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Pulmonary arteriovenous fistulas, although
recognized as a congenital abnormality, are not

often diagnosed until adulthood. Though there are .

numerous cases of PAVF reported in adults and
children, only 17 have been reported in the
newborn period (Table I). This is mostly due to
the absence of cyanosis in 73% of the newborns
affected. Other presenting singns for the newborn
are congestive heart failure, dyspnea, bleeding,
heart murmur and abnormal chest x-ray. The size
of the malformation and the amount of right-to-
left flow in these infants determine the symptoms
and the time of presentation. Chest X-ray
abnormalities occur in 100% of cases.
Computerized tomography (CT) and magnetic
resonance imaging (MRI) usually confirm the
diagnosis®. Our case is the only case of a PAVF
detected by computerized tomography. A
prominent main pulmonary artery, marked
pulmonary oligemia and a focal pulmonary density
are typical radiological findingsé. Although
noninvasive techniques should be preferred for
making the diagnosis, pulmonary artery
angiography is still the method of choice. The size
and the number of the lesions and the amount
of the right-to-left shunt can be determined by
cardiac catheterization and angiography. Contrast
echocardiography was found successful in
determining the diagnosis in one neonate among
reported cases?. Other echocardiographic clues can
be a dilated pulmonary artery, and enlarged left
atrium and left ventricle.

Review of te literature as well as our case
showed a striking male dominance (12 of
18 cases), in contrast to that seen in older
children and adults. Cyanosis was present in
almost all cases; murmur and congestive heart
failure were the other important symptoms
appearing, in 11 and 10 cases, respectively.
Respiratory distress was reported in five cases,
and four of them died. Respiratory distress as a
presenting symptom seems to be a bad
prognostic criteria. The location of the lesion, the
size of the fistula, and the nature of the rest of
the pulmonary arterial bed are the other
determinants of survival and of the outcome of
surgical correction.

Accessory kidney in our case was probably
coincidental. Family history or HHT was
mentioned in two previous reports.

Resection of the lesion was performed in all cases
and the outcome was satisfactory in 15 cases.
Classical treatment in these patients is resection
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of the lesion or lobe or, infrequently, pneumectomy.
Good results have been reported lately with coil
embolization, selective miniballoon occlusion and
Nd-YAG laser, but these methods are not generally
available yet?. The risk of systemic embolization
also sometimes precludes their use in neonates. The
association of Rendu-Osler-Weber syndrome
increases the incidence of multiple fistulas. It is
important to inform the patient and family of the
gastrointestinal, neurologic and genetic aspects of
the disease so that appropriate counseling and care
may be provided.
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