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heritable marks established in the germ line ac-
cording to the parental origin of alleles. This is the
process of gene imprinting, wherein only one al-
lele of a gene is expressed in somatic cells. Techni-
cally, however, the epigenetic process we review

with respect to cancer cells is, as Dr. Kirk points
out, a somatic-cell transmission mechanism.
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Congenital Pulmonary Lymphangiectasia

1o THE EDITOR: In Hagmann and Berger’s descrip-
tion of congenital pulmonary lymphangiectasia in
Images in Clinical Medicine (Nov. 27 issue),! the
authors state, “Congenital pulmonary lymphan-
giectasia . . . is a uniformly fatal disease when it
manifests in the newborn period.” Having followed
several such patients for 12 to 60 months, we dis-
agree with this statement. The authors evidently
did not see the report on radiographic findings in
children with congenital pulmonary lymphangiecta-
sia who survive infancy.2 Much of the literature on
congenital pulmonary lymphangiectasia is heavily
influenced by early reports that preceded modern
care provided in the neonatal intensive care unit.
We believe that patients with suspected congenital
pulmonary lymphangiectasia should be treated ag-
gressively, since at least a subgroup of them have a
good prognosis for long-term survival.
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THE AUTHORS AND A cOLLEAGUE REPLY: We thank Drs.
Finder and Steinfeld for their thoughtful comments
and take the opportunity to clarify our statement
about the prognosis for symptomatic neonates with
isolated congenital pulmonary lymphangiectasia.
According to Noonan et al.,! there are three forms
of the disorder: isolated congenital pulmonary lym-
phangiectasia (as in our patient), congenital pulmo-

nary lymphangiectasia associated with pulmonary
venous obstruction, and congenital pulmonary lym-
phangiectasia associated with a generalized defect
in lymphatic development. Pulmonary involvement
is most severe in patients with isolated congenital
pulmonary lymphangiectasia, and the prognosis for
the majority of these patients remains poor even
with modern care provided in a neonatal intensive
care unit.23 However, there are some reports of
long-term survivors.3-> Although not clearly speci-
fied in the report by Chung et al.,* the onset of symp-
toms was delayed beyond the neonatal period in the
three survivors with isolated congenital pulmonary
lymphangiectasia who were described by Bouchard
and colleagues.3 Therefore, as Drs. Finder and
Steinfeld correctly point out, isolated congenital
pulmonary lymphangiectasia may indeed not be a
uniformly fatal disease; its prognosis appears to de-
pend on the severity of symptoms observed in the
immediate postnatal period.
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