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EXCEPTIONAL SURVIVAL OF A DOUBLE INLET LEFT VENTRICLE: A RARE CASE 
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Background: Double inlet left ventricle (DILV) is a rare anomaly with medial survival of 14 years if not corrected. We present the management of a case of DILV with exceptional survival.
Case report: A 66 years old woman was evaluated for management of complex cardiac malformation. She was diagnosed with DILV as a child but no intervention was pursued and she did not have regular cardiac follow-up. She was able to keep up with her peers. In spite of the prohibitive risks, she carried out two full-term pregnancies with no hemodynamic complications. She was able to accomplish her activities of daily living without any cardiac symptoms. Physical examination showed hypoxia (SpO2 82%) at room air. There was no evidence of jugular venous distension, lung crackles or peripheral edema. Yet, clubbing and acral cyanosis was seen. Cardiac exam demonstrated a regular rhythm with a 3/6 harsh systolic ejection murmur over left upper sternal border without rubs or gallops.

Decision Making: Echocardiogram revealed DILV with preserved systolic ventricular function and severe pulmonary stenosis. Cardiac MRI revealed DILV with a dilated left ventricle with preserved systolic function, a large bulboventricular foramen, and a rudimentary right ventricle given rise to the aorta without any coarctation. There was a small ostium primum defect with mild atrioventricular valve regurgitation. The pulmonary valve was severely stenotic with markedly dilated branch pulmonary arteries. Given asymptomatic status of patient along with a balanced cardiac physiology, no surgical intervention was warranted and it was opted to continue to observe the patient with regular follow-up. 
Conclusion: There is a paucity of date for the management of adult patients with unrepaired single ventricle physiology. Our patient has done well without any interventions for almost 7 decades. Late palliative surgery carries high surgical risk and would be deferred in patients with balanced physiology.   

