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Cor triatriatum sinester. A proposito de un caso

RESUMEN

El cor triatriatum es una anomalia congénita rara. Su prevalencia es de un 0,1%
entre todos los pacientes con cardiopatias congénitas. La auricula queda dividida
en dos partes por una membrana fibromuscular; una cdmara proximal y otra distal
que se comunican entre si por dos o mds orificios con distintos grados de obstruc-
cion. Es mds frecuente encontrarlo en la auricula izquierda (cor triatriatum sines-
ter). Se diagnostica generalmente en la infancia o durante la edad adulta, muchas
veces de manera fortuita mediante un ecocardiograma de rutina. Las manifesta-
ciones clinicas en esta rara enfermedad dependerdn del grado de obstruccion de
la membrana en la auricula, asi como de las cardiopatias congénitas asociadas.
Palabras clave: Corazon triatrial, Auricula izquierda, Ritmo de la union

INTRODUCTION
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Hospital Manuel Fajardo. Servicio de Cor triatriatum (CT) literally means heart with three atria. It was first de-
Cuidados Coronarios Intensivos. scribed by Church in 1868 and years later, in 1905, Boch made a more de-
Calle D esq. a Zapata. Plaza de la iled d e - f thi If . S its di d d .
Revolucién CP 10400. La Habana, tailed description ot this maltormation. Since its discovery and to date, it
Cuba. E-mail address: has been considered a rare congenital anomaly, with a prevalence of 0.1%
marianotorre@infomed.sld.cu among all patients with congenital heart disease'”.
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In CT the atrium is divided into two parts by a fi-
bromuscular membrane; a proximal chamber and a
distal chamber that communicate with each other
through two or more holes with different degrees of
obstruction®. It is more commonly found in the left
atrium (cor triatriatum sinester) and generally asso-
ciated with other congenital cardiac defects, such as
atrial septal defect, tetralogy of Fallot, atrio-ventric-
ular canal, coarctation of the aorta and partial anom-
alous pulmonary venous connection”.

Cor triatriatum dexter (right atrium) is less fre-
quent, with an incidence of 0.025% of congenital
heart diseases, and its presentation as a single dis-
ease is uncommon’.

Several hypotheses have been proposed to ex-
plain the morphogenesis of this infrequent anomaly.
The first one refers to a supposed abnormal septa-
tion within the atrium from an anomalous develop-
ment of the interatrial septum. Meanwhile, the sec-
ond and most accepted at present is based on the
theory that the responsible for this defect is a wrong
incorporation of the common pulmonary vein inside
the atrium®, resulting from an incomplete absorption
during the embryogenic period of the mentioned
vein'.

It is usually diagnosed in childhood or during
adulthood, often by chance using a routine echocar-
diogram. The clinical manifestations in this rare dis-
ease will depend on the degree of obstruction of the
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membrane in the atrium, as well as associated con-
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genital heart diseases™ .

CASE REPORT

A 45-year-old man apparently with no past medical
history of note presented to the consultation with
palpitations started more than 72 hours ago. Physical
examination revealed a tachycardic and arrhythmic
heart rhythm; there were no cardiac murmurs on
auscultation. A 12-lead electrocardiogram (ECG) was
performed and showed absence of P waves, with
irregular RR, normal electrical axis and heart rate
(HR) of 145 beats per minute, consistent with atrial
fibrillation with rapid ventricular response.

Once in the Emergency Department, he was ad-
ministered intravenous verapamil (5 mg) and his HR
was controlled; he was started on the same drug (80
mg every 8 hours), oral anticoagulation with warfa-
rin (5 mg). mg/day) and subsequently discharged.

Following transthoracic echocardiogram con-
firmed the presence of a membrane dividing the left
atrium into two sections; one proximal and another
distal to the mitral valve (Figure 1) and an opening
connecting both cavities.

