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Commentary: Cor triatriatum
dexter: A tale of 2 horns
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CENTRAL MESSAGE

Cor triatriatum dexter is a rare
and an easily missed entity that
should be considered among the
differential diagnosis of neonatal
cyanosis, right heart failure, and
inferior vena caval obstruction.
Sameh M. Said, MBBCh, MD, FACS

An important component of the primitive heart tube is the
sinus venosus with its 2 horns. The left horn obliterates
leaving 2 remnants: the oblique vein of left atrium (of
Marshall) and the coronary sinus, whereas the right horn
is what constitutes the major part of the right atrium (RA)
(smooth part) and is separated by the sinoatrial orifice
from the primitive atrium. Two venous valves guard this
sinoatrial orifice, the right and left venous valves. The right
valve regresses between the ninth and 15th week, leaving
the Eustachian and Thebesian valves of the inferior vena
cava (IVC) and the coronary sinus, respectively.1 It is the
persistence of the right venous valve that results in partition-
ing the RA into 2 separate chambers and creates what is
known as cor triatriatum dexter (CTD)2 to differentiate it
from its counterpart on the left side.

This is among the rarest cardiac malformation, and very
limited number of cases have been reported on so far. Ka-
langos and colleagues3 reviewed the literature for CTD
and identified only 13 cases in addition to their report. How-
ever, the majority of CTD cases may not require surgical
intervention, so the true incidence may not be known with
certainty but is estimated to be<0.01%.4

The term CTD should be used only to describe anoma-
lous septation of the RA in which the membrane is well-
developed enough to interfere with a normal venous return
within the RA. Other misleading abnormalities include
dilated coronary sinus with prominent Thebesian valve,
prominent Eustachian valve,5 and persistent Chiari
network6; however, an important defining feature is the
presence of atrial septal attachment for a true CTD.
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CTD can be associated with right-sided heart malforma-
tion such as Ebstein anomaly, tricuspid or pulmonary valve
stenosis, or atresia and hypoplastic right ventricle, and it can
be an important but rare cause of neonatal cyanosis in the
presence of a concomitant atrial level shunt.7

The occurrence of clinical manifestations and the need
for intervention in these cases depend on several factors:
the obstructive versus nonobstructive nature of the
membrane, presence of atrial communication, associated
tricuspid valve abnormalities, and size and compliance of
the right-sided heart structures. Most severe cases present
with right heart failure, tricuspid valve obstruction with
elevated central venous pressure, or a picture of suprahe-
patic portal hypertension (Budd-Chiari syndrome) due to
IVC obstruction.8

It is also important to consider that this membrane, if pre-
sent, has the potential to obstruct interventional cardiac
catheterization procedures.4 Asymptomatic patients are
generally not treated and if intervention is warranted,
several techniques have been described, including trans-
catheter disruption of the membrane9 and surgical resection
via a transatrial approach.
CTD is a rare and an easily missed entity that should

be considered among other potential etiologies for
right-to-left shunt with cyanosis in neonates, right heart
failure, and IVC obstruction, and is important to rule
out before any right-sided interventional catheterization
procedures.
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