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Abstract

Congenitally Corrected Transposition of Great Arteries (ccTGA) is a complex congenital heart disease. It may remain asymptomatic 
in the first few decades of life ; therefore, diagnosis can be incidental. Symptoms arise when there is any complication or associated 
anomaly. We report the case of a 35-year-old man, presented with shortness of breath in Cardiology department in Chittagong 
Medical College Hospital. The man had progressive breathlessness for 2 months with previous episodes of similar kind of illness 
over the last 2.5 years. Examination revealed a pansystolic murmur (loudest at the left lower parasternal area), apex beat was 
diffuse, thrusting in nature, just lateral to the midclavicular line in the left fifth intercostal space. Transthoracic Echocardiography 
(TTE) confirmed the anatomy of ccTGA with tricuspid regurgitation.

Background
Congenitally Corrected Transposition of the Great Arteries 

(ccTGA) is a rare congenital heart disease; with an estimated preva-
lence of 1 per 33,000 live births [1,2]. The disease is characterized 
by atrioventricular and ventriculo-arterial discordance [1-4].

The condition can be associated with interventricular commu-
nications(70%~80%), obstructions of the outlet from the morpho-
logically left ventricle(25%~50%), pulmonary stenosis, AV block 
and anomalies of the tricuspid valve(70%) [2-9]. Generally, by the 
fourth decade, systemic Right Ventricle (RV) dysfunction is clinical-
ly apparent [1,3] Systemic RV dysfunction is the main cause of mor-
tality and morbidity in adults with ccTGA [9]. We present the case 
of a 35-years old patient with ccTGA with severe tricuspid regurgi-
tation, who took repeated medical consultation for his progressive 
breathlessness. In our centre, the medical management was given 
and referred for valve replacement.

 
Case Presentation

A 35-year-old male, normotensive, nondiabetic patient came 
with complain of progressive dyspnea on moderate to severe exer-
tion .He had to take admission in hospital for two times in the last 
one month. 2.5 years back, he was diagnosed to have severe mitral 
valve regurgitation, due to mitral valve prolapse, and was advised 
for mitral valve replacement/repair. He decided to take second 
opinion/consultation from the specialized heart center both in 
Bangladesh and India. Then he was diagnosed as a case of ccTGA 
with moderate left atrioventricular valve regurgitation with nor-
mal biventricular function. He was advised on regular medications 
and routine follow-up. His last TTE was done 7 months ago. But 
his condition deteriorated in the last two months before the cur-
rent admission. Examination revealed a 3/6 holosystolic murmur 
in the left lower parasternal area. Other positive findings included 
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palpable P2, left parasternal heave, epigastric pulsation. Chest ra-
diograph showed cardiomegaly, splaying of carina, vascular pedicle 

appears abnormally straight (since there is an abnormal relation-
ship of the great arteries) (Figure 1)

Figure 1: Chest radiograph shows cardiomegaly, splaying of carina, straightening of vascular pedicle.

The ECG showed sinus rhythm, rate around 80/min, absence of 
Q waves in V4-6 (physiologic Qwaves in this lead ofen referred to as 
“Septal Q waves”), [5] S in V1+R in V6>35 mm (Figure 2).

Echocardiography showed the aorta arising from the morpho-

logical Right Ventricle (RV), which was identified by the three-le-
aflet tricuspid valve that inserted more apically than the mitral val-
ve. The pulmonary trunk, identified by its bifurcation, arose from 
the morphological Left Ventricle (LV). The systemic RV was dilated 
(Figure 3).

Figure 2: 12-lead ECG shows LVH, absence of septal q wave in V4-V6.

Figure 3: 2D Transthoracic echocardiography depicts ccTGA.
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Primary management with beta blockers and diuretics was gi-
ven in the department. Then the patient was consulted accordingly 
and referred to a specialized centre for valve replacement.

Discussion
CCTGA comprises both atrioventricular and ventriculoarterial 

discordance; the right atrium enters the morphological LV, which 
gives rise to the pulmonary artery, whereas the left atrium enters 
the morphological RV, which gives rise to the aorta [7]. This de-
fect occurs due to abnormal cardiac development during the third 
gestational week where Left Looping (L-loop) of the heart tube 
instead right looping occurs [4]. Patients without associated in-
tracardiac lesions are usually asymptomatic early in life. Later on, 
patients may present with ventricular dysfunction [3,7]. 80% of pa-
tients with CCTGA have associated lesions (e.g., ventricular septal 
defect, pulmonary stenosis, Ebstein anomaly of tricuspid valve, and 
abnormalities of the conduction system) and they develop symp-
toms earlier [1-7]. Abnormalities of the tricuspid valve are found in 
up to 70% of patients with ccTGA. Ebstein-like anomaly in tricuspid 
valve in ccTGA represents a variable spectrum of disease [8]. Tethe-
ring and apical displacement of the leaflet hinge points, maximally 
at the commissure between the posterior and septal leaflets is ob-
served [8].

The RV, normally supporting the low-pressure pulmonary cir-
culation, when in the systemic position has to pump high-pressure 
systemic blood [7,9]. RV undergoes various adaptive mechanisms 
to enable itself to sustain the systemic load [7]. High systolic pres-
sures inside the RV lead to eccentric hypertrophy of its free wall, 
dilation of the RV, increased ventricular wall stress and dysfunction 
of the trabecular component [9]. In complete TGA/d-loop TGA, tri-
cuspid regurgitation is secondary to annular dilatation and RV dy-
sfunction, and thus tricuspid valve replacement is not warranted. 
On the other hand, choice of intervention in CCTGA is addressing 
intrinsic abnormalities of tricuspid valve itself. Therefore, tricuspid 
replacement (repair is usually not gratifying) is ideal in ccTGA to 
preserve SRV function [7].

Conclusion
We presented the case of ccTGA that came in the fourth decade 

of life with severe tricuspid regurgitation and systemic RV dysfun-

ction. The age of presentation and the ongoing complications are 
consistent with existing literatures on ccTGA. Inspite of regular me-
dication for 2.5 years, the condition of the patient worsened. The 
final decision was made to refer the patient for valve replacement.
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