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A FAMILY OF VON HIPPEL-LINDAU DISEASE WITH
RENAL CELL CARCINOMA—CASE REPORT AND
REVIEW OF THE LITERATURE

Fumio Ito and Mitsuo Uda
From The Kidney Center, Nishiarai Hospital

Hiroshi Toma
From the Department of Urology, Tokyo Women’s Medical College

We report a 63-year-old woman with renal cell carcinoma associated with von Hippel-Lindau
disease.

The patient was referred to the department of neurosurgery at our hospital, complaining of
gait disturbance. There was a history of retinal hemangioma. After further examination, von
Hippel-Landau disease was the conclusion with evidence of cerebellar hemangioblastoma. An ab-
dominal CT-scan and arteriography revealed multiple hypervascular tumors in the right kidney,
but not in the left. She underwent a right radical nephrectomy and lymphadenectomy 2 months
after resection of a brain tumor.

Von Hippel-Lindau disease is generally recognized as an autosomal-dominant inherited disor-
der. The patient had a positive family history, seen in both her younger brother and son. Both
were diagnosed with renal cell carcinoma with central nervous system involvement before any sign
of disease was found in the patient.

Twenty one cases of von Hippel-Lindau disease associated with renal tumors have been report-
ed in the Japanese literature. The clinical findings of these cases are discussed.

(Acta Urol. Jpn. 37: 157-162, 1991)
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Fig. 1. Right renal arteriogram reveals multiple
hypervascular lesions in reght kidney.

Fig. 2. Contrast-medium CT scan through the
upper pole of right kidney shows a large
necrotic tumor mass.
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Fig. 3. Microscopic appearance of the renal cell
carcinoma. (H & E. x100)
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D/O : Unaffected male or female(M/F)
1/ : Possibly affected M/F

WOZ M/F with hemangioblastoma of CNS
G/G: M/F with retinal angiomatosis
l]/o: M/F with renal cell carcinoma

Fig. 4. Pedigree of this family traced through
4 generations showing 3 affected mem-
bers
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Headache/
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HA : hemangioblastoma, RCC : renal cell carcinoma

"% denotes that the information is lacking and " ? " shows that the information is uncertain.
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