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Introduction
Ewing’s Sarcoma was first described by James Ewing in 1921 
and it was initially distinguished from PNET as a different entity 
[1]. However it contain the same reciprocal translocation between 
chromosomes 11 and 22 (11; 22). Both entities are now included 
in a broader category called Ewings family of tumors (EFST). 
EFST includes Ewing’s Sarcoma of bone, Extraosseous Ewing’s 
Sarcoma (EES), PNET and Askin tumors. Although majority 
of extraskeletal ES/PNET are located in the deep soft tissues, 
there are a few published cases of primary cutaneous ES/PNETs 
which are slow growing and have a better prognosis with reported 
survival rates of 91% in 10 years [2-4].

Clinically primary cutaneous and subcutaneous Ewing’s sarcoma 
(scEWS) afflicts children and young adults. scEWS most 
commonly presents as 2 to 3 cm (range 0.5 – 12cm) superficial 
mass on the trunk or lower /upper extremities of young females 
[5]. EES is usually established by typical features on histologic 
analysis, histochemistry, immunohistochemistry and electron 
microscopy [6,7]. Differential diagnosis include other small round 
blue cell tumors and other members of the Ewing’s family of 
tumors [8].

Treatment is usually multimodality including surgery, radiotherapy 
and chemotherapy. The gold standard for localised disease remains 
surgery and may need adjuvant radiotherapy and chemotherapy.

Case Report
A 67 year old gentleman presented with a painless swelling in the right 
armpit since 6 months. On examination, he had an approximately 
8x8 cm firm palpable lump in right axilla with a biopsy scar over it. 
Rest of physical examination was normal. An incision biopsy of the 

lump done elsewhere revealed Ewing’s Sarcoma showing prominent 
epithelial differentiation. On FISH test, EWSR1 gene rearrangement 
was detected.MRI showed a solid right axillary lesion with a small 
cystic component over the surrounding tissue. There was no invasion 
of surrounding muscles, brachial plexus or axillary vessels. PET CT 
showed a right axillary lesion with SUV Max 11.05 with no distant 
metastases (Figure 1 & 2). He was planned for surgery followed by 
adjuvant treatment at multidisciplinary tumour board meeting. He 
underwent wide excision of the axillary lump along with scar excision 
(Figure 3). Final histopathology report showed a 9.4 cm, large 
malignant small round cell tumour with areas of necrosis. Surgical 
margin of resection were free. Mitotic activity is high with average 
of 4-5/hpf. All lymph nodes were negative. Immunohistochemistry 
studies showed CD 99+, FL-1+ & VIMENTIN+ which confirmed 
the diagnosis of primitive neuroectodermal tumor (pT2aN0M0). Post 
surgery, the patient received adjuvant radiotherapy. He is disease 
free at 2 year follow up.

Figure 1
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SUMMARY
Primitive neuroectodermal tumors (PNETs) are poorly differentiated small round cell neoplasms which mainly affect children and are not commonly seen 
in adults. Superficial primitive neuroectodermal tumors are rare and have a favourable prognosis compared to conventional deep seated tumors. We report 
a case of a 62 year old gentleman with a primitive neuroectodermal tumor arising from the subcutaneous tissue of the right axilla. He was treated with 
multimodal treatment including surgery and radiotherapy. He is alive and disease free at 2 year follow up.
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Figure 2

Figure 3

Discussion
EWS of the bone, EES and sc EWS share similar molecular and 
cytogentic characteristics, including strong membranous expression 
of CD99 (MIC2) and the presence of a EWSR translocation 
involving chromosome 22 [5]. Both these characteristics were 
seen in this case. Frequently affected extraskeletal sites include 
paravertebral spaces, lower extremities, head & neck and pelvis 
[9]. Other uncommon locations of EES include retroperitoneum, 
omentum, orbit, skin and chest wall [10]. There have been reports 
of skin and subcutaneous PNETs mainly in children, adolescents 
and young adults however to the best of our knowledge axillary 
subcutaneous PNET in adults has not been reported [11].

As per NCCN guidelines, the same treatment algorithm for all 
members of Ewings family of tumors can be used. The treatment 
recommended is local treatment (surgery and / or radiotherapy) 
plus chemotherapy. Rud et al proposed that surgery may have a 
more significant role in EES compared to skeletal ES and that 
total resection predicts good survival [12]. Most cases reported 
in literature are treated as the rest of the ESFT, with surgery when 
possible and a combination with chemotherapy or radiotherapy 
[13,14]. 

Our patient underwent complete local excision followed by 
adjuvant radiotherapy. scEWS has a 4 to 5 year overall survival 
of 91-94% and a 5 year event free survival of 88.5% [4,5]. Good 
prognosis has also been attributed to early detection in sc EWS 
with superficial scEWS having best prognosis. Our patient is a 
case of localised pT2aN0Mx scEWS and is disease free at 24 
month follow up.
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