Williams U OO0 ooogoog
guodgboguooogobod

J Cardiol 2002 Jul; 4Q) 1T 25-30

Intractable Infective Endocarditis
Associated With Supraaortic

Oodoi10d Stenosis in Williams Syndrome: A

Case Report
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A 17-year-old man with supravalvular aortic stenosis associated with Williams syndrome was admitted
to our hospital for intensive treatment for intractable infective endocarditis. The patient had a history of
percutaneous balloon valvuloplasty for aortic stenosis in 1992. He was well until late in 1999, when he had
a high temperature after dental work-up. The diagnosis was infective endocarditis but antibiotic therapy
was not effective. He was transferred to our clinic. Transthoracic echocardiography demonstrated bicuspid
aortic valve, supraaortic stenosis, mitral valve prolapse with severe regurgitation and scattered vegetations
on the anterior mitral and aortic valves. In addition, transesophageal echocardiography showed innumer-
able mobile vegetations located from Valsalva's sinus to the descending aorta. Aortic root and arch
replacement with a homograft and mitral valve replacement with an artificial valve were successfully per-
formed to eliminate the infective endocarditis. In the present patient, the flow jet across the supraaortic
stenosis seemed to cause a predisposition to severe endocarditis.
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Fig. 1 Chest radiographl left(and electrocardiograml right[6n admission
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Fig. 2 Transthoracic echocardiograms in the paraster-

nal long-axis view] A[and parasternal short-axis
views at the aortic valvel Bland mitral valve lev-
els! COJ

Vegetations were seen on the aortic and mitral valves
O arrowsU The aortic valve appeared to be bicuspid.
LV O left ventricle; LAD left atrium; Aol ascending
aorta; AV [0 aortic valve.
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Fig.3 Transesophageal echocardiogramkl A, B[and
schematic representation of Bl C[J
A vegetation on the aortic valvel A, arrowl] innumer-
able vegetations located from the ascending to descend-
ing aorta and mobile vegetations! B, arrowsOwere visi-
ble.
Aol aorta; Asc. Aol] ascending aorta; Des. Ao[]
descending aorta; Lt. SCA O left subclavian artery.
Other abbreviations as in Fig. 1.
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Fig. 4 Transthoracic echocardiograms after surgery in the parasternal long-axis view] ACand

suprasternal view! B[]

Mild pericardial effusion was shown. The mitral valve was replaced by an artificial valvk] St. Jude Medical
valvell No vegetation was found in the cardiac chamber and the aorta.
Asc. Ao-arch [0 ascending aorta-arch; MV [0 mitral valve. Other abbreviations as in Fig. 1.

Fig. 5 Gross specimens of the vegetations on the anterior mitral leaflet] ACand aortic arch] B
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