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This case refers to a 33 year old woman with D transposition of the great 

arteries, pulmonary stenosis and tricuspid atresia, and the additional left superior 

vena cava connected to the systemic atrium. At the age of 3 years she underwent 

an operation of connection of the right atrium and the pulmonary artery. At age 

of 13 years she underwent conversion to TCPC (total cavopulmonary 

connection) and ligation of the left superior vena cava. Due to the tachy-brady 

syndrome she had epimyocardial electrodes implanted. Additionally she had an 

incident of ischemic stroke. She suffers from protein  losing enteropathy. In 

December 2010, treatment with sildenafil was started. The perfusion 

scintigraphy reveals significant impairment of perfusion of the left lung. In 

2011, the patient was catheterized and numerous systemic - pulmonary venous 

fistulas were identified. In subsequent studies, six minute walk tests and 

spiroergometry were stable. She uses a high protein diet, enoxaparin, sildenafil, 

digoxin, diuretics, pantoprazole, vitamins. A treatment option in case of clinical 

deterioration is heart transplantation or heart and lungs transplantation. It would 

important to explain the reasons for the lack of perfusion in the large areas of the 
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