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[ Abstract] Objective To summarize the experiences of diagnosing and treating of XpIl. 2 transloca-
tion/TFE3 gene fusion-related renal cancer in children. Methods From January 2017 to June 2021, clinical
data were retrospectively reviewed for 11 children of Xpl1. 2 translocation/TFE3 gene fusion-related renal canc-
er. There were 3 boys and 8 girls with a median age of 6(1 —12) years. The involved side was left(n =5) and
right(n =6). The reasons for initial diagnosis included hematuria(n =6) ,abdominal pain(n =2) ,frequent uri-
nation(n =1) ,abdomen mass(n = 1) and suspected precocious puberty (n =1). Upfront radical nephrectomy
was performed. Results All operations were successfully completed. Operative duration was (100 — 135) min
and intraoperative blood loss was(5 —30) ml. There were local lymph node metastasis(n =3) and tumor invasion
of perirenal tissue(n =1). Pathological examination of tumor specimens was consistent with Xp/1. 2 transloca-
tion/TFE3 gene fusion-related renal carcinoma, containing Xpl1. 2 translocation/TFE3 gene fusion. Clinical
stages were | (n=7),ll (n=1)and M b(n =3) according to Robson’s staging system. During a follow-up

period of 6 to 38 months,1 child of stage b had tumor recurrence and metastasis and received sunitinib for




3 months until death. The remainders survived without incident. None of them received chemoradiotherapy.

Conclusion Xpl1. 2 translocation/TFE3 gene fusion-related renal cancer is a common type of renal cancer in

children and adolescents. The age of onset overlaps with that of Wilms tumor. Early detection and surgical e-

radication yield a decent prognosis. Attention should be paid to the role of lymph node dissection. In the fu-

ture, it is still necessary to develop effective adjuvant therapy to improve the prognosis of recurrent tumor.
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