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Introduction
Primitive neuroectodermal tumour or ewing sarcoma family 
variant are mainly described as an inseparable pathologically. 
However, their unique stem cell progenitor cells and chromo-
somal alterations made them known as the Ewing Sarcoma 
Family Tumor or ESFT.1

The presence of ESFT in the kidney is very unusual and 
this include neural cells that invigilating the embryological 
development of the kidney.2

Generally, sarcomas in the kidney are considered extremely 
rare mainly leiomyosarcomas and liposarcomas with figures at 
60% and 15%, respectively.3

We will present a case of a 37 years old female diagnosed 
with advanced neuroectodermal tumor of the kidney and the 
adrenal gland.

Case Report
Patient is a 37 years old female with no past medical history 
presented with sudden onset sharp right sided flank pain 
and shortness of breath. This was clinically evaluated and by 
imaging ultrasound that revealed an upper pole mass in the 
right kidney and right sided pleural effusion. These findings 
were confirmed by CT scans of the chest and abdomen that 
showed an ill-defined heterogeneous mass about 9.6 *8.5 cm 
in the renal area.

After biopsy, pathology has shown sheets of small round 
primitive cells with extensive areas of necrosis. Besides, Immu-
nohistochemistry revealed Areas from the sample strongly 
and diffusely positive for CD 99 and NKX2. While, negative 
for WT, CK, CK7, S-100 and Desmin. Diagnostic pleural fluid 
aspiration showed diffuse malignant cells consistent with the 
primary finding. After discussing treatment options with the 
patient she was started on palliative chemotherapy VAC pro-
tocol (Vincristin, Doxorubicin and Cychlophosphmide) for 
six cycles every 21 days. After 2 cycles of the aforementioned 
protocol patient reported no shortness of breath, weight gain, 
no fatigue and increase in appetites. After completing the 
whole 6 cycles there was a regression of the renal mass and 
complete resolution of the malignant pleural effusion. 

Patient received radiation to the kidney mass and then 
kept on follow up.

After 4 months of regular follow up and stable disease the 
patient were progressing symptomatically, clinically and by 
imaging.

The decision was to start second line IE protocol (Ifos-
fmide and Etoposide) which was intolerable by the patient 
after the second cycle of therapy due to severe hematolog-
ical toxicity and life threatening febrile neutropenia that 
need frequent hospitalizations. Patient opted to keep on 
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continuing the treatment chemotherapy protocol and asked 
for other alternatives. She was started then on the third line 
TC protocol (Topotecan and Cychlophosphmide) regimen. 
Patient gradually responded very well symptomatically  
in terms of improvements in complete blood count, increase 
in weight and advanced physical activity and kept on regular  
follow up.

Discussion 
PNET/EWST of the kidney are unfamiliar urological malig-
nancies and occurred predominantly in early adult life.4 
Chemotherapeutic agents including Anthracyclin based pro-
tocols may reveal a response in these kind of tumors and 
mainly develop symptomatic resolution of the disease. By con-
trast, the protocols usually used to treat ewing sarcoma within 
the bone when applied in similar cases in the kidney are con-
sidered to be more toxic to the patient and mainly cause life 
threatening hematological side effects.

Conclusion
Cases of visceral PNET/EWST are difficult to be diagnosed 
pathologically and required an experienced physician to con-
firm the pathology especially in the kidney using different 
panels of immunohistochemistry markers.

Management decisions should be supported on and dis-
cussed in a multidisciplinary meeting and carefully explained 
to patients especially in terms of prognosis and treatment 
related adverse effects. In addition, recruiting patients in clin-
ical trials to explore a targeted therapy is highly recommended 
to achieve treatment personalization.

Thus, treatment side effects should be highly considered 
when discussing therapy options in visceral EWST and when 
guiding therapeutic possibilities.
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