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ABSTRACT: Peripheral primitive neuroectodermal tumor (pPNET)/ Ewing's Sarcoma (ES) is a rare malignant soft tissue tumor
usually presents in childhood or early adulthood. It is highly invasive and inclined to distant metastasis and relapse, with the overall
five-year survival being only 20-30%. The definitive diagnosis of pPNET is based on pathological findings. Surgery combined with
radiotherapy and chemotherapy are the primary means of treatment. Molecular targeted drugs have brought new hopes for treating the
disease, although the efficacy still needs further confirmation of clinical data. Recent advances on research of the biological behavior,
diagnosis, treatment and prognosis of pPNET were summarized in this article. New therapeutic strategies and future research directions
were also addressed.
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