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Cor triatriatum dexter: an uncommon cause of neonatal 
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CLINICAL CASE

Abstract

Background: Cor triatriatum dexter (CTD) is an extremely rare pathology, with an incidence of < 0.4%. Its main characteris-
tic is a partitioning of the right atrium by the persistence of the embryonic valve of the right sinus venosus. Clinical case: In 
this report, we describe the case of a 7-day-old newborn who presented with persistent cyanosis associated with feeding 
and crying. The diagnosis of CTD was made after an echocardiogram and confirmed using cardiac magnetic resonance 
imaging. The patient underwent successful surgery on day 14 with a favorable outcome and without complications. 
Conclusion: The importance of our case lies in the identification of rare heart disease as a cause of cyanosis and desatu-
ration in a neonatal patient in the first days of life who did not present signs of heart failure and whose condition improved 
with supplemental oxygen. We also demonstrate that early diagnosis with echocardiography and surgical resolution resulted 
in clear clinical improvement and avoided future complications.

Keywords: Cor triatriatum dexter. Congenital heart disease. Cyanosis in neonates. Right valve of the sinus venosus, Case 
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Cor triatriatum dexter: una causa poco frecuente de cianosis neonatal

Resumen

Introducción: El cor triatriatum dexter es una cardiopatía muy rara, caracterizada por la división parcial del atrio derecho 
en dos cavidades por la persistencia de una membrana que embriológicamente representa la valva derecha del seno venoso. 
Caso clínico: En este reporte de caso, presentamos el caso de un neonato en su día 7 de vida que acude a valoración por 
presentar desaturación persistente con cianosis al llanto. El diagnóstico se realizó con ecocardiograma posterior al cual se 
decidió la resección quirúrgica de la membrana, procedimiento que fue llevado a cabo el día 14 de vida con éxito sin com-
plicaciones. Conclusiones: La importancia de este caso clínico radica en la identificación de una cardiopatía rara como 
causa de cianosis y desaturación en un paciente en etapa neonatal, el cual no presentaba datos de compromiso hemodi-
námico. También se muestra como un diagnóstico y tratamiento quirúrgico oportuno permitieron una resolución de los sín-
tomas sin complicaciones futuras.

Palabras clave: Cor triatriatum dexter. Cardiopatía congénita. Cianosis en neonatos. Válvula derecha del seno venoso. 
Reporte de caso.
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Introduction

In cor triatriatum dexter (CTD), the right valve of the 
sinus venosus fails to regress, thus separating the right 
atrium (RA) into two chambers. It represents 0.4% of 
congenital heart diseases (CHD) in autopsy series and 
< 0.1% of clinically diagnosed CHD1.

The clinical presentation depends on the degree of 
chamber separation and flow obstruction. In neonates, 
the presence of an atrial septal defect (ASD) may lead 
to cyanosis due to a right-to-left shunt2-4.

This case is significant because it highlights an 
exceptionally rare diagnosis during the neonatal period. 
In this scenario, desaturation serves as the primary 
clinical concern despite the absence of respiratory dis-
tress or hemodynamic repercussions. Notably, only a 
limited number of cases have been documented in the 
medical literature.

Clinical case

A 7-day-old full-term male newborn was referred to our 
clinic because of cyanosis and tachypnea associated 
with feeding and crying, with SpO2 falling as low as 70% 
during crises. The baby was born by cesarean delivery 
at 39 weeks of gestation, with good respiratory effort but 
persistent desaturation of 79% associated with feeding. 
A cardiology specialist’s opinion was not required, and 
the baby was discharged home with oxygen.

During the 1st week of life, he presented with tachypnea 
and desaturation associated with feeding but no fever or 
hemodynamic instability; therefore, he was referred to our 
department. We received him in the clinic on day 7 of life, 
with mild central cyanosis, normal pulse, liver to the right, 
no heart murmurs, tachypnea during breastfeeding, and 
no clinical signs of cardiac failure; weight 3.3 kg, height 
51.5  cm, blood pressure 90/60  mmHg, heart rate (HR) 
125 bpm, SpO2 78%, which increased to 89% after sup-
plemental oxygen (FiO2: 25%).

There was no relevant medical family or psycho-so-
cial history.

An electrocardiogram showed a normal sinus rhythm, 
HR 125 bpm, and no arrhythmia.

Chest X-ray was normal, with no cardiomegaly or 
abnormal pulmonary overflow.

An echocardiogram showed normal drainage of pul-
monary veins, with a membrane in the roof separating 
the RA into two cavities, the small upper cavity connect-
ing to the left atrium through the patent foramen ovale 
(Fig. 1). This explained the right-to-left shunt and cyano-
sis. A diagnosis of ASD and complete CTD was made.

Cardiac magnetic resonance imaging (MRI) revealed 

a complete CTD with an ASD and concordant atrioven-

tricular and ventriculoarterial connections (Fig. 2).

Figure  2. Cardiac magnetic resonance imaging, sagittal 
plane, showing a membrane (white arrow) in the right atrium.

Figure  1. Echocardiography, subcostal view. The arrow 
shows the membrane (Cor triatriatum dexter) inside the 
right atrium.
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Cardiac surgery confirmed the pre-operative diagno-
sis of complete CTD by the presence of a membrane 
that separated the RA into two cavities. The membrane 
was removed, and the patent foramen ovale was closed.

Follow-up and outcomes

After surgery, the patient showed clinical improve-
ment with an increase in saturation to 98% without 
oxygen supplementation. The patient was discharged 
6 days after the procedure with no complications.

Discussion

CTD is a rare CHD characterized by the presence of 
a membrane that separates the RA into two cavities. 
This membrane represents the persistence of the 
venous sinus, causing alterations in venous flow as it 
passes through the RA, potentially causing a shunt 
from right to left through defects in the interatrial sep-
tum and manifesting clinically with desaturation and 
cyanosis3,5.

CTD has varying clinical manifestations, depending 
on the degree of septation of the RA. The symptoms 
could range from desaturation with mild cyanosis, as in 
our case, to arrhythmias (supraventricular tachycar-
dias), right-sided heart failure, or obstruction of the 
tricuspid valve or the right ventricle outflow tract. It is 
important to alert the pediatrician to immediately 
request a cardiology evaluation to rule out other severe 
structural heart diseases such as transposition of the 
great arteries, pulmonary atresia, or anomalous con-
nection of pulmonary veins2,6,7.

The presence of cyanosis was explained by the ASD, 
which allowed a right-to-left shunt. As part of the 
pre-surgical approach, we decided to perform a cardiac 
MRI to assess the membrane and pulmonary vein anat-
omy, as recommended in some medical literature8,9.

During the surgical procedure, the membrane was 
identified, resected, and the foramen ovale closed. The 
patient’s post-operative course was very good, with a 
complete resolution of symptoms.

Conclusion

The importance of our case lies in the early identifi-
cation of rare heart disease as a cause of cyanosis and 
desaturation in a neonate in the first  days of life who 
did not present signs of heart failure. We recommend 
that all primary care physicians and pediatricians 

request a cardiology consultation when detecting any 
clinical signs of CHD, such as cyanosis, desaturation, 
tachypnea, increased respiratory effort, murmurs, or 
hepatomegaly. A simple test, like an echocardiogram, 
allows for timely diagnosis and treatment of CHD, pre-
venting future complications and increased mortality.
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