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ABSTRACT

Cor ftriatriatum is a rare congenital condition with a 0.1% prevalence among all
cardiac congenital anomalies in which the heart is partitioned into three atria. In
cor triatriatum dexter the right atrium is divided by a fibromuscular membrane
into two parts, a proximal and a distal one, which may or may not communicate
with each other. In the natural course of the condition, patients may remain
asymptomatic until diagnosis or present with cardiovascular manifestations sec-
ondary to right heart failure and rhythm disorders. In the specific case of sympto-
matic patients, the treatment of choice would be surgical correction of the anoma-
ly and sometimes percutaneous rupture of the membrane; while in asymptomatic
patients, timely follow-up and treatment of their complications would seem to be
the best alternatives.
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Cor triatriatum dexter y comunicacion interauricular tipo seno
venoso: Una asociacion infrecuente

RESUMEN

El cor triatriatum es una malformacion congénita poco frecuente, con una pre-
valecia de un 0,1% entre todas las anomalias congénitas cardiacas, donde el cora-
zon queda dividido en tres atrios o auriculas. En el cor triatriatum dexter la
auricula derecha queda dividida, por una membrana fibromuscular, en dos partes,
una proximal y otra distal, que se comunican o no entre si. En la evolucion natural
de la enfemedad, los pacientes pueden permanecer asintomdticos hasta su diag-
nostico o presentar manifectaciones cardiovasculares secundarias a insuficiencia
cardiaca derecha y trastornos del ritmo. Fn el caso particular de aquellos que se
encontraran sintomdticos, el tratamiento de eleccion seria la correccion quirtrgica
del defecto y, en ocasiones, la rotura percutinea de la membrana; mientras que en
los que se encuentran asintomadticos, el seguimiento y tratamiento oportuno de
sus complicaciones pareceria la alternativa mds viable.

Palabras clave: Cor triatriatum, Auricula derecha, Defectos del tabique interatrial

INTRODUCTION

Cor triatriatum s a rare congenital condition with a 0.1%" prevalence among
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Cor triatriatum dexter and sinus venosus atrial septal defect

all cardiac congenital anomalies, in which the heart
is partitioned into three atria. The first description
of the disease was made in 1868 by Churchg;
however, it was not until 1905 that a more detailed
definition of this rare disease was made, the result
of an embryonic defect in the union of the pulmo-
nary veins.

In the cor triatriatum, the atrium is divided into
two parts by a fibromuscular membrane, one prox-
imal and one distal, which communicate or not with
each other’. The most common affected atrium is
the left one, and it is associated with other congeni-
tal heart diseases such as atrial septal defect (ASD),
tetralogy of Fallot, the atrioventricular canal, aortic
coarctation, and abnormal pulmonary vein drain-
age’. The cor triatriatum of the right atrium (dexter)
is even less frequent and it has an incidence of only
0.025% among all congenital heart diseases’.

In the particular case of the cor triatriatum dex-
ter, the defect is attributed to the persistence of the
sinus venosus valve and it is usually associated with
other anomalies of the right hearts's; nonetheless, the
association with atrial septal defects is not very com-
mon.

Among the different types of ASD, the sinus ve-
nosus results in 5-10% of all interatrial septal de-
fects’. This is produced from a reabsorption process
in the upper part of the septum secundum, near the
opening of the superior or inferior
vena cava' .
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A 68-year-old patient with a history  Ba,
of prostatic adenocarcinoma, who, g ool
as part of a pre-surgical check-up, prok

was indicated a transthoracic echo- PE Sagiz

cardiogram. No relevant elements
were found in the physical exami-
nation: rhythmic heart noises of
good intensity, without murmurs,
heart rate of 82 beats per minute
and blood pressure of 135/75 mmHg.

