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PULMONARY HYPERTENSION IN A PATIENT WITH CONGENITAL HEART DEFECTS AND HETEROTAXY SYNDROME 
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Background: Heterotaxy syndrome is a rare clinical entity characterized by presence of abnormal position of the viscera, congenital heart defects and splenic malformations. There have been very few reported cases of heterotaxy syndrome that manifest with pulmonary hypertension in adulthood. 
Case: 26 year old male with history of heterotaxy syndrome diagnosed as a fetus with multiple cardiovascular surgeries presented to the hospital with shortness of breath. Anatomical abnormalities related to heterotaxy syndrome in our patient included double outlet right ventricle with complete AV septal defect (Rastelli type A), asplenia, pulmonary atresia, interrupted inferior vena cava with azygous continuation to the right superior vena cava and total anomalous pulmonary venous return to the innominate vein. Echocardiogram was done during the hospital course that revealed elevated pulmonary artery pressure. The pulmonary pressures obtained through right heart catheterization six months prior were normal. To confirm the diagnosis of pulmonary hypertension, right heart catheterization was repeated which revealed elevated pulmonary artery pressure at 71/38 mm Hg with mean of 51 mm Hg and elevated pulmonary vascular resistance (PVR) of 4.9 Wood Units. Pulmonary capillary wedge pressure was within normal range. Vasoreactivity test was negative. Patient was started on bosentan for management of pulmonary hypertension. 
Conclusion: There has been one previously reported case of pulmonary hypertension in an adult with heterotaxy syndrome in a structurally and functionally normal heart. To the best of our knowledge, pulmonary hypertension has not been previously described as the prominent clinical feature of patients with heterotaxy syndrome with congenital heart disease. Development of pulmonary hypertension may be secondary to congenital heart defects resulting in left-right blood shunting, vascular malformations leading to portopulmonary shunts or non-cardiac malformations such as asplenia. 

