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ABSTRACT

Cor triatriatum is a rare congenital cardiac anomaly which requires an urgent surgical repair. Herein, we report an infant with the diagnosis
of cor triatriatum sinistrum and to highlight the importance of early differential diagnosis in congenital heart diseases.
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Congenital heart diseases can be difficult
to diagnose in infants, as they often present with
non-specific symptoms. Cor triatriatum is among the
rarest of all congenital cardiac anomalies (0.1 to 0.4%
of all congenital cardiac malformations) and is often a
hemodynamically mild incidental finding.™

Herein, we report an infant with the diagnosis
of cor triatriatum sinistrum and to highlight the
importance of early differential diagnosis in congenital
heart diseases.

CASE REPORT

A four-month-old female infant with cough,
rhinorrhea, and mild dyspnea was admitted to
the emergency department and diagnosed with a
viral illness. Chest radiograph showed moderate
cardiomegaly and mild prominence of pulmonary
vasculature. She was referred to the pediatric cardiology
department. After examination, electrocardiogram
showed sinus tachycardia with right axial deviation
and right ventricular hypertrophy. Echocardiogram
revealed the diagnosis of cor triatriatum sinistrum.
An urgent surgical repair was decided (Figure 1).
A written informed consent was obtained from each
parent.

The surgical procedure included resection of the
membrane at the left atrial cavity. A right atrial
approach was preferred and cardiopulmonary bypass
with mild-to-moderate hypothermia was applied.
The early postoperative period was favorable and

Cardiovascular Surgery and Interventions, an open access journal

transthoracic echocardiography showed the complete
removal of the left intra-atrial membrane. The
postoperative course was uneventful and the patient
was discharged five days after the operation.

DISCUSSION

Cor triatriatum is a rare congenital cardiac anomaly
which affects about 0.1 to 0.4% of all cases with
congenital heart disease. First described by Church in
1868, it was described as an additional fibromuscular
membrane within the left atrium on autopsy and, then,
the entity was specifically named and described in

detail by Borst in 1905.2

A fibromuscular septum divides the left atrium
into two chambers and is thought to arise from failed
resorption of the common pulmonary vein. The
additional membrane can occur within the left atrium
(cor triatriatum sinistrum) or, much more rarely,
within the right atrium (cor triatriatum dexter). Cor
triatriatum is associated with additional congenital
heart lesions in 80% of cases, most commonly atrial
septal defects and anomalous pulmonary venous
return.?
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Figure 1. (a, b, d) Echocardiographic and (c) intraoperative images of cor triatriatum sinistrum

and (e) image of membrane resected.

The symptom spectrum of the disease correlates
with the degree of obstruction caused by the
membrane. Larger openings and normal venous
return correspond to fewer symptoms. Patients with
a significant obstruction are likely to present in
infancy with symptoms resulting from pulmonary
congestion and pulmonary arterial hypertension.
Common presentations include failure to thrive,
dyspnea, cyanosis, or even shock.l Late presentation
in late adulthood may be due to fibrosis and
calcification of the orifice. A long-standing turbulent
flow through the membrane can cause stenosis or
with the development of mitral regurgitation or
atrial fibrillation. The symptoms are similar to the
symptoms of mitral stenosis."!

There are various techniques available to identify
the pathology. As in our case, echocardiography
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is diagnostic and can differentiate from other
congenital heart lesions, such as pulmonary
vein stenosis. More invasive diagnostic studies
such as magnetic resonance imaging, computed
tomography, and cardiac catheterization can be
also used, when echocardiography yields uncertain
findings.!!

Recommended treatment depends on symptoms.
Mild dyspnea in older patients may improve with
diuretics and preload reduction. For those with
worsening or severe symptoms, as in our case,
surgical correction is often required. Resection of the
membrane can be curative with a rare recurrence of
symptoms; however, surgical repair appears to have a
greater mortality at younger ages (<5 years) and those
with severe preoperative heart failure.”
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In conclusion, cor triatriatum is a congenital heart
disease which usually presents during infancy with
failure to thrive mimicking respiratory infections and
sepsis. It can be life-threatening and must be rapidly
diagnosed. Surgical treatment is often life-saving, even
after the development of respiratory failure and shock.
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