After three weeks of INR of 2.5 anticoagulation
therapy and verapamil to control HR, electrical car-
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Figure 1. Transthoracic echocardiogram showing the cor triatriatum sinester. A. parasternal long-axis view. B. Apical four-
chamber view. Image shows the membrane dividing the left atrium (arrows). Right ventricular end-diastolic diameter: 27 mm,
Aorta: 29 mm, aortic valve opening: 17 mm, left atrium: 44 mm, left ventricular diastolic/systolic diameter: 54/36 mm, ejec-

tion fraction: 61%, area of the left atrium: 26 cm2, volume: 76 ml.
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Figure 2. A. Post-cardioversion twelve-lead electrocardiogram showing atrio-ventricular junctional
rhythm. B. Control electrocardiogram. Bimodal P waves > 120 msec. duration (left atrial enlargement).

dioversion was performed after sedation with
propofol. A discharge of 150 joules was applied and
junctional rhythm occurred (Figura 2A) without
complications. After 30 minutes of recovery in the
Coronary Intensive Care Unit at Hospital Manuel
Fajardo, he was finally discharged.

On monthly follow-up, patient was asymptomatic
and denied episodes of palpitations or dyspnea. The
presence of bimodal P waves of 200 msec was ob-
served on a control electrocardiogram (Figura 2B)
compatible with left atrial growth, very common in
patients with CT.

The patient was started on (200 mg/day) amioda-
rone for rhythm control, after impregnation, and oral
anticoagulation with warfarin was maintained.

COMMENT

Cor triatriatum is an infrequent anomaly and it is
rare for patients to exceed 40 years without surgical
correction. The left atrium is divided by a fibromus-
cular membrane into two compartments.

The classic form describes the existence of a pos-
tero-superior location chamber, where the pulmo-
nary veins drain (upper cavity or pulmonary vein
cavity); while the antero-inferior chamber remains in
contact with the atrio-ventricular valve (atrial or true
cavity)w.

For CT diagnosis, it is essential to take into ac-
count that the atrial cavity must present the left atrial
appendage and the true interatrial septum7. Echo-
cardiographic signs of atrial growth, as well as disor-
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ders of normal sinus rhythm tend to appear during
its natural evolution, a consequence of the physio-
logical and cellular alterations of atrial tissue.

Among the multiple classifications proposed, one
of the most used and simplest is that of Loeffler'".
This author divides CT into three types, according to
the degree of obstruction caused by the defect:

- Type I: no opening in the accessory membrane.
- Type II: one or more small restrictive openings

(fenestrations)

- Type III: nonrestrictive opening in the membrane

(only broad fenestration that communicates both

cavities).

It is important to highlight that 75% of patients are
diagnosed in neonatal age, mainly due to its rela-
tionship with other congenital anomalies. The natu-
ral history of CT in patients diagnosed in adulthood
is unknown'’. They are usually asymptomatic until
the onset of signs or symptoms of heart failure, such
as dyspnea or episodes of palpitations.

In the same way that atrial fibrillation was found
in our patient, supraventricular tachycardias are the
most frequent in CT. This tachycardia is thought to
be related to atrial malformations that occur in this
disease, which affects the production and propaga-
tion of the electrical impulse from the atrial tissue.
By the beginning of the 1990s, only about 250 cases
had been diagnosed worldwide. However, with the
improvement of imaging techniques and the fre-
quent use of echocardiography, diagnosis is more
frequentlg.

Transthoracic or transesophageal echocardiog-
raphy, and the recent use of three-dimensional
echocardiography, constitute the cornerstone in the
diagnosis, follow-up and stratification of patients
with CT". However, other imaging techniques such
as computed tomography, magnetic resonance imag-
ing and cardiac catheterization, useful for diagnosis
and follow-up in this group of patients, can be used.

CONCLUSIONS

As usual among cases with CT that reach adulthood,
our patient remained asymptomatic and the diagno-
sis was incidental when the presence of a type Il CT
according to the Loeffler classification with a perfo-
rated membrane without hemodynamic repercus-
sion was confirmed. Outcome in patients with un-

corrected cor triatriatum is unknown to date. At pre-
sent, control of the main symptoms and complica-
tions, such as supraventricular tachycardias, seems
to be the most viable alternative.
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