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Pulmonary atresia with ventricular septal defect is a congenital anomaly wherein there is no communication between the right ventricle and the lungs. A ventricular septal defect allows outflow of blood into an overriding aorta. The development of major aorto-pulmonary collateral arteries that connect the aorta to the pulmonary circulation allows for survival. This anomaly has a reported incidence of 0.07 per 1,000 live births. Most patients die at an early age due to congestive heart failure or pulmonary circulation overload. Without surgical repair, mortality rate is as high as 50% die by age 1 and 90% die by age 10. 

Unrepaired adult survivors are rare and seldom reported. 

We present a case of a 34-year-old Filipino female with pulmonary atresia with ventricular septal defect diagnosed in infancy. The main pulmonary artery and the right and left pulmonary artery branches are completely absent in this patient. She continues to live through adulthood without surgical repair. 

The presence of well-developed aorto-pulmonary collateral arteries allows for adequate but excessive pulmonary blood flow. Our patient’s favorable course may be attributed to a partial stenosis in the collateral artery serving the left lung which impedes systemic pressures from reaching the lung. The delicate balance achieved by her unique anatomy might have contributed to her longevity, with pulmonary pressure being neither too high nor too low. 

A finding of a right-sided aorta, and abnormal branching of the aortic arch is also seen in this patient. To date, she remains functional with NYHA class I-II. 
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