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ABSTRACT

Unroofed coronary sinus, an unusual form of interatrial communication, is a rare cardiac anomaly. It is not a true
defect of the atrial septum. It is described as a partial (focal or fenestrated) or complete absence of the roof of
the coronary sinus, resulting in a communication between the coronary sinus and left atrium. It is presumably
the least common variety of defects associated with interatrial shunting. Such defects are often difficult to
diagnose and may even be overlooked during surgery for complex congenital heart disease. In most cases,
they are associated with a persistent left superior vena cava, pulmonary or tricuspid atresia, and hearts with
isomeric right atrial appendages. We report a case of this unusual form of interatrial communication without
any associated anomalies in a 7-year-old girl child who presented to us with exertional dyspnea.
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INTRODUCTION

Unroofed coronary sinus, an unusual form of interatrial
communication, is a rare congenital cardiac anomaly. It
is not considered a true defect of the atrial septum and
is characterized by interatrial shunting across the ostium
of the coronary sinus.!'3! It is in the majority of cases,
associated with a persistent left superior vena cava, and is
often a part of a more complex cardiac malformation.*-3
An isolated coronary sinus to left atrial fenestration
is extremely unusual.l"# It often poses diagnostic
difficulties.** We report a case of this unusual form of
interatrial communication in a 7-year-old girl child who
presented to us with breathlessness on exertion.

CASE REPORT

A 7-year-old girl presented with a history of breathlessness
on exertion and mild exercise intolerance over a period of
2 years. On clinical examination, she was normotensive
with normal heart rate. She had a hyperdynamic right
ventricular impulse, normal heart sounds, and a soft
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ejection systolic murmur over the pulmonary area.
Echocardiography (ECG) showed sinus rhythm with right
axis deviation. Chest radiograph showed a prominent
right descending pulmonary artery. Laboratory data
were normal. Preoperative ECG evidenced a coronary
sinus type of interatrial communication measuring
10 mm x 16 mm with left to right shunting [Figure 1]. The
subcostal view was most useful in defining the interatrial
shunting characteristic of this defect. The right-sided
heart chambers and the pulmonary artery were
marginally dilated. The absence of a left superior vena
cava was documented. Intraoperatively, we encountered
a pure coronary sinus type of interatrial communication
measuring 1.5 cm in size and a normal coronary sinus
ostium [Figure 2]. She underwent successful pericardial
patch closure of the defect. To avoid atrioventricular
block, sutures were placed close to the rims of the defect.
The postoperative course was uneventful, and at 1-month
follow-up, the patient remained asymptomatic.
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Figure 1: Echocardiography showing coronary sinus type of
interatrial communication measuring 10 mm x 16 mm with left to
right shunting

Comment

Unroofed coronary sinus, an unusual form of interatrial
communication, is a rare cardiac anomaly accounting
for <1% of lesions associated with interatrial shunting.
It is not a true defect of the atrial septum and is an
uncommon variety of interatrial communication through
the mouth of the coronary sinus.!'3! Such defects are
often difficult to diagnose and may even be overlooked
during surgery for complex congenital heart disease.¥
In this defect, the coronary sinus forms initially within
the left atrioventricular groove. Depending on the extent
of dissolution of its wall adjacent to the left atrium, along
with the corresponding left atrial wall, a communication
between the atriums through the persisting mouth of
the sinus is produced. Shunting of blood occurs through
the defect in the roof of the coronary sinus from the
left atrial side to the right atrium through the coronary
sinus ostium. It is in the majority of cases, associated
with a persistent left superior vena cava and is often a
part of a more complex cardiac malformation.-3! Several
anatomic variations of this defect have been described,
including partial fenestrations between the walls of the
coronary sinus and left atrium to a “pure form” of this
defect. An isolated coronary sinus-left atrial fenestration
is extremely unusual.l3 Furthermore, the surgical
treatment of such an isolated defect is complicated by
its proximity to the atrioventricular node.

We are aware of only one such case of an isolated form of
this defect in childhood™ although we did find a handful
of such cases in adults.l>7!

We report an uncommon presentation of an unroofed
coronary sinus without the association of a persistent left
superior vena cava. In this case, the defect was diagnosed
preoperatively using transthoracic two-dimensional ECG
followed by successful patch closure.
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Figure 2: Intraoperative finding of a pure coronary sinus type of
interatrial communication measuring 1.5 cm in size and a normal
coronary sinus ostium
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