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A Case of Suparvalvular and Valvular Aortic Stenosis
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Department of Internal Medicine, College of Medicine, Yonsei University,
Seoul, Korea

Bum Koo Cho, M.D.
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Supravalvular aortic stenosis may be defined as an obstructive congenital de-
formity of the ascending aorta which originates just distal to the level of the ori-
gins of the coronary arteries It may be localized or diffuse, and includes a wide
spectrum of pathologic changes.

A 16 years old school boy was admitted because of exertional dyspnea for 6
years. Clinical diagnosis of supravalvular and valvular aortic stenosis with bicus-
pid aortic valves and myocardial hypertrophy was made by echocardiography and
angiocardiography.

Surgical correction was performed successfully.

We presented a case of supravalvular and valvular aortic stenosis with a review
of literatures.
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AAMY &7 : @474 Hemoglobin 13.1gm/l,
Hematocrit 40.5%, W&+ 7,400/ mm®, Prothrombin
time 11.0sec(100% of normal ) Jom A¥MAN:= A
Aol it ¥A 313t HAME Total Bilirubin 0.5mg/dl,
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Fig. 1. The chest P-A taken on admission,
demonstrating left ventricular enlargement

Flg 2 Routine electrocard:ogram showed severe
left ventricular hypertrophy with strain

39 £27¢ B (Fig 2).
283 47 : A% 42432 noncornary Vals

uZ:

alva Fo|] 5o AL HFHHL 2F ol 4
3t Yo g4H Aoy FHXEs FUT
( Fig. 3,4).

A2 2 29¢ 27294 HEAS @9 o
T 4R Y2o] A YR Valsalva s o] 9l
Ak F£57) Y zlole A4 dFAH 7 165
mmHg, 5 W 42 ¥ 39 43817t 43mmHg
A} (Fig. 5) ( Table 1).
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Fig. 3. 2-Dimensional echocardiogram is suggestive
of supravalvular aortic stenosis.

Fes MY deAd AHETEEE AL F¢
Al 4 dEHy AP 2em Yo YA RYE lem
AR, HEYTL 2g0)8) Hio] U L Hol
o 5mmel 444 ZHo| F450] ovf Hegar di-
lator 1lmm 7t FoeAT, £4 ¥ 244 ¥ge
139/15mmHg 43 5= ¥t 101/64mmHg o
o #4443 gEuel $57) ¥Y Aol mmHg
o, ££F 1240 F5F FHE HY}A
( Fig. 6).

Table 1. Cardiac catheterization results

Fig. 4 M-mode echocardiogram revealed the
severe myocardial hypertrophy of interven-

tricular septum and the posterior wall of
left ventricle.
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HEHE FR AT Y ey H¥AY ¥§F
FToEAM F& FHo FT¥H UAAY FEASA H
A AegF don BEEY 71AFo B7 < Valsalva
T AQoA ARG,

18423 Cheverso 93] tiTH& F5 FH3o| A
22 Y3y ojg, 19563 McGoon Fo] +&3 1F

Position O, content ( volume ¢ ) Pressure ( mmHg )
Main pulmonary artery 709 (12.47) 30/13, mean 20
Rt. ventricle, outflow 679% (11.93)
inflow 65% (11.58) 28/1/7

Rt. atrium, high 709% (12.47)

mid 73% (13.00) mean 8

low 73%
Superior vena cava 739
Inferior vena cava 75% (13.36)
Pulmonary vein 949, (16.74)
Lt. atrium 969, (17.10) mean 10
Lt. ventricle 278/0/22

Supra —valvular, sub —stenotic

supra —stenotic

113/53, mean 66
70/51, mean 57

Cardiac output ; 508L/min, Cardiac index;3.53L/min

RP: RS=17.2 QP: QS=1:0

Pressure gradient between sub-stenotic aorta and left ventricle was 165 mmHg.
Pressure gradient between supra-—and sub-stenotic aorta was 43 mmHg.
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Fig. 5. Aortogram showed supravalvular and valvular
aortic stenosis with bicuspid aortic valves
and aneurysmal dilatation of the sinus of
valsalva.
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Fig. 6. Post —operative echocardiogram, demonstrating
the patch enlargement and the disappearance
of supravalvular aortic stenosis.
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Classification of supravalvular aortic
Table 2. stenosis

Anatomical Type

1, Hourglass type
2. Membranous type
3. Hypoplastic type

Clinical classification by logan et al

1. Sporadic: supravalvular aortic stenosis without
mental retardation or elfin facies

2. Familial : supravalvular aortic stenosis without
mental retardation or elfin facies

3. Supravalvular aortic stenosis with elfin facies
and mental retardation
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3} elfin facies7} gloHA 71EH o2 YR} e ( fa-
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