung Kim. M.D.*,
Sam-Se Oh, MD*, Young Tak Lea, M.D.*, Woong-Han Kim, M.D.* Man Jong Baek. M.D.#,
Yang-Bin Jeon, M.D.*, Chang-Ha Lee. M.D.*, Chan-Young Na, M.D.*,

Young Kwan Park. M.I.*, Chahg Whan Kim, M.D.*

The diffuse form of supravalvar aocrtic stenosis represents a surgical challenge when the
ascending aorta, aortic arch, proximal descending thoracic aorta and arch arteries are
involved. It can be treated by a variety of surgical approaches. We report a case of severe
diffuse supravalvar aottic stenosis combined with an aortic valve anomaly and occlusion of
the right coronary arlery ostiom in a 14-vear-old boy with Williams syndrome. We enlarged
the aortic root(Nick’s procedure), ascending aorta, aortic arch, proximal descending thovacic
aorta, and inmominate artery with patches and replaced aortic valve with 19 mm St Jude
valve. Deep hypothermic circulatory amrest and retrograde cerebral perfusion were gsed during
repair of the aortic arch and arch artery.

(Korean Thorac Cardiovasc Swrg 2000;33:748-51)

Key word : 1. Aortic Stenosis, Supravalvar
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Fig. 1. Preoperal\ve acrtogram showing diffuse supravalvar
stenosis extending fo the proximal descending thoracic aorta
and stenosis of the Innominale artery  Note the famtly
visualized nght coronary artery and the dilated laft coronary
arlary,
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Fig. 2. Cperative findings and technigues

(A)  Preoperalive schematic  diagram  showing — diffuse
supravalvar  aortic  sienosis  axtending to  the  proxmal
descending thoracic acrta and stenosis of the innominate
artery Nole congenifal aortic valve anomaly assoclated with
ocelusion of the nght coronary oslium and diffuse hypoplastic
nght coronary artery (B} Combinad surgical repar of patch
enlargement of the aoric ool (Mick's procedure), ascending
aorla, agwuc arch, proximal descending thoracic aorta, and
nhominate artery and aorfic valve replacement with 18 mm
St Jude valve.
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Fig. 3.

Postoperative CT  angiogramiposienor  aspect]
showing widened ascending aortz and aortic arch and
proximal descending thoracic aorta and imneminate artery.
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