Quiz 119

What is your diagnosis ?
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Answer

Pulmonary atresia (PA) is a congenital malformation of the
pulmonary valve in which the valve fails to develop. The
incidence of PA with IVS is 4.5 per 100.000 live births (1). It is
associated with a broad spectrum of anatomic variability. PA
can occur either with an intact ventricular septum (IVS) or with
ventricular septal defect.

Two types of pulmonary atresia with an intact ventricular sep-
tum have been described (2). In type I disease, a combination
of pulmonary valvular atresia, competence of the tricuspid
valve, and an intact ventricular septum result in massive right
ventricular hypertrophy and chamber obliteration with supra-
systemic pressures. In type Il disease, proximal pulmonary
arterial atresia and an intact ventricular septum are present,
but tricuspid incompetence allows retrograde flow of blood
from the right ventricle into the right atrium and across an
atrial septal defect. Thus, in type II disease, the right ventricle
is either normal or dilated.

Demonstration of reversal of blood flow through the ductus
is virtually always present in pulmonary atresia with an intact
ventricular septum. The tricuspid valve orifice is usually pro-
portional to the size of the right ventricular cavity. The valve
leaflets are often dysplastic, which results in varying degrees
of insufficiency or stenosis. A dilated right atrium is another
finding commonly associated with this disorder. The degree of
dilation is dependent on the amount of tricuspid regurgitation
present or the inability of blood to enter the right ventricle.
The outcome for infants born with pulmonary atresia and an
intact ventricular septum is poor. They are dependent on a

patent ductus arteriosus for survival in the neonatal period.
Administration of prostaglandin E1 at birth is essential to main-
tain patency until surgery can be performed (3, 4).

In the presented ultrasound image of a fetus at 18 weeks of
gestation, pulmonary atresia with intact ventricular septum is
visualized. Imaging demonstrated marked dilatations of the
right atrium and ventricle. A small pulmonary artery was seen
with an atretic pulmonary valve. The tricuspid valve was pres-
ent and tricuspid insufficiency was confirmed by color Doppler
indicated by an arrow in the figure.
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