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Introduction

Retroperitoneal primitive tumors in adults are rare.
Schwannoma is a benign tumor developed from Schwann's
nerve sheath. Retro-peritoneal schwannoma (RPS) is a rare
form [1]. Diagnosis is often unexpected preoperatively, and is
only confirmed after histological examination of the surgical
specimen of the retroperitoneal mass.

We here-in report a clinical case of a 45-year-old female
patient in whom was discovered incidentally at ultrasound a
left prerenal tissue mass measuring about 6 cm. We equally
review data reported in literature, in terms of epidemiological,
diagnosis and therapeutic aspects of this rare pathology.

