
AN 11-YEAR-OLD GIRL WITH PULMONARY

vascular disease associated with an atrial 
septal defect and a patency of the arterial

duct was treated with oral Sildenafil at a dosage 
of 0.5 mg/kg 4 hourly. The dose was subsequently

increased at monthly intervals to 1 mg/kg, and then
to 2 mg/kg.

Before treatment was started, she had clubbing of
the toes, a saturation of oxygen of 80% in the toes,
and saturations of oxygen of 90–93% in the fingers.
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Parasternal short axis echocardiographic views at 
the base of the heart showed right-to-left shunting
through the arterial duct (PAD), from the pulmonary
artery (PA) to the aorta (DAo), during systole, with
no shunting in diastole (Fig. 1a, b). Tricuspid regur-
gitation was also present, with a peak Doppler veloc-
ity of 5.3 m/s, giving an estimated pressure gradient
of 132 mmHg.

After initiation of treatment, the patient reported
gradual improvement in exercise capacity, with
improvement in the functional classification of the
New York Heart Association from grade III to grade

I/II. No side effects were noted. After 16 weeks of treat-
ment, the saturations of oxygen remained unchanged
in the fingers, but those in the toes had risen to 90%.
Echocardiography showed that shunting through
the arterial duct was now from right-to-left in sys-
tole (Fig. 1c), and left-to-right in diastole (Fig. 1d),
although the estimated right ventricular pressure
remained suprasystemic.

Sildenafil is a selective inhibitor of phospho-
diesterase 5 that may have a role in treating some
patients with pulmonary vascular disease associated
with congenital cardiac defects.
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