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Summary
A 24 yrs young housewife with Tetralogy of fallot (TOF) associated with
cor-triatriatum was referred to our institution for investigation of cardiac
murmur. The laboratory examination confirmed the diagnosis TOF and cor-
triatritum. The patient was advised for total corrective surgery and referred
to cardiac-surgical department. Here we report the case.

Introduction

Tetralogyof fallot (TOF)isa well-recognized
complex cardiac anatomic abnormalities
arising from the mal-development of the
right ventricular infundibulum and is the
most common form of cyanptic congenital
heart disease with an incidence of 8-I0%

of all congenital heart disease1. In 1888,
Etienne-Louis Arthur Fallot first described
TOF, which consists of a defect of the

ventricular septum, pulmonary stenosis,
dextroposition of the aorta and right
ventricular hypertrophy2. TOF invariably
presents with cyanosis in infancy but when
the RVOT obstruction is mild, patients
often have minimal to no cyanosis so called
pink tetralogy or acyanotic fallot1.

Cor-triatriatum is a rare congenital cardiac
anomaly with prevalence about O.I % of
congenital heart disease and in its most
common form, the left atrium is dividedinto

a proximal and distal chamber separated by a
diaphragm with one or more restrictive ostia'.

The pulmonary veins enter the proximal
chamber. An embryologically different
membrane rarely divides the right atrium,
so-called cor-triatriatum dexterA. Borst first
used the term cor-triatriatum in 19055.

The functional consequences of cor-
triatriatum are elevated pulmonary venous

and artery pressure. The presentation of
cor-triatriatum is one of decreased cardiac

output (in obstructive type) and pulmonary

venous hypertensi0t:l. If connection
between the common pulmonary venous
chamber and the right atrium is present,
pulmonary over circulation may result in
significant right ventricular enlargement I.

The association of these two anomalies

is rare. Few cases have been reported in
literature6-R.Therefore, this caSe has special
interest.

I. Deptt of Cardiology, Bangabandhu Shiekh Mujib Medical University (BSMMU), Dhaka. 2.1uniorConsultant
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Case Report

The patient is a 24-year-old woman with one
child who was admitted for operation in
Obstetricsand Gynaedepartmentforbilateral
fibroadenoma and referred to investigate
cardiac murmur. On enquiry, she gave the
history of chest pain and dyspnoea on
exertion for last 4 years. The physical
examinationrevealed no edema,no cyanosis,
and pulse 80 beat per minute, blood pressure
systolic 110mmHg and diastolic 60 mmHg.
First heart sound was normal, pulmonary
component of second heart sound soft with
ejection systolic murmurs in the pulmonary
area and early diastolic murmurs in the mitral
area.

The BCGrevealed sinusrhythm withfeatures

of RV hypertrophy (Fig-I). The chest X-ray
shows moderate cardiomeagly and normal
pulmonary vascularity (Fig-2). The
hemoglobin level was I2mg/dl, the
haematocrit value 45%, and the oxygen
saturation in roomair/temperaturewere 96%.
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Two-dimensional echocardiography
confirmed the diagnosis ofTOF and cortria-

tritum. There was large size perimem-
branous ventricular septum defect with 50%
overriding of aorta mild infundibular

obstruction with valvular type pulmonary

stenosis (Fig-3 & 4). The pressure gradient
between RV and Pulmonary trunk was 110
mmHg (Fig-5). There was a membrane in

left atrium, which separates the left atrial
cavity into proximal and distal part (Fig.-3).
All the pulmonary veins emptied into distal
part and there is small ostium in the
membrane that obstructs the normal blood

flow during diastole from left atrium to left
ventricle. Cardiac catheterization was

performed revealing the abnormalities of this
combination with normal CAG.

As the patient was not acutely symptomatic
she was referred for corrective surgery as
early as possible and delaying the
gynecological operation. She also was
advised to follow medical treatment and

prophylaxis as required.
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Fig.-!: ECG Tracing showing feature of Right axis deviation with RV pressure overload.
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Fig.-2: X-ray chest PIA view showing cardio-
meagly with normal pulmonary vascularity.

Fig.-3: Showing large peri-membranous VSD,
and overriding of aorta and a membrane in the
midportion of the left atrium

Fig.-4: Showing mosaic flow in the left atrium at
the iste of ostia of intra-membranous septa, large
peri-membranous VSD, and overriding of aorta.
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Fig.-5: Showing peak pressure gradient at the
level of PV-I 10 mmHg.

Discussion

TOF is a complex cardiac abnormality. Its
association with right-sided aortic arch
(30%), atrial septal defect (10%), abnormal
coronary artery origin (5%), persistent left
superior vena cava (10.6%) PDA and double
aortic arch (rare) are known to usl.2.
Association with cor-triatriatum with TOF is

first time presented to us.

TOF is clinically important because of its
severity of symptoms and the effectiveness
of surgical correctionK.Usually the septal
defect is large, peri membranous and
subaortic, with overriding of aorta. The
pulmonary stenosis is infundibular with or
without a valvular or supravalvular
component, and with secondary RV
hypertrophy. Cyanosis, hypoxemia and
cyanotic spell are the charteristics of TOE
Total surgical correction is life saving with
long term survivap-2.

Cor-triatritum, likecongenital mitral stenosis
gives the featuresof pulmonaryhypertension,
as there is obstruction of left atrial flow.

Severe cor-triartriatum presents in early life
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with dyspnoea, orthopnea, hemoptysis and
paroxysmal cough. In cor-triatriatum with
lesser degree of obstruction, symptom may
not begin until adulthood or rarely remains
absent altogether. Surgical correction if
symptomatic is the treatment of choice6.The
above combination has been successfully
corrected and reported in literature6.X.

In conclusion, the cause of this combination
is difficult to explain. The diagnosis ofTOF
and cor-triatriatum is difficult and needs

thorough physical, clinical and laboratory
examination and the treatment depends on
severity of individual lesion.
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