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A primary extra-adrenal retroperitoneal ganglioneuroma was found incidentally in a li-year-old 

boy during a series of examinations for hematopyuria. Computed tomography and magnetic reso­

nance imaging revealed a homogenous mass located between the right proximal ureter and the 

inferior vena cava just below the right kidney. Subtotal resection of the tumor was performed 

through a transabdominal approach. The resected specimen measured 8.!'! X 6 X 55 em and weighed 

70 g. Histological examination showed that the lesion was an extra-adrenal retroperitoneal ganglio­
neuroma composed of mature ganglion cells and nerve fibers without any malignant f{"'atures. 'I'll<" 

patient has shown no signs of recurrence in the 4 months after surgery. \Ve provide a review or 
the Japanese literature on extra-arlrenal retroperitoneal ganglioneuroma and also discuss the clinical 
features of this tumor. 

(Acta Uro!' Jpn. 38: 549-551, l'l(}:!) 
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INTRODUCTION 

Ganglioneuroma is a relatively rare be­
nign neoplasm which ongInates In the 
sympathetic nervous system. The most 
common site involved is the posterior me­
diastinum, but this tumor may also occur 
in the retroperitoneal space, the pelvic cav­
ity or the adrenal gland D Ganglioneuroma 
apparently represents the most mature 
form of the neuroblastoma-like tumors2) 

These are slow-growing tumors and they 
are often asymptomatic. However, impro­
vements in imaging have led to an increase 
in the detection of these tumors in recent 
years. We herein report a case of extra­
adrenal retroperitoneal ganglioneuroma 
that was found incidentally during the in­
vestigation of hematopyuria and review 
the Japanese reports on this tumor. 

CASE REPORT 

A 17-year-old boy presented to our hos­
pital with macrohematuria. Urinalysis 
showed hematopyuria and Escherichia coli 
(E. coli) was identified by culture of a 
urine specimen. The infection was rapidly 
cleared by antibiotic therapy. Excretory 
urography revealed lateral deviation of the 

right proximal ureter, but no hydrone­
phrosis was present (Fig. I). Computed 
tomography and magnetic resonance imag­
ing (Fig. 2) revealed a mass in the retro­
peritoneal space adjacent to the right prox­
imal ureter. The lesion appeared to be 
encapsulated. Angiography and enhanced 
computed tomography demonstrated that 
it was hypovascular. 

Based on these findings, the lesion was 
thought to be a tumor of the nervous sys­
tem. Excision of the lesion was performed 
via the transabdominal approach. At the 
operation, a tumor was found lying between 
the right proximal ureter and the inferior 
vena cava. Both the ureter and the vena 
cava were not invaded by the tumor, 
but because of extensive adhesion to the 
vertebrae complete resection of the mass 
was impossible. The resected tumor mea­
sured 8.5 x 6 x 5.5 cm and weighed 70 g. 

Histological examination showed that the 
lesion was composed of nerve fibers and 
mature ganglion cells (Fig. 3). In some 
areas, the gangl ion cells were aggregated 
or proliferating In a neoplastic fashion 
and Schwann cells were frequently seen. 
However, no evidence of malingancy could 
be found in any specimen examined. 
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Thus , the histological diagnosis was retro­
peritoneal ganglioneuroma . 

DISCUSSION 

Ganglioneuroma is a benign neoplasm 
which originates from the sympathetic ner-

Fig. I. Drip infusion pyelogram shows lateral 
deviation of the right proximal ureter 
(arrow), suggesting the existence of a 
retroperitoneal mass. 

Fig. 2. (A) Coronal magneti c resonance image 
(MRI) demonstra tes a retroperitoneal 
tumor adjacent to the inferior vena 
cava . (B) On transverse MRI, the 
tumor appears to be encapsulated but 
a lso seems to adhere to the vertebrae. 

Fig. 3. 
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Microscopic examination showed that 
the tumor was composed of nerve fibers 
and mature ganglion cells (H .E. x 100). 

vous system and is composed of mature 
ganglion ce lls and nerve fibers. This tu­
mor was first recognized as an independent 
entity by Loretz in 18703). The posterior 
mediatinum is the most common site of 
origin, but this tumor may also develop in 
the retroperitoneum or the adrenal gland. 
Ganglioneuroma is reported to constitute 
0 .72% of all retroperitoneal tumors4) . 

