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A CASE OF ENDOCRINE ACTIVE RETROPERITONEAL
GANGLIONEUROMA, DIFFICULT TO DIFFERENTIATE
FROM ADRENAL PHEOCHROMOCYTOMA
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A 66-year-old woman who had been receiving medication for hypertension and hyperlipidemia was
referred to our hospital for evaluation of a left adrenal tumor (12 X 8 mm) that was incidentally detected on
computed tomography. Her 24-hour urinary catecholamine level was elevated, and metaiodobenzyl-
guanidine (MIBG) scintigraphy revealed increased uptake in the area around the left adrenal gland,
necessitating laparoscopic adrenalectomy for preoperative diagnosis of left adrenal pheochromocytoma.
Intraoperatively, we detected a para-aortic tumor behind the adrenal gland, and this lesion was excised
together with the adrenal gland. However, manipulation of the para-aortic tumor led to elevation in the
blood pressure to 170 mmHg. Histopathological examination of the resected specimens revealed an
adrenocortical adenoma and a para-aortic ganglioneuroma, consisting of ganglion cells, nerve fibers, and
Schwann cells. The patient’s blood pressure normalized immediately postoperatively, and MIBG
scintigraphy revealed a negative result. Endocrine active ganglioneuromas are rare, and to our knowledge,
currently only 8 cases (including ours) have been reported in the Japanese and English literature.
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Fig. 1. a:CT showed a tumor 12 X8 mm in size in
the left adrenal gland (black arrow). b:
Retrospectively paraarortic tumor of 6 mm
in size was located between the aorta and
adrenal gland (white arrow). c¢: The area
around the left adrenal gland showed
marked uptake in MIBG scintigraphy.
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Fig. 2. a: Tumor (white arrow) was located adja-
cent to the aorta behind the adrenal gland
(black arrow). b: The whole tumor (white
arrow) has become visible after adrenal-
ectomy.
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Fig. 3. Microscopic appearance of paraarortic tu-
mor demonstrated ganglion cells and nerve
fibers, diagnosed as ganglioneuroma (hemato-
xylin and eosin) (X 200).
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Table 1. Cases of endocrine active retroperitoneal ganglioneuroma in adult

FH O OWSE Fil ﬁ%@ e
ES A= T
Q4[]
(cm) I e

Kili 1991 41 2.0 EE it
A 1994 27 8.0 EE [
Tosaka 1999 56 6.0 T E EH
Koch 2003 63 5.0 il EE
Erem 2008 46 3.0 1EH it
&1 2011 20 15.0 EH EE
Camelo 2012 15 3.5 i il
HERGI 2018 66 0.6 EHE [

NA i) i - NA NA
NA i) AT - - NA
(3 B A A7 - - NA
Fak B HE ik - + NA
NA BHAE b + NA NA
[75as MRS kR - - NA
NA MRS fEkR - + NA
btk MRS kR + + Rig7

MIBG : metaiodobenzylguanidine. NA': not analyzed.
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