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INTERMEDIATE TYPE PULMONARY ATRESIA WITH INTACT
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Pulmonary atresia (PA) with intact ventricular septum (IVS) is a rare and
life-treathening congenital anomaly which causes mortalit)‘/ and morbidity in
infancy'. We report herein an infant who had PA with IVS.

A five-month-old boy was hospitalized with the signs of cyanosis and severe
heart failure in October 1994. His initial diagnosis was atrial septal defect (ASD)
and pulmonary stenosis (PS). Because of severe bradycardia and cardiac
instability during cardiac catheterization, the procedure was not able to be
performed. He was then taken to surgery urgently with ASD plus PS plus functional
tricuspid insufficiency, which was diagnosed by echocardiography.

We performed the operation by the standard means of cardiopulmonary bypass
using moderate hypothermia. Initially we opened the main pulmonary artery, but we
could not find any orifice. Instead of the pulmonary valve, there was fibromuscular
tissue (Fig. 1). We extended our incision down to the right ventricular outflow tract,
resected the fibromuscular tissue and inserted a cross-annular patch. Then we closed
the ASD with a dacron patch. No extra surgical procedure was considered for
tricuspid insufficiency because it was not important hemodynamically. At last, the
patient was taken to the intensive care unit with no inotropic support.
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