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Denys-DrashfE{&Ef
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Diffuse mesangial sclerosis

aDIEDEE
(XY female)

b. Wilmsl2EDFEE
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WT 1 mutation in Denys-Drash syndrome
Point mutations in the zinc finger region
(exon 7-10)

germ WT1 kidney WT1
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Renal failure Wilms" ‘tumor

XY/female genitalia /

Drash syndrome
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Zygote
Immature gonad
(bipotential gonads)

Testis determination

(Sex specific differentiation)
Testicular formation

WT1 :--» SRY

Fetal testis—MIF Fetal ovary
l folliculogenesis l
Adult testis Adult ovary
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AEBRMMENEE Clear cell sarcoma(CCSK)

B57 RA RIEE

Malignant rhabdoidtumor of the kidney

(RTK)
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Clear cell sarcoma of the kidney (CCSK)
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(bone metastasizing renal tumor)
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BS5T R+« RiEE, Rhabdoid tumor of kidney
(RTK)
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1, BHE  BERZ{L (anaplasia)
2, RWiE
BS5T kv RiEE (RTK)
Z8R4BIEANEE (CCSK)

NWTS: unfavorable histology
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