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Abstract: Transcription factor E3 (TFE3) gene fusion renal cell carcinoma,also known as Xpll. 2 trans-
location renal cell carcinoma(Xpll.2 tRCC),is a rare renal cell carcinoma arising from a balanced transloca-
tion of TFE3 and other fusion factors,of which there have been several subtypes. The disease is most common
in children and adolescents and is more prone to lymph node and distant metastases. Initial screening is mainly
by immunohistochemical staining,and definitive diagnosis relies on fluorescence in situ hybridization technolo-
gy to detect the TFE3 breakage gene. Due to its rarity, there is no consensus on the treatment of Xpll. 2

tRCC,and relevant prospective studies are still in progress. This article reviews the diagnostic and therapeutic

progress of Xpll. 2 tRCC,with the aim of contributing to further studies of this type of renal cancer.
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