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have other dysplastic or neoplastic conditions,
leading to the hypothesis that the PPB may arise
in a precursor developmental abnormality!. There
is preliminary evidence that PPB may be
associated with loss of heterozygosity on
chromosome 11p 15.5 in the region of Wilms’
tumor gene; the rare association between PPB and
Wilms’ tumor has been implicated in RMS7.12,
Cytogenetic findings suggest common genetic
mechanisms between embryonal RMS and
PPB!13.14, We could not perform any cytogenectic
investigations in our case. On the other hand, the
child had an elder healthy sister, but the family

history was questionable about presence of a -

similar disorder because another sister had died
at the age of 40 days with cyanosis.

Pleuropulmonary blastomas (PPB) have a range
of macroscopic and microscopic features which
appear to correlate with eventual prognosis.
Type 1 is the least complex pattern presenting
as a multicystic lesion, occurring at an earlier
age and having a more favorable prognosis than
other types. Type 2 tumors have grossly visible
cysts but also solid foci of blastematous islands;
nodules of malignant appearing cartilage; small
or large clusters of pleomorphic, anaplastic cells;
and spindle cell sarcoma. Type 3 are exclusively
solid tumors which are among the largest
masses and are associated with the greatest
degree of friability, hemorrhage and necrosis®.
The macroscopic and microscopic features of
our case were consistent with type 1 PPB with
a focus of embryonal RMS.

There is a significant relationship between
pulmonary cystic disease and PPB. In a series
of 50 PPB cases, pulmonary cysts and/or
pneumothorax had at some time been present
in 19 cases (48%), and intracystic masses
developed in 41.7% of the cysts observed before
one month of age’. However, considering only
congenital malformations, the frequency of
pulmonary cyst-related PPB is not as high as
expected!6:17, Jt remains uncertain whether PPB
arises in an underlying malformation of the lung
or PPB has itself the potential to induce the
formation of epithelial-lined cysts and to elicit
cystic transformation as an initial manifestation
of the neoplasm’. The presented case had wo
previous attacks of pneumothorax. The presence
of cyst was first observed at the age of three
months but it was probably congenital.
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The probability of finding malignancies
microscopically justifies prompt resection of
pulmonary cysts shortly after diagnosis!6.17,
Other malignancies such as bronchoalveolar
carcinoma, arising in congenital cysts, have also
been infrequently reported+16,

Pleuropulmonary blastoma PPB is a disease
with poor prognosis35.7:10.1118_]n a series of 50
PPB cases, event-free survival at two years was
83% for type 1, 49% for type 2 and 42% for
type 3, and the overall survival at five years was
45%. Despite aggressive chemotherapy!8, and
sometimes radiotherapy3.7, some of the patients
die with metastases especially to the brain3.7.18,
bones? and lymph nodes3:5. Local recurrences
were also experienced$.’.

The presented case was disease-free one year after
the diagnosis despite no chemotherapy having
been given. We were aware that this follow-up
period was short for a distinct outcome, because
recurrence after 60 months has been reported’.
In fact, 14 months later local dissemination and
cardiac metastasis were detected in this patient.
Although CT and radiotherapy seemed to reveal
the clinical symptoms and limit the disease, the
patient died of disseminated metastasis at
20 months after the initial diagnosis.
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