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A case of bladder pheochromocytoma with familial clustering
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We report herein a rare female case of bladder pheochromocytoma with familial clustering. Her mother had
received an operation for bladder pheochromocytoma. When the present case was 20 years of age, body weight
loss and fever appeared. Thereafter, nausea, vomiting and palpitation occurred especially at urination, and hyper-
tension and tachycardia emerged. She was referred to our hospital for a further check up of hypertension at the
age of 28 years. Her blood pressure was 176/130 mmHg, and pulse rate, 103/min. Hemorrhage and hard exu-
date were observed at the optic fundi. Twenty-four-hour ambulatory blood pressure monitoring disclosed that
her hypertension was characterized by non-dipper type features and transient increases in both blood pressure
and pulse rate occurring, especially at urination. Plasma noradrenalin level (14,399 pg/mL) was remarkably ele-
vated, although the plasma adrenalin level (52 pg/mL) was within the normal limits. Computed tomography (CT)
showed a mass lesion (7 cm in diameter) with central necrosis in the urinary bladder. '*I-MIBG showed strong
uptake in the mass detected by CT. Venous blood sampling disclosed that the plasma noradrenalin concentration
was highest at the lower level of the inferior vena cava. Therefore, a diagnosis of bladder pheochromocytoma
with familial clustering was made and the pheochromocytoma was surgically removed.
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Table. Laboratory data on admission

Peripheral blood Endocrinological test Urinalysis
WBC 7,570/uL Adrenalin 52 pg/mL pH 55
RBC 427 x10*/uL Noradrenalin 14,399 pg/mL Specific gravity 1.009
Hb 12.5¢g/dL Plasma renin activity 5.5 ng/mL/h Protein (x)
Ht 38.0 % Aldosterone 8.7 ng/dL Glucose ()
Plt  12.7x10%/uL BNP 310 pg/mL Occult blood (=)

Calcitonin 22 pg/mL

Blood chemistry PTH-int 35 pg/mL Urinary assays
TP 8.1g/dL TSH 2.75ulU/m Protein 0.1 g/day
Alb 4.9g/dL FT3 3.3 pg/mL NAG 11.0U/L
AST 22 1U/L B.MG 895 ug/L
ALT 201U/L VMA 19.5 mg/L
LDH 343 1U/L Metanephrine 0.05 mg/L
BUN 15 mg/dL Normetanephrine 6.33 mg/L
Cr 0.8 mg/dL Adrenalin 5ug/L
UA 5.4 mg/dL Noradrenalin ~ 1,307.7 ug/L
Na 139 mEq/L
K 3.7 mEqg/L
Cl 100 mEq/L

Glu 103 mg/dL
CHO  245mg/dL
HbA1c 4.3 %
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Fig. 1. Ambulatory blood pressure monitoring
Blood pressure increased suddenly just after urination.
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Fig. 4. 1231 MIBG imaging Fig. 5. Venous catecholamine levels in several portions including the adrenal and iliac
A strong uptake was detected veins
i the urinary bladder. Venous noradrenalin displayed the highest level in the lower inferior vena cava.

Fig. 6. Macroscopic appearance of the bladder
pheochromocytoma
Pheochromocytoma was 6.5 cm in diameter.
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Fig. 7. Light microscopic findings (Hematoxylin-eosin stain) of
the bladder tumor and invasion to lymph node

a : Accumulations of tumor cells separated by a thin fibrous
wall, showing a nest or trabeculae-like structure in the
bladder tumor

b ! Invasions of tumor cells to the iliac lymph nodes
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