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Nuchal vascular hamartoma was found in a newborn premature infant who presented
with nonimmune hydrops fetalis, pulmonary hypoplasia due to bilateral pleural effusion
and polyhydramnios in utero. The baby died 26 hours after birth despite maximal
respiratory and circulatory support. Postmortem examination revealed a vascular
hamartoma localized to the left posterolateral region of the neck. We suggest that
nuchal vascular hamartoma may be associated with fetal hydrops, probably due to
compromised lymph drainage. Key words: vascular hamartoma, nonimmune hydrops
fetalis, pulmonary hypoplasia.

Nonimmune hydrops fetalis is a relatively rare and complex disorder that requires
detailed investigation. A wide range of associations have been reported, but
chromosomal abnormalities, cardiac anomalies, pulmonary abnormalities, infection
and multiple births are the common causes of the disorder' 2. We describe a
newborn infant with nuchal vascular hamartoma, who presented with nonimmune
hydrops fetalis, bilateral pleural effusion, pulmonary hypoplasia and polyhydramnios
in utero. The association between nuchal vascular hamartoma and pleural effusion
and pathogenetic mechanisms leading to fetal hydrops are discussed.

Case Report

A 3400 g female infant was born to a 28-year-old multigravida at 36 weeks
gestation by cesarean section. Pregnancy was complicated by polyhydramnios;
bilateral pleural effusion and ascites were noted during ultrasound examination
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Discussion

Vascular hamartomas in the head and neck region are very unusual in infancy
and childhood? 8. This case is unique because nuchal vascular hamartoma is
associated with bilateral pleural effusion and hydrops fetalis. No report of this
association was found in international literature for the past 20 years. There may
be a coincidental association or it may be the cause of the hydrops.

The lymphatic channels in.each uper quadrant drain into the jugular lymphatic sac.
These jugular sacs eventually form communications with the venous system. We
suggest that this communication and lymph drainage may be compromised by
nuchal hemangio-lymphangioma in this case. Fetal pleural effusion and progression
to hydrops is probably due to disturbed lymph drainage?’. Based on the composition
of pleural fluid before feeding, congenital chylothorax was considered to be the
most likely diagnosis in our patient® ©. Pleural effusion may have caused pulmonary
hypoplasia in our patient because significant pleural effusions before the alveolar
phase of lung development irreversibly damage fetal lungs’®.

This report suggests that vascular hamartoma may be one of the many causes
of non-immune hydrops fetalis.
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