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Abstract

Rhabdomyosarcoma (RMS) is the most common soft tissue sarcoma among children and is
characterized by a high-grade neoplasm of skeletal myoblast-like cells. The two major subtypes of
RMS, alveolar and embryonal, which are conventionally characterized based on light microscopic
features, have been reported to be driven by fundamentally different molecular mechanisms,
especially with or without expression of the translocation-mediated PAX3-FOXOI fusion gene. Patients
with alveolar RMS continue to experience poor prognosis despite multidisciplinary advances in
treatment for lower-stage disease. Patients with embryonal RMS have better prognosis; however,
when these patients develop metastasis, the overall survival is only 40%. In order to develop novel
agents and new approaches to cure patients, we must reveal the pathogenesis of RMS. In this paper,
we review the latest knowledge regarding the molecular pathology of RMS.
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