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ABSTRACT Pleuropulmonary blastoma (PPB) typically presents in young children, most younger than 5 years, as dysontoge-
netic neoplasm. It has poor prognosis with three different subtypes: cystic (type I), combined cystic and solid (type 

II) and solid (type III). Our patient was admitted with dyspnea and was diagnosed at 23 years of age. He was evaluated with bronchoscopic 
guided biopsy and diagnosed as PPB by histopathology and IHC. Immunohistochemical studies showed vimentin positive. Complete resec-
tion is proposed to be one of the important prognostic factors in literature.

INTRODUCTION
Pleuropulmonary blastoma (PPB) is a rare pulmonary tumor 
usually observed in childhood under the age of 6 years. In 1988, 
Manivel et al. described PPB in children as an entity that was 
distinct from the biphasic epithelial-stromal morphology of the 
classic adult type, and termed as PPB, which includes tumors 
that previously have been described as pulmonary blastoma, 
pulmonary sarcomas, embryonal sarcoma, pulmonary rhabdo-
myosarcoma. These tumors are rare dysontogenetic childhood 
tumors. The primitive sarcomatous features of the tumor are 
analogous to those of other dysontogenetic or dysembryonic 
tumors, such as Wilms tumor, hepatoblastoma, neuroblastoma, 
and embryonic rhabdomyosarcoma. PPB was classified into 
three groups by Dehner in 1995 as cystic (type I), mixed (type 
II), or solid (type III). Type I has a more favorable prognosis than 
type II and III . PPB is observed rarely in adults and there is no 
optimal treatment regimen that has been defined yet. In this re-
port, a case of PPB is presented and reviewed briefly.

CASE REPORT
A 23 years-old male patient with no history of smoking referred 
to our out patient clinic with complaints of dyspnea and irrita-
tive cough that had been present for the previous 3-4  months.
He had never experienced these symptoms before.He described 
the cough as constant and non-productive with no hemoptysis.
He had no fever,weight loss,wheezing or chest pain within this 
time period.He is current tobacco user.He had no known chemi-
cal or occupational exposure. Although there were no patho-
logic findings in her physical examination,a routine evaluation 
was initiated,which included basic blood investigations, chest 
xray and CT thorax. His chest radiography(Figure 1) revealed 
a smooth-contoured opacity with a 9-10 cm diameter in the 
left upper zone.Computed tomography of the thorax (Figure 2)
revealed a well defined pleural based hypodense lesion of vari-
able size noted on left side which on post contrast study shows 
moderate heterogeneous enhancement,largest lesion measures 
approximately 10cm upto mediastinum. Mild free fluid is seen 
on left pleural cavity.There was no distant metastasis.He was re-
ferred for bronchoscopic guided biopsy. 

Pathological examination revealed  a brownish bits of tissue 
showing infiltrate of small cell tumor with sheets of uniform 
sized small tumor cells with dark stained neuclei and scanty 
cytoplasm.there is plenty of vascularity and low mitotic activity.

some rosette like structures are seen.In the immuno- histochem-
istry of the tissue bits was positive for vimentin,BCL-2 and weak-
ly positive for NSE.IHC was negative for CK,AE1,CD99. These 
pathological examinations confirmed the diagnosis pulmonary 
blastoma.He was subsequently referred to cardiothoracic sur-
geon for resection. 

Figure-1 : smooth-contoured opacity with a 9-10 cm diam-
eter in the left upper zone

Figure 2: Computed tomography of the thorax revealed a 
well defined pleural based hypodense lesion of variable size 
noted on left side.
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DISCUSSION
PPB is mainly distinct from classic adult-type pulmonary blasto-
ma by the absence of malignant epithelial elements. In pediatric 
patients the lesion is a true dysembryonic neoplasm of thora-
copulmonary mesenchyma, without malignant epithelial cells. 
Pulmonary blastoma with carcinomatous elements has only 
been described in adults. Engagement of parietal pleura and 
diaphragm can often be observed in type II and III, which have 
poorer prognoses. Type II is similar to Wilms tumor morpho-
logically and therefore, it is sometimes incorrectly called “extra-
renal Wilms tumor”. Three pathologic types based on gross and 
microscopic features have been defined in the following manner: 
type I is a purely cystic lesion that may be mistaken clinically 
and pathologically for a congenital lung cyst; type II is a cystic 
and solid lesion with areas of thickening and/or nodularity with 
or without a relationship to the cysts; and type III is a purely 
solid tumor consisting of friable, gelatinous to mucoid, lobu-
lated tissue often accompanied by hemorrhage and necrosis. In 
immunohistochemical studies; the most common findings were 
vimentin positivity and S-100 protein positivity in cartilagenous 
foci positivity and desmin positivity in areas with rhabdomyo-
blastic differentiation. The only typical characteristic of tumor is 
vimentin positivity.Although surgery can yield positive results in 
type I lesions, surgical success is rather more limited in type II 
and III . The most important prognostic factor is the total exci-
sion of the mass with clear margins. Postoperative radiotherapy 
is recommended in cases with incomplete resections. Cyclo-
phosphamide, doxorubicin, ifosfamide, etoposide, vincristine 
are commonly used agents in the treatment of PPB. The most 
common combination is vincristine, dactinomycin, cyclophos-
phamide (VAC) regimen. This treatment should be reserved for 
sarcomatous lesions in particular. Toxicities of the regimen were 
consisted of Grade 3/4 leukopenia in two cycles with one febrile 
neutropenic episode. Although metastases may not be present 
at diagnosis in these patients, brain, liver and bone metastases 
can develop in addition to local recurrence at the follow-up. Re-
currence and distant metastases, most commonly in the central 
nervous system, can be observed in approximately half of the 
patients. The poor prognostic factors of the disease are origin of 
cystic pulmonary disease, tumor size exceeding 5 cm, and medi-
astinal and/or pleural invasion. 

CONCLUSION
PPB is a rare lung cancer group mostly detected in the child-
hood. Our case is an interesting one as it is seen in adulthood.
Surgical excision with clear margins seems to be cornerstone 
of the treatment of this tumor. Efficacy of the adjuvant chemo-
therapy should be determined in large case series especially in 
patients with type II-III disease.


