




Figure 2. Microscopic section of the turnor showing Homer-Wright rosette formation. 

motherapy and was discharged from the hospital. 
She has subsequently been readmitted to the hos
pital on two other occasions for complications re
lated to her treatment, including radiation-induced 
colitis and profound granulocytopenia. 

Discussion 
Primitive neuroectodermal tumor has been classi
fied as belonging to the Ewing family of sarco
mas.2- 4 These tumors were first described by Stout 
in association with peripheral nerves. 5 Children 
and adolescents are most frequently affected, with 
occurrences in the adult years rare. The most com
mon locations are the head, neck, trunk, and ex
tremities. 5,6 These tumors have a poor prognosis, 
with a disease-free survival of 45% at 7.5 years.7 

The differential diagnosis of renal tumors in this 
age-group includes renal cell tumor, Wilms tumor, 
and lymphoma.7,s The diagnosis of primitive neu
roectodermal tumor was made in view of the cyto
logic picture of the surgical specimen, the Homer
Wright rosette formations, and the high degree of 
correlation with immunohistochemical staining to 
confirm this particular tumor. The distinguishing 
genetic factor in primitive neuroectodermal tumor 
is the association with a translocation between 
chromosomes 11 and 22, the t(lI;22)(q24;qI2).7-IO 
Poorly differentiated rosettes are found on Homer
Wright staining.7,1O,11 Immunohistochemical stain-

ing for cytokeratin and neuron-specific enolase are 
usually positive, as are stains for vimentin and syn
aptophysin. 11 All these markers point to a diagnosis 
of primitive neuroectodermal tumor. It is currently 
thought that the classification of primitive neuro
ectodermal tumor should be separate from the Ew
ing sarcoma, as the prognosis is worse for Ewing 
sarcoma because it is more invasive.lO 

The treatment of primitive neuroectodermal tu
mor is surgical resection and a chemotherapeutic 
regimen consisting of combinations of doxorubicin, 
cyclophosphamide, vincristine, and dactinomycin. 
In some cases chemotherapy is started before sur
gery. tl Radiation therapy is also used. 

Described is a case of a rare tumor of which 
there have been few previously reported cas
es.1,7.IO.11 The pathologic picture made a strong 
case for the diagnosis of primitive neuroectodermal 
tumor. A review of the literature indicates fewer 
than 10 previously reported cases of primitive neu
roectodermal tumor. This diagnosis should be con
sidered for primary kidney tumor in patients of this 
age-group. It is interesting to note that this patient 
had two Papanicolaou smears during the time im
mediately before the diagnosis of this tumor. It is 
likely that the tumor might have been palpable 
during those examinations. Often family physicians 
have the first opportunity to make the diagnosis of 
a rare disease by performing careful and thorough 
examinations during office visits. 
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