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Retroperitoneal Schwannoma:
An Atypical Presentation
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ABSTRACT

Schwannoma is a rare tumour arising from Schwann cells in myelinated neural sheath of the nerves. They can arise in various places
like head, neck, extremities, adrenal, retro peritoneum, psoas muscle. We here present a case of 33-year-old male who came with
features of acute pancreatitis, with incidentally detected mass in presacral region on ultrasonography. Investigations like CECT and MRI
were suggestive of neurofibroma, radical excision of the mass was done which showed solitary encapsulated tumour and cut sections
showed areas of necrosis, and histopathologically it was proven as schwannoma. Most of the schwannoma’s are benign, but rarely
malignant transformation can occur. It can be associated with von Recklinghausen disease. Benign tumours have excellent prognosis,
malignant tumours can present at later date with metastasis after excision also. Radiology plays a key role in diagnosis and follows up.

Treatment is radical excision of tumour; recurrence is most common and has to be carefully followed up.
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CASE REPORT

A 38-year-old male presented to emergency department with
a complaint of pain abdomen in the epigastric region since past
three days. On physical examination there was diffuse abdominal
tenderness along with diffuse guarding and per rectal examination
revealed a hard pre sacral mass in the sacral promontory region.
Ultrasound abdomen showed minimal amount of free fluid with 3x3
cms capsulated mass at the presacral region. Blood investigations
revealed a raise in total count, serum amylase levels, and
deranged renal function tests. After treating the patient for acute
pancreatitis for 10 days, CECT abdomen was done which revealed
a 8x8x6 cms heterogenous enhancing mass with peripheral rim of
calcification’s and central areas of necrosis in the presacral region
[Table/Fig-1]. MRI with contrast showed hypo intense lesion in T1
weighted images and hyper intense on T2 weighted images without
involvement of adjacent structures suggestive of neurofibroma or
liposarcoma [Table/Fig-2].

As patient was not willing for FNAC of the mass lesion, so radical
excision of mass was planned, with extended left sided Pfannenstiel
incision, by extra peritoneal approach. A well- defined smooth
encapsulated mass of 8x6x4cms was excised without damaging
other structures [Table/Fig-3-5] Cross sections of the mass
showed solid yellow with areas of haemorrhage with focal areas of
calcification [Table/Fig-6]. Postoperatively patient did not develop
any incontinence for bladder and bowel. Histopathology revealed
features suggestive of schwannoma with no mitosis, and multiple
foci of coagulative necrosis bordered by atypical cells [Table/Fig-7].

Patient is in regular follow up till now since seven months and with
imaging showed no recurrence of the tumour.

DISCUSSION

Schwannoma’s are the tumours that are arising from the Schwann
cells of peripheral nerve fibre, and are usually found in the
head, neck and extremities [1]. Around 5 — 8% cases are in
association with Von Recklinghausen’s disease [2]. They are mostly
benign in nature, more commonly occurs in adult females between
20-50 y age with a male to female ratio of 2:3 [3]. Retroperitoneal
schwannoma’s more commonly found in paravertebral spaces
and pre sacral region [4], it is unusual in these locations in
absence of Von Recklinghausen'’s disease. Among retroperitoneal
schwannomma’s around 0.7% are benign and 1.7% are malignant
were reported [5]. The capsule of these tumours is derived from
epineurium. Retroperitoneal schwannoma’s produces vague
symptoms like abdominal pain and distention [6]. MRI is the
investigation of choice which describes about the origin, extent,
and internal structure, and infiltration of the lesion. The typical
diagnostic signs in MRI are “Target sign” which is hypo —intense
centre with hyper-intense periphery, and “Fascicular sign” which is
seen in presence of fascicular bundles [7]. These findings will be
lacking in retroperitoneal schwannoma which makes the diagnosis
challenging. Ultrasonography is useful in guided biopsies and CT
scans detects malignant changes associated like bony erosions [8].
In case of malignant transformation irregular margins with infiltration
into adjacent structures are seen [1]. In a study carried out in

[Table/Fig-1]: CECT showing heterogenous enhancing lesion [Table/Fig-2]: MRI in lateral view showing the encapsulated lesion [Table/Fig-3]: Intraoperative dissection of
specimen
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Japan, of all the cases of schwannoma 94 (72.3%) were benign
and 36 (27.7%) were malignant [9]. Very rarely schwannoma’s
undergo malignant transformation and invades adjacent organs
like colon, kidneys, and adjacent viscera [10]. Tissue diagnosis can
be achieved by FNAC and excision biopsies. CT guided biopsies
and FNAC are not always reliable as they should contain significant
amount of Schwann cells, and FNAC from the areas of degeneration
will be misdiagnosed as malignant. FNAC increases the risk of
haemorrhage, infection, tumour seeding so it is not preferred by
many surgeons. Calcification and cystic degeneration occurs in
these tumours were around 23% and 66% respectively [6]. Diagnosis
for malignant changes lack specific standardised criteria except for
features like dense fascicules in marble like pattern comprising of
asymmetrically tapered spindle cells [11]. Microscopically dense
cellular areas are named as “Antoni A” areas and necrotic hypo
dense areas as “Antoni B” areas [7] [Table/Fig-7]. Malignancy
is usually characterised by mitotic figures, pleomorphism, and
infiltration of blood vessels. Malignant schwannomas are more
aggressive and likely to have high incidence of local recurrence after
excision and have chance of distant metastasis, more commonly
associated with Von Recklinghausen disease. Malignancy could
not be ruled out pre operatively and by frozen sections, so complete
excision with negative margins is recommended. Recurrence of the
tumour is usually within six months of surgical excision, and it varies
from 16% to 54% [12]. The completeness of excision and tumour
grading are the most important in assessing the recurrence and
survival. Prognosis is usually good, but related with the site of the
lesion, differentiation, invasion, and excision clearance [13]. Radical
excision is considered as the best treatment for this condition
but controversies exists regarding the margin clearance. Recent
advances by laparoscopic excision have also been explained [14]
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[Table/Fig-4]: Intraoperative excision of specimen [Table/Fig-5]: Solid encapsulated lesion [Table/Fig-6]: Cut sections showing areas of necrosis and calcifications
[Table/Fig-7]: Histopathological picture showing hyperdense Antoni A and hypodense Antoni B areas

and adjuvant chemotherapy and radiation will not add up for the
benefit for schwannomas. Differential diagnosis of retroperitoneal
schwannomas includes paraganglioma, liposarcoma, and malignant
fibrous histiocytoma.
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