





Histologically, tumors
guite similar to those
with TFE3 fusion
products

Minimal expression of
EMA and Vimentin

1 May express
melanocytic markers

1 Nuclear TFEB
expression specific to
these tumors
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MITF Transcription Factor Family

1 Microophthalmia gene (Mi)
—Expressed in melanocytic lesions
—Expressed in angiomyolipomas

1 TFE3

.| Fusion genes lead to over-
1 TFEB expression in renal lesions

1 TFEC- No known association with
cancer

RHABDOID TUMOR OF THE KIDNEY

1 Originally Considered to be
Rhabdomyosarcomatoid
Wilms Tumor

1 Median Age 11-13 Months
1 90% Present <3 Yrs of Age
1 Gender Ratio 1.5M:1.0F

1 Hypercalcemia with Elevated
Parathyroid Hormone Level

1 Associated with Malignant
CNS Tumor (AT/RT15%)
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RHABDOID TUMOR
OF THE KIDNEY

1 Cytokeratin, EMA, Vimentin

1 Less Commonly Desmin,
NSE, CD99 & Many Others

1 hSNF5/INI1 (SMARCB)
Negative - Chromosome 22

1 Chromosome 11p15
- IGF2
NV Vaw

1 Unfavorable Wilms Tumor
Protocol Treatment in Past

1 Specific Protocols Now
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