The echocardiogram showed the
presence of a membrane that divid-
ed the right atrium into two cham-
bers, one proximal and one distal,
communicating with each other
(Figure 1 and Figure 2), associat-
ed with an ASD (Figure 3), since in
the interatrial septum, a loss of con-
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Figure 1. Subcostal view where the presence of a membrane
that divides the right atrium into two chambers, communi-
cating with each other by an orifice, is visualized.

tinuity of approximately 6 mm was observed with a
left-to-right shunt (superior vena cava type sinus
venosus ASD). In addition, the diastolic diameters of
both ventricles were normal (the left 52 mm and the
right 18 mm), the left atrium measured 41 mm, and
the left ventricular ejection fraction was 57%. Mild
tricuspid regurgitation and type Il pulmonary flow
curve were demonstrated, with a pulmonary accel-
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Figure 2. Subcostal view. On the left, two-dimensional mode, where the pres-
ence of the membrane that divides the atrium in two is observed. On the right,
continuity defect of about 6-7 mm with flow from the distal chamber to the
proximal, demonstrated by color Doppler analysis, through it.
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eration time of 60 ms.
The diagnosis was concluded as §5-1
a non-obstructive right cor triatria- i
tum, with biatrial remodeling and
superior cava type sinus venosus
ASD, thus, a follow-up consultation A
by Cardiology was decided and to %
conclude the surgical treatment for FP 398
the underlying disease was recom-
mended, considering the low risk
for a patient of his characteristics in
a non-cardiac surgery.
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COMMENT

During the embryogenesis period,
close to the fourth week, the seg-
mentation process of the common
atrium begins, which is separated
from the sinus venosus through its
valve. When the formation of the
interatrial septum is advanced, the
left leaflet of this valve is incorpo-
rated to form part of the septun secundum. Mean-
while, the right leaflet atrophies and disappears,
leaving two remnants: the Eustachian valve and the
Thebesian valve. The persistence of this right leaflet
is what gives rise to the fibromuscular membrane of
the cor triatriatum dexter" .

This rare anomaly is usually related to genetic al-
terations of the right heart: hypoplasia of the right
ventricle and pulmonary or tricuspid atresia. In the
cor triatriatum dexter, the right atrium is divided by
a fibromuscular membrane into two parts, one prox-
imal and one distal; which, depending on its anato-
my, may or may not be obstructive.

In the natural evolution of the disease, patients
may remain asymptomatic until diagnosis, or pre-
sent cardiovascular manifestations secondary to
right heart failure and rhythm disorders. Its associa-
tion with other congenital atrial septal defects is not
common, even less with sinus venosus ASD, as in
the patient presented here.

As de la Torre et al state, regarding a case with
cor triatriatum sinister , imaging techniques repre-
sent the cornerstone for the diagnosis of this rare
disease, and many patients tend to remain asymp-
tomatic until adulthood. Although the true incidence
is still unknown, today —with the development and
improvement of echocardiography and computed
tomography— the recognition of this anatomical al-
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Figure 3. Sinus venosus ASD, superior cava type, with a continuity defect of
8 mm and a left-to-right shunt between both atria in color Doppler modality.
ASD, atrial septal defect; VC, vena cava.
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teration is more frequent.

CONCLUSIONS

As it is often reported in the bibliography, the cor
triatriatum dexter reaches adulthood. Patients are
often asymptomatic, and the diagnosis is accom-
plished by routine echocardiography. The infre-
quent association with atrial septal defects and the
unknown mechanism of the disease’s origin could
reinforce the hypothesis of some authors, such as
Martinez Garcia et al’, that its genesis could be the
result of the non-involution of the right leaflet of the
sinus venosus valve.

In the particular case of those patients who are
symptomatic, the treatment of choice would be the
surgical correction of the defect and, on occasions, a
percutaneous rupturelg"14 Meanwhile, in patients
such as the one presented here, who reach adult-
hood without any cardiovascular manifestation,
timely follow-up and treatment of their complica-
tions seems the most viable alternative.
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