Carpenter and Kernohan reported that 
this tumor has a slight female predomi­
nanceS) . However, a review of the Japanese 
literature shows that ganglioneuroma 
occurs with almost equal frequency in both 
sexes in this country. The age distribution 
of the Japanese cases is in agreement with 
that generally reported showing a prepon­
derance in the young (60% of the Japanese 
patients were less than 30 years old and the 
mean age was 25 .3 years). 

Ganglioneuroma is a slow-growing 
tumor that often becomes quite large before 
detection. Among the Japanese patients 
with ganglioneuroma, only 40% had symp­
toms referable to the tumor itself. 

Along with various dramatic develop­
ments in imaging diagnosis, the detection 
of this neoplasm during the evaluation of 
other diseases has increased III recent 
years. 

Hormonally active ganglioneuromas, 
which are associated with increased levels 
of urinary cathecholamines, homovanillic 
acid, or vanillyl mandelic acid, are predom-
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inantly found in pediatric patients. The 

Japanese literature includes reports on 8 
cases of hormonally active extra-adrenal 
retroperitoneal ganglioneuroma. All these 
tumors occurred in patients aged younger 
than 6 years. 

 Even since Cushing and Wolbach report-
ed on the apparent maturation of a neu-
roblastoma to a ganglioneuroma in 19276), 
tumors of neural crest origin have been 
thought to occasionally undergo transfor-
mation from malignant neuroblastoma to 
benign ganglioneuroma. However, only 
a few such cases have been reported in 

Japan". 
 This tumor should be surgically excised 

as completely as possible in order to  distin-

guish it from neural crest malignancy. 
Even if excision is incomplete, the progno-
sis is generally reported to be quite favora-
ble. If the tumor shows no malignant 
features histologically, no additional mana-

gement is needed apart from periodical 
postoperative review for the early detection 
of recurrence.

551

           REFERENCES 

1) Stowens  MD  : Neuroblastoma and related 
  tumors. Arch Path 63: 451-459, 1957 

2) Robertson HE: Das Ganglioneuroblastoma, 
 ein besondere Typusim System der Neutro-

  me. Virchow's Arch 220:  147-169, 1915 
3) Lorentz W:  Ein fall von gangliosem Neurom 

  (Ganglion). Virchow's Arch 49: 435-437, 
  1870 

4) Scanlon DB: Primary retroperitoneal tu-
  mors. J Urol 81: 740-745, 1959 

5) Carpenter WB and Kernohan JW: Retro-

  peritoneal ganglioneuromas and neurofibro-
  mas: A clinicopathological study. Cancer 

  16: 788-797, 1963 
6) Cushing H and Wolbach SB : The transfor-

  mation of malignant paravertebral sympathi-
   coblastoma into a benign ganglioneuroma. 

  Am J Pathol 3: 203-216, 1927 
7) Nakamura H, Saeki M, Ogata T, et  al. : A 

  case of ganglioneuroma suspected of malig-
  nancy. Jpn J  Pediatr Surg 20: 393-397, 

  1988 

 (Received on August 6,  1991 
          Accepted on November 29,  1991)

和文抄録

後 腹 膜 神 経 節 細 胞 腫 の1例

東大阪市立中央病院泌尿器科(主任=武本征人)

野 々村祝夫,菅 野 展史,妹 尾 博行

赤井 秀行,武 本 征人

後腹膜原発の副腎外神経節細胞腫を経験 したので報

告する.腫 瘍は17歳 男 性の血膿尿精査 中に発 見され

た.CTお よびMRI検 査にて右腎直下に,近 位部

尿管と下大静脈の間に位置する内部均一像を示す腫瘍

を認めた.内 分泌学的検査では異常は認められなかっ

た.経 腹的に切除した腫瘍は8.5×6×5・5cm大,重

量70gで あ った,病 理組織学的には,腫 瘍は神経節

細胞 と神経線維か らなる神経節細胞腫であり,悪 性所

見は認められなかった.副 腎外に発生した後腹膜神経

節細胞腫の本邦例における文献的考察を加える.

(泌尿紀要38=549-551,1992)




