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Abstract
Background: Primitive Neuro-Ectodermal Tumor (PNET)/Ewing’s Sarcoma (ES) is a small round cell tumor predominant in children and young adults. It frequently arises in bones and rarely occurs in soft tissues. For a long time, the only positive marker of note for PNET/ES was vimentin but recent advancements revealed that CD99 is a specific and sensitive marker for the diagnosis of PNET/ES. We present a rare case of soft tissue CD-99 negative paravertebral PNET/ES in a 39-year-old adult male. 
Case discussion: A 39-year old adult male presents with 2-month history of progressive back pain. There were no noted spinal deformities during physical examination at the time of admission. Patient suddenly developed signs and symptoms of spinal cord compression on the 1st hospital day. MRI of the spine revealed enhancing paravertebral soft tissue lesions surrounding the spinous process of T9-L1 with abnormal marrow signals also noted in the body of thoracic vertebrae indicating metastasis. CT scan of the chest and abdomen did not reveal any extra spinal sites suspicious for tumor growth. Decompressive laminectomy was done. Histopathology revealed malignant round cell tumor negative for Desmin and CD45/LCA, ruling out other round cell tumors such as rhabdomyosarcoma and lymphoma respectively. Vimentin, which is characteristic of PNET/ES, was positive but CD-99, unexpectedly, was negative. Unfortunately, molecular studies, such as FISH, were not available to confirm PNET/ES. Chemotherapy with Vincristine, Doxorubicin, Cyclophosphamide alternating with Ifosfamide and Etoposide was given. Patient developed progressive disease and succumbed to the disease after 5 months [Figure 1]. 
[image: ]
Figure 1. Paravertebral soft tissue showing small round cells with increased nuclear-cytoplasmic ratio. a. LPO, b. MPO, c. HPO.
Conclusion: PNET/ES have an aggressive course with low survival rates, especially if the diagnosis is delayed. Early recognition of the disease and timely management are essential. In the absence of molecular studies, diagnosis should be based on clinical and radiographic review and on the histopathologic and immunohistochemistry patterns.
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