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DESCRIPTION
Quadricuspid aortic valve is a rare congenital
anomaly with an estimated incidence of 0.008–
1.46%.1 It is often detected incidentally at the time
of surgery or at autopsy; however, with advances in
imaging techniques the diagnosis is easier and also
made earlier.2 3

We report the case of a 40-year-old man who
was referred to our department for the evaluation
of asymptomatic aortic regurgitation. He had
history of hypertension and dyslipidaemia. On
cardiac auscultation, a grade II/VI diastolic murmur
was heard on the left sternal border; remainder
physical examination was unremarkable. The trans-
thoracic echocardiography showed mild left ven-
tricular enlargement and aortic regurgitation grade
III/IV; the aortic valve appeared abnormal with
asymmetric cusps and possibly with one accessory
cusp (figure 1).
Transesophageal echocardiography revealed a

quadricuspid asymmetric aortic valve with two
equal larger cusps and two unequal smaller cusps
(figure 2). This aspect was confirmed by MRI
(figure 3 and video 1) and no other cardiac abnor-
mality was found. Since the patient was asymptom-
atic, he was kept in regular follow-up to monitor
progression of his aortic regurgitation and no spe-
cific treatment was indicated.
This case demonstrated that the multimodality

imaging approach is a valuable tool in the charac-
terisation of the mechanism of valvular insuffi-
ciency and for a proper characterisation of the
valve.

Figure 1 Two-dimensional transthoracic long-axis (A) and short-axis (B) view of the aortic valve.

Figure 2 Two-dimensional transesophageal short-axis
view of the aortic valve in diastole with the view of
X-shaped commissural aortic valve pattern.

Figure 3 MRI confirmed the presence of an asymmetric
aortic valve with four cusps.
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Vídeo 1 MRI confirmed the presence of an asymmetric aortic valve
with four cusps.

Learning points

▸ Quadricuspid aortic valve is a very rare congenital
malformation and it has been associated with other cardiac
congenital malformations, such as coronary arteries
anomalies.1

▸ Echocardiographic examination plays an important role in
the diagnosis with the view of X-shaped commissural aortic
valve pattern in diastole compared to the ‘Y’ morphology in
the trileaflet valve. Other imaging techniques may be useful
for further characterisation of the valve and to identify other
defects.1

▸ This condition usually evolves to aortic regurgitation which
manifests in adulthood. The surgical approach is determined
by the leaflet morphology and may consist of valvular
replacement or repair (tricuspidisation or bicuspidisation).2 3
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