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THE CURRENT CLINICAL STATUS OF KIDNEY CANCERS IN PATIENTS WITH THE VHL DISEASE
IN JAPAN: A NATIONWIDE EPIDEMIOLOGICAL SURVEY

Taro Shuin", Nobuo Shinohara® Masahiro Yao® Ichiro Yamasaki®, Kenji Tamura" and Masayuki Kamada®”
"Department of Urolagy, Kochi University School of Medicine
*Department of Renal and Genitourinary Surgery, Hokkaido University Graduate Schoal of Medicine
*Department of Urology, Yokohama City University Graduate School of Medicine

Abstract:

(Purpose) To understand the current clinical features of kidney cancers in patients with von Hippel-Lindau (VHL)
disease in Japan.

{Subject and result) We performed a nationwide epidemiological survey of patients with VHL disease using the epi-
demiology program for incurable disease by the Ministry of Health, Labour and Welfare. The content of the survey in-
cluded age of onsct of VIIL disease, sex, residential area, treatment modalitics, kidney function, ECOG performance
status, and prognosis. Here, we report the results of kidney cancer. The incidence rate of kidney cancer in VHL dis-
ease in Japan is 50.3% (206/409). Males and females are equally affected. The mean age of onset is 37.8 = 0.92 years.
The median age of onset is 35 vears. The ages of onset are distributed between 15 and 75 years. The mostly affected
age of onset is between 20 and 50 vears. The incidence rate of patients with metastasis is 11.1% (23/206). The most
common site for metastasis is the lung (60%. 14/23). Due to multiple numbers of tumors at initial diagnosis and the me-
tachronous development of tumors, patients received treatment on multiple occasions (mean 1.6 times), including par-
tial nephrectomy (46 %), total nephrectomy (31%) or radiofrequency ablation (14%) up to 6 times. The multiple treat-
ments resulted in deterioration of the kidney function, causing chronic dialyses in 7 cases (3%). The ECOG perform-
ance status was scored as more than 1 in 42% of patients. The ten-year survival rate in VHL patients with kidney can-
cer was 94 %, which is relatively high compared with that survival rates in sporadic kidney cancers.

(Conclusion) The current study indicates that the age of onset of kidney cancers in VHL disease is relatively young,
and kidney cancers-have features of metachronous development. The clinical features of kidney cancer developed in
VHL disease among Japanese population are very similar with those in European countries. Multiple treatments re-
sult in deterioration of the kidney function.

(Ipn. J. Urol 103(3): 552-556, 2012)
Keywords: von Hippel-Lindau (VIIL) discase, kidney cancer, nationwide epidemioclogical survey
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YORIIETZ L 500 FEELED o7
L, e TR THOT, FiK 2123 E£EICEAS
ERHET R W B S A R B IR FE S O BF e 42
FAE LT, WREHRE, MRAGESLEL IREL WEMERPE
DR 254 VHL S OMmEICINS 5 £EAy g
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CLINICAL STATUS OF VON HIPPEL-LINDAU DISEASE ASSOCIATED PHEOCHROMOCYTOMA IN JAPAN:
A NATIONAL EPIDEMIOLOGIC SURVEY

Taro Shuin®, Masahiro Yao® Nobuo Shinohara® Ichiro Yamasaki” and Kenji Tamura”
"Department of Urology, Kochi University School of Medicine
“Department of Urology, Yokohama City University Graduate School of Medicine
*Department of Renal and Genitourinary Surgery, Hokkaido University Graduate School of Medicine

Abstract:

(Purpose) To understand the current clinical status of pheochromocytoma (Pheo) in patients with von Hippel-Lindau
disease (VIIL) in Japan.

(Patients and methods) We picked up and summarized Pheos from a nationwide epidemiologic survey for VHL dis-
ease based on the epidemiologic study program for incurable disease by the Japanese Ministry of Health, Labour and
Welfare. The details of the survey included age of onset, sex, living area, treatment modalities, functional status of the
adrenal gland after surgical treatment, and patient outcome.

(Results) The incidence rate of Pheo in VHL disease in Japan was 15.1 % (62/409). Males and females were equally af-
fected. The mean and median ages of onset were 29.7 and 31.5 years, respectively. The age of onset was distributed
between 10 and 75 years and presented two large peaks between 15-20 and 35—40 years. Twenty-six (41.9%) bilateral
cases, § (12.9%) paragangliomas, and 4 (6.4%) malignant cases were found. Forty-one (65%) patients underwent surgi-
cal resection once and 13 (9%) underwent 2 or 3 times surgeries whereas six (10%) nonfunctional cases were surveyed
without surgical treatment. Fourteen of 26 bilateral Pheos (56%) received steroid replacement therapy following sur-
gery. Four cases died from metastases of malignant Pheos and one from a severe infection during steroid replacement
therapy. None of the patients died of cardiovascular complication due to Pheo crisis.

{Conclusion) It is concluded that Pheos in VHL disease developed from a relatively young age and was associated
with 15% of all patients, including a small ratio of malignant cases. More than 40% of cases suffered bilateral adrenal
tumors. The clinical features in Japan appear to be similar to those in the Western countries according to the current
survey.

(Jpn. J. Urol 103(3): 557-561, 2012)
Keywords: von Hippel-Lindau disease, pheochromocytoma, nationwide epidemiological survey
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Basic Science and Clihical Aspects of Familial Brain Tumors

Hiroshi Kanno'?

Abstract

Familial brain tumor syndromes include neurofibromatosis 1, neurofibromatosis 2, tuberous sclerosis,
von Hippel-Lindau disease, and multiple endocrine neoplasia type 1, which are hereditary diseases. In
these diseases, various tumors develop because of alterations in tumor suppressor genes. Familial brain
tumors are mostly benign, but some are malignant. Familial brain tumor syndromes are diagnosed on the
basis of guidelines for clinical diagnosis and by DNA test. Unlike sporadic brain tumors, familial brain
tumors occur at multiple sites; therefore, a single operation is often not sufficient for treating familial brain
“tumors, and it is often necessary to treat lesions in other organs. Surgical indications should be considered
more prudently for familial brain tumors than for sporadic brain tumors.:

Key words : familial brain tumor, neurofibromatosis, tuberous sclerosis, von Hippel-Lindau disease, multiple endocrine neoplasia
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