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PULMONARY ATRESIA
WITH VENTRICULAR SEPTAL DEFECT: SIRIRAJ HOSPITAL

Samerjai  Henprasertthae

Total 93 patients who have been diagnosed to have pulmonary atresia with ventricular
septal defect at the Division of Pediatric Cardiology , Department of Pediatrics, Faculty of
Medicine Siriraj hospital between January 1991 and December 2000 were retrospectively
analysed. There were 54 boys (58.1%) and 39 girls (41.9%). The ages at the first diagnosis were
ranged from 1 day to 10 years 9 months (median =1 year 7 months 10 days).The most
common age group is 1 month to 1 years (45.2%) .

The presenting signs and symptoms are cyanosis , heart murmur , heart failure , and
hypoxic spell. Down syndrome is the most common extracardiac associated anomaly (3.2%). The
Chest roentgenogram shows cardiomegaly (67.7%) , boot-shape cardiac contour (16.2%), and
decrease pulmonary blood flow (53.8%) . The electrocardiography reveals right axis deviation
(73.1%) , right  atrial enlargement (30.1%), right ventricular hypertrophy (84.9%) , and incomplete
right bundle branch block (2.2%). The echocardiogram demonstrates absent main pulmonary
artery (36.6%) , absent pulmonic valve (69.9%),and confluent pulmonary arteries (59.1%). Patent
ductus arteriosus is the most common collateral supplied lungs (51.6%). The most common
intracardiac associated anomaly is atrial septal defect (14%). Cardiac catheterization and
angiocardiography show more anatomic information of the pulmonary arterial branches and
collateral arteries than echocardiography, thus it is very useful to collect data before corrective
surgery.

Treatment consists of medication and surgery. The medical therapy includes prostaglandin
Ei in newborn to delay closure of patent ductus arteriosus before the shut surgery,
anticongestive drugs and iron supplement. The palliative surgery is modified Blalock — Taussing
shunt. The corrective surgery may be single —stage or staged repair. Most of the patients who
have been regularly followed up have functional class 1-2. Only 5 patients (5.4%) died from

hypoxic spell and heart failure.





