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a b s t r a c t

Tetralogy of Fallot is diagnosed in about 3.5% of patients who have congenital heart de-

fects. In tetralogy of Fallot, ventricular septal defect is usually large because of malalign-

ment of outlet septum. But the restrictive ventricular septal defect has been reported rarely

& its association with dextrocardia and situs inversus is uncommon. We report all these

findings in a 10-year-old boy and review the medical literature relevant to these combined

conditions.

Copyright © 2015, Indian College of Cardiology. All rights reserved.

1. Introduction

Tetralogy of Fallot is diagnosed in about 3.5% of

patients who have congenital heart defects. The

condition consists of ventricular septal defect, overriding

aorta, right ventricular outflow tract obstruction, and

right ventricular hypertrophy.1 Although tetralogy of Fallot

is a common congenital anomaly, its association with

dextrocardia with situs inversus with a restrictive ventric-

ular septal defect is an uncommon variant. The most

common cause of restriction is accessory tricuspid leaflet

tissue.

2. Case report

A ten-year-old boy presented to the emergency department

with complaints of effort intolerance with edema feet since

last 6 months. He was also complaining of gradually pro-

gressive abdominal distension. He was apparently asymp-

tomatic six months before, though he had experienced

shortness of breath upon exertion. He had a history of

cyanosis since early childhood. No history suggestive of

cyanotic spell or squatting.

His body weight was 30 kg, and his height was 130 cm,

which were in the 10th percentile.
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On examination, his heart rate was 110 beats/min, blood

pressure of 90/60 mmHg. He had uniform central cyanosis,

scleral hyperemia, grade 3 pandigital clubbing, prominent ‘a’

wave in Jugular venous pulse, RV type of apex, grade 3 para-

sternal heave on right side. Cardiac auscultation revealed a 3/6

pansystolic murmur at left lower sternal border & grade 3/6

systolic ejectionmurmur, best heard at the right upper sternal

border. His systemic oxygen saturation was 85%with a PCV of

57%. Routine blood investigations showed derranged liver

function tests (raised serum bilirubin with total 3.5 mg/dL,

direct e 1.2 mg/dL, raised liver enzymes) and derranged renal

function tests (serum creatinine e 2.4 mg/dl, blood urea e

73 mg/dl).

A 12-lead electrocardiogram was consistent with dextro-

cardia showing sinus tachycardia with right axis deviation

with right atrial enlargement with right ventricular hyper-

trophy with strain pattern (Fig. 1a).

Chest radiographs showed dextrocardia with total situs

inversus, cardiomegaly with right ventricular hypertrophy

with right atrial enlargement (Fig. 1a).

Transthoracic echocardiograms revealed the anatomy of

dextrocardia with situs inversus and tetralogy Of Fallot. There

was dilated morphological right atrium and right ventricle,

left sided aortic arch with overriding of aorta (Fig. 2a). A large

subaortic ventricular septal defect noted with near complete

closure by septal tricuspid leaflet (Fig. 2b). Restrictive VSDwith

pressure gradient across (Fig. 3). There was a gradient of

110 mmHg across the RVOT (Fig. 4) with prominent sub-

infundibular hypertrophy of muscle bundle in right ventricu-

lar outflow tract (Video 1). Pulmonary arteries were normal

and confluent. There was severe morphological tricuspid

valve regurgitation. (Video 2)

Supplementary data related to this article can be found

online at http://dx.doi.org/10.1016/j.jicc.2015.03.025.

Fig. 1 e a e A 12-lead electrocardiogram was consistent with dextrocardia showing sinus tachycardia with right axis

deviation with right atrial enlargement with right ventricular hypertrophy with strain pattern. b e Chest radiographs

showed dextrocardia with total situs inversus, cardiomegaly with right ventricular hypertrophy with right atrial

enlargement.

Fig. 2 e a e There was dilatedmorphological right atrium and right ventricle, left sided aortic arch with overriding of aorta. b

e A large subaortic ventricular septal defect noted with near complete closure by septal tricuspid leaflet.
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