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LOCAL RECURRENCE OF PHEOCHROMOCYTOMA ASSOCIATED
WITH VON HIPPEL-LINDAU DISEASE 26 YEARS AFTER
BILATERAL ADRENALECTOMY : A CASE REPORT
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A 60-year-old man who had undergone left adrenalectomy and right partial adrenalectomy for bilateral
pheochromocytoma 26 years ago was found to have an elevated serum noradrenaline (NA) and dopamine
(DA) during a long-term follow-up. At the time of right partial adrenalectomy, the normal part of the right
adrenal gland was preserved. His cousin and second cousin had pheochromocytoma associated with von
Hippel-Lindau (VHL) disease. His eldest daughter had cerebellar hemangioblastoma. Computed
tomography and magnetic resonance imaging revealed a tumor which was 17 mm in diameter with contrast
enhancement in the vicinity of the S6 region in the liver. '** I-metaiodobenzylguanidine (MIBG)
scintigraphy showed an abnormal accumulation in the same area. 'The tumor was surgically removed under
the diagnosis of recurrence of pheochromocytoma. Histopathological examination revealed findings
consistent with recurrent pheochromocytoma. After operation, serum NA and DA returned to normal
range and the abnormal up-take on '**I-MIBG scintigraphy disappeared. ~Genetic testing revealed that the
patient and his daughter had VHL disease. An extensive genetic examination and long-term follow-up
should be considered for the present family.

(Hinyokika Kiyo 59 : 427-430, 2013)
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Fig. 1. Pedigree of the family. [M: Patients with a
history of pheochromocytoma. N: Pa-
tients suspected to have a VHL disease such
as hemangioblastoma, retinal angioma,
cerebrovascular disease at a young age.
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Fig. 2. A: Abdominal computed tomography re-
vealed a 17 mm soft tissue with contrast
enhancement in liver S6 area (arrow).
B: '"YI.MIBG scintigraphy showed accu-
mulation in liver S6 area (arrow).

Fig. 3. Macroscopic view of the tumor. The white
arrows indicate the liver and the black
arrows indicate the tumor.
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Fig. 4. A: Histological findings of the tumor. HE
stain (X 200). B: The extirpated specimen
was diffusely positive for chromogranin A

(% 200).
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