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Qudricuspid Aortic Valve: A Case Report
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ABSTRACT

Quadricuspid aortic valve is a rare congenital condition that frequently
appears as an isolated congenital anomaly. This case report, with images,
describes a 50 years old adult female who presented clinically with dyspnea
and palpitations. Transthoracic echocardiography revealed, quadricuspid
aortic valve, mild aortic regurgitation and slight mitral regurgitation. On CT
angiographic examination, we showed that aortic valve had 4 equal cusps.
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uadricuspid aortic valve is a rare congenital con-

dition that frequently appears as an isolated con-

genital anomaly, but may also be associated with
other malformations, especially with coronary anomalies
(1). A review from an historical autopsy showed that the
prevalence of isolated quadricuspid aortic valve was ap-
proximately 0.008%. But today, current technology ena-
bles non-invasive diagnosis in most cases and modern
echocardiographic data bases presented the prevalence
to be somewhat higher (0.013%- 0.043%) (2).

Clinically quadricuspid aortic valve is represented by aortic
insufficiency which is rare before adulthood. The anatomy
of the quadricuspid aortic valve is variable, according to the
size of each individual cusp. The more frequent morpho-
logic variations are as follows: 4 equal cusps, 3 equal cusps
with one minor and 2 large cusps with 2 small ones (3).
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DORT YAPRAKCIKLI AORT KAPAK: OLGU SUNUMU
0zZET

Dort yaprakgikli aort kapagi, genellikle tek basina ve nadir gériilen dogum-
sal bir anomalidir. Bu gériintiilii olgu sunumunda, 50 yasinda, carpinti ve
nefes darligi yakinmasi olan kadin hastanin, dort yaprakgikh aort kapagina
ait ekokardiyografi ve CT goriintiileri sunulmus ve tartisilmistir.

Anahtar sozciikler: aort kapak, dort yaprakgikli aort kapak, dogumsal anomali,
BT anjiyografi

Case

This study describes a 50 year old adult female who rep-
resented clinically history of dyspnea and palpitations for
5 years. She had no history of endocarditis or rheumatic
disease and no coronary risk factor. On physical exami-
nation, her blood pressure was 130/60 mm-Hg and car-
diac auscultation revealed a 2/6 diastolic murmur along
the left sternal border. Twelve-leads electrocardiogram
showed a sinus rhythm. Transthoracic echocardiography
revealed, normal left ventricular ejection fraction, quad-
ricuspid aortic valve (Figure 1), mild aortic regurgitation
and slight mitral regurgitation. On CT angiographic ex-
amination, we showed that aortic valve had 4 equal cusps
morphologically and there was no associated coronary
anomalies (Figure 2). The patient is being followed under
medical treatment.
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Figure 1. Echocardiographic view.

Discussion

The quadricuspid aortic valve is a rare manifestation of
congenital aortic valve abnormalities. The anatomy of the
quadricuspid aortic valve is variable, according to the size
of each individual cusp. The more frequent morphologic
variations are as follows: 4 equal cusps, 3 equal cusps with
one minor and 2 large cusps with 2 small ones. Our case
has 4 equal cusps. Different embryologic mechanisms
have been suggested including excavation of one of the
valve cushions and septation of a normal valve cushion as
a result of inflammatory response (3).

The functional aspect of the quadricuspid aortic valve is
mainly represented by pure insufficiency. The physiopa-
thology of the valve dysfunction is poorly understood: an-
atomical abnormalities of the cusps could induce unequal
shear stress leading to fibrosis and incomplete coaptation
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Figure 1. CT Angiographic view.

(4). However, insufficiency is also observed in cases of
quadricuspid valve with four equal cusps.

Patients with quadricuspid aortic valve should be fol-
lowed closely. The risk of endocarditis is probably higher
in patient who have unequal cusps. Endocarditis prophy-
laxis is no longer recommended in the management of
patients with quadricuspid aortic valve (5).

When there is an indication for surgical intervention, aor-
tic valve replacement is the most acceptable procedure,
although successful surgical repair has been reported.

Conclusion

Quadricuspid aortic valve is an unusual congenital de-
fect, diagnosed mainly in adult life, and many cause aortic
valve dysfunction, commonly aortic regurgitation.

4. Feldman BJ, Khandheria BK, Warnes JA, Sevard JB, Taylor CL, Tajik
AJ. Incidence, descriptions and functional assessment of isolated
quadricuspid valves. Am J Cardiol 1990;65:937-8.

5. Zacharaki AA, Patrianakos AP, Parthenakis FI, Vardas PE.
Qaudricuspid Aortic Valve Associated with Non-Obstructive Sub-

Aortic Membrane: A case report and review of the literature. Hellenic
J Cardiol 2009;50:544-7.

24 ACU Saglik Bil 2013(4):23-24



