Case Report / Olgu Sunumu E‘ EEEE

DOI: 10.4274/haseki.1818

A Rare Congenital Cardiac Anomaly Presenting with

Amaurosis Fugax: Quadricuspid Aortic Valve
Amarozis Fugaks ile Prezente Olan Nadir Gérdlen Dogustan Kalp

Anomalisi: Kuadrikispid Aort Kapak
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Abstract

Quadricuspid aortic valve (QAV) is a rare cause of aortic regurgitation.
Most cases are detected incidentally during echocardiography,
angiography, autopsy or surgery. It may also be associated with
other congenital anomalies of the heart. A 27-year-old male was
admitted to our department to evaluate the etiology of amaurosis
fugax. On physical examination, his blood pressure was 125/85
mmHg, and an evident diastolic murmur of grade 2/6 was heard
at the third left intercostal space. Results of electrocardiography
and chest radiography were normal. Transthoracic and
transoesophageal echocardiography revealed a quadricuspid aortic
valve, a mild aortic regurgitation. The importance of recognizing
this condition lies in the fact that more than 50% of people
with QAV require valve replacement in the fifth or sixth decade
of life, because of worsening aortic regurgitation. (The Medlical
Bulletin of Haseki 2014, 52: 302-3)

Key Words: Amaurosis fugax, aortic regurgitation, quadricuspid
aortic valve, echocardiography

Ozet

Kuadriklispid aort kapak, aort yetersizliginin nadir bir nedenidir.
Vakalarin ¢ogu ekokardiyografi, otopsi veya cerrahi sirasinda
rastlantisal olarak saptani. Bu anomali diger dogustan kalp
anomalileri ile birlikte olabilmektedir. Yirmi yedi yasindaki
hasta amarozis fugaks etyolojisinin degerlendirilmesi amaciyla
servisimize yatirildi. Fizik muayenesinde kan basinci 125/85 mmhg
olup sol 3. interkostal aralikta 2/6 diyastolik Gfirim mevcuttu.
Bakilan elektrokardiyografi ve akciger grafisi normal saptand.
Hastaya yapilan transtorasik ve transdzofajiyal ekokardiyografide
kuadrikUspid aort kapak ve hafif aort yetersizligi saptandi.
Kuadriktspid aort kapadi olan hastalarin %50'sinden fazlasinda
besinci veya altinci dekatta aort yetersizliginin kotllesmesine
bagli aort kapak replasmani gerektirdiginden taninmasi nemlidir.
(Haseki Tip Bulteni 2014; 52: 302-3)

Anahtar Sozciikler: Amarozis fugaks, aort yetersizligi, kuadrikispid
aort kapak, ekokardiyografi

Introduction

Quadricuspid aortic valve (QAV) is a rare congenital
malformation, far less common than bicuspid or unicuspid
aortic valves (1). Most of the cases are discovered
incidentally at necropsy, during aortic valve replacement,
or aortic angiography (2). The first case of QAV was
reported in 1862 (3). Around 200, mainly adult cases have
been described in the literature. Aortic regurgitation is the
most frequent valvular dysfunction in patients with a QAV,
whereas valvular stenosis is very rare (4). Echocardiographic
examination plays an important role in the diagnosis. We
report a case of QAV presenting with amaurosis fugax.

Case Report

A 27-year-old male was admitted to our department
for the evaluation of the etiology of amaurosis fugax.
Physical examination revealed a blood pressure of 125/85
mmHg, respiratory rate of 23/min and a pulse rate of
84/min. On cardiac auscultation, heart sounds were
soft 2/6 diastolik murmur was heard at the left sternal
border. The respiratory sounds on auscultation were
normal. The electrocardiogram and chest X-ray were
normal. The transthoracic echocardiogram showed mild
aortic regurgitation without the usual Y-aspect trileaflet
closure. The aortic valve appeared abnormal and possibly
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Figure 1. Transesophageal echocardiography revealed quadricuspid
aortic valve

Figure 2. Transesophageal echocardiography revealed mild aortic
regurgitation

guadricuspid. Transesophageal echocardiography (TEE) was
performed for a detailed examination of the aortic valve.
TEE revealed QAV with an X-shaped commissural aspect in
diastole and mild aortic regurgitation (Figure 1, 2).

Discussion

A normal aortic valve is composed of three symmetric
cusps. Abnormal cusps may be formed as a result of a
developmental anomaly during embryological arterial
trunk septation. QAV is a very rare form of congenital
valvular malformation with a reported incidence ranging
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from 0.008% to 0.033% (1). Most cases are detected
incidentally on echocardiography, during angiography.
Previously, when echocardiography was not available,
most of the diagnosis of QAV was esteblished during
aortic valve surgery or autopsy. Up to 18% of patients
will have other cardiac malformations, the most common
being a coronary artery anomaly (2). Atrial septal defect,
pulmonary valve stenosis, hypertrophic cardiomyopathy,
ventricular septal defect, and subaortic stenosis have also
been described (3,4). The median age at diagnosis is 49
years and the diagnosis is more frequent in male patients
(5). According to anatomy of the four cusps, Hurwitz and
Roberts categorized QAV into seven subtypes (A to G) (6).
The two most frequent types are type A (four equal cusps)
and type B (three normal cusps with one smaller cusp).
Our case belonged to type A. Aortic regurgitation is the
predominant valvular dysfunction associated with QAV,
whereas valvular stenosis is very rare.

Quadricuspid aortic valve is a very uncommon
congenital malformation, occurring separately or
associated with other congenital disorders. It is responsible
for regurgitation more often than stenosis. TEE is helpful
for the diagnosis and precise description of the mechanism
of the regurgitation.
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