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® Case Report

Retroperitoneal ganglioneuroma
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Abstract

Ganglioneuromas are fully differentiated benign tumors of the sympathetic nervous system
arising from the neuroectodermal cells. Its reported incidence is one per million populations.
We report an incidentally detected, histopathologically proven ganglioneuroma of the
retroperitoneum in a 39 year old lady with the preoperative diagnosis of adrenal tumor.
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Background

Ganglioneuromas are tumors of the sympathetic
nervous system that arise from the neuroectodermal
cells.! Neuroblastoma, ganglioneuroblastomas and
ganglioneuromas are tumours within the spectrum
of its disease continuum. Ganglioneuromas are fully
differentiated benign tumours. The reported incidence
is one per million population.! The most common
localization is the posterior mediastinum followed by
the retroperitoneal space.'? Among the primary
retroperitoneal tumors, they constitute only a small
percentage of 0.72 to 1.6.!3 Although catecholamine
synthesis is an almost constant feature of all the
neurogenic tumors, ganglioneuromas rarely lead to
symptoms.

Case report

We report an incidental detection of retroperitoneal
tumour in a 39 year old lady who presented to the
medical and surgical OPD with the complaint of
episodic epigastric and right lumbar pain since a
period of three years.

Her laboratory investigations for complete blood
count, serum electrolytes and urine were normal.
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Ultrasonography and CT scan of the abdomen
incidentally showed a heterogenous mass in the
region of the right adrenal gland extending below
the inferior vena cava.

A clinicoradiological diagnosis of adrenal tumor was
made. The patient underwent exploratory laparotomy
for removal of the tumour and the material was
submitted for histopathologic examination. Grossly
the tumor measured 8.5x7x3.2 cm. It was capsulated,
firm in consistency with a homogenous, solid, grayish
white cut surface and gritty sensation (Figure 1 &
2). Microscopically, the tumor was that of a
ganglioneuroma (schwannian stroma-dominant)
mature type with focal areas of calcification (Figure
3&4).

Figure 1. Ganglioneuroma. Excised capsulated
tumour at gross appearance.
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Figure 2. Grossly a circumscribed tumour with
homogenous whitish yellow cut surface.
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Figure 3. Photomicrograph showing presence of
schwannian stroma, large calcification and ganglion
cells. 200X; H&E.
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Figure 4. Ganglioneuroma showing presence of
ganglion cells and schwannian stroma 400X; H&E.
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Discussion

Ganglioneuromas usually appear in children, while
retroperitoneal ganglioneuromas appear more often
in adults. The clinical symptoms of GNs are non-
specific, mostly hormonally silent.*> Majority of
cases are detected incidentally since they are usually
asymptomatic.’

Tevfik reported incidental detection of retroperitoneal
GN in 12 year old boy.” These tumours may come to
attention due to compression of their neighboring
structures. Symptoms of autonomic dysfunction may
be caused by paravertebral ganglioneuromas
compressing the autonomic fibers of the lumbosacral
plexus. Symptoms like diarrhea, sweating and
hypertension may be related to release of peptides
like vasoactive intestinal peptide (VIP), somatostatin
and Neuropeptide Y.

The trend of utilizing radiology as a screening
technique is increasing the detection of
retroperitoneal tumours. However the preoperative
diagnosis of Ganglioneuroma is difficult as imaging
of these tumours is non specific and nondiagnostic.’
On reviewing literatures most of such tumours are
preoperatively diagnosed as retroperitoneal tumour
presenting as renal mass or adrenal mass as is in the
index case and also uniquely as pelvic tumour with
retroperitoneal extension.!!1*!!

Cytologys an investigative tool though reported to
be useful in the preoperative diagnosis of
ganglioneuromas has its limitation. This is so when
there are less well differentiated areas within the
tumour which demands surgical exploration and
histopathological examination. Hence biopsy is not
only of diagnostic value but also of prognostic
significance.

Grossly, they are large, encapsulated masses of firm
consistency with an homogenous, solid, grayish white
cut surface. Areas with different colour or consistency
should be sampled for microscopic examination with
the suspicion of less differentiated foci.'

The International Neuroblastoma Pathology
Committee (INPC) has divided Ganglioneuromas into
two subtypes :GN maturing and GN mature. The
morphologic classification is prognostically
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significant.  Ganglioneuroblastoma and
Neuroblastoma are less mature and more aggressive
as these tumours have a high neuroblast content.

Microscopically the overall appearance of a
Ganglioneuroma is that of a neurofibroma (hence,
its designation Schwannian stroma dominant tumour).
If every single ganglion cell is mature the designation
mature subtype. If there is maturing/ minor
component of scattered collections of differentiating
neuroblast, the tumour is designated maturing
subtype.'*

Exceptionally component of the ganglioneruma may
show features of malignant nerve sheath tumour.'
GNs are slow growing benign tumours which can
be surgically dissected with favourable prognosis.
Local recurrence has been reported, so periodic
radiologic surveillance is perfromed after resection.

Conclusion

The widespread use of radiological investigations has
increased the detection of retroperitoneal tumours.
However, the pre operative diagnosis of
Ganglioneuroma is difficult. Therefore
ganglioneuroma is always a histopathological
diagnosis.
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