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A CASE OF PHEOCHROMOCYTOMA ASSOCIATED
WITH NEUROFIBROMATOSIS TYPE 1

Hiroaki KoBayasHi, Gou KANEKO, Koshiro NisHiMmoTo and Atushi UcHIDA
The Department of Urology, Kyosai Tachikawa Hospital

Pheochromocytoma occurs in 0.1 to 5.7% of patients with type 1 neurofibromatosis (NF1).
Radiological findings of pheochromocytoma are often similar to those of neurofibroma; therefore, any
pheochromocytoma should be excised in hypertensive patients with NF1. A 60-year-old male patient with
NF1 was referred to this hospital for an incidentally discovered right adrenal mass, 7 X 6 mm in diameter.
The patient had multiple benign tumors and suffered from hypertension for 4 years.
Magnetic resonance imaging (MRI) revealed a

Laboratory findings
showed increased serum and urine catecholamine levels.
high signal intensity on T2-weighted images, which was enhanced by gadolinium contrast. The mass was
positive for '*! T-metaiodobenzylguanidine (MIBG) scintigraphy. A laparoscopic adrenalectomy was
performed. A histopathological diagnosis of pheochromocytoma was made. The patient's post-operative
course was uneventful, and blood pressure was normalized. Screening of the adrenal tumor is strongly

recommended for NF1 patients with hypertension, since any unfavorable events due to catecholamine such as

cardiomyopathy and fatal arrhythmia can be avoided by adequate surgical intervention.

(Hinyokika Kiyo 55 : 749-752, 2009)
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Fig. 1. Café-au-lait spots appeared on the skin of
the trunk.

Fig. 2. Computed tomography showed a mass 7 X 6
mm in diameter in the right adrenal.
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610 pg/ml (FHEAH100~450), F—/%3 ¥ 9pg/ml,
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Fig. 4. The mass in the right adrenal gland was
positive for "'I-MIBG scintigraphy.

Fig. 3. Magnetic resonance imaging showed an oval mass in the right adrenal medulla, which was characterized
by high signal intensity on T2-weighted images (3A) and enhanced by gadolinium contrast (3B).
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Fig. 5. Histopathologically, polygonal tumor cells
with the basophilic cytoplasm proliferated
with vascular stroma and formed sharply-
defined nodules. There were no findings
consistent with malignancy (*200, HE
stain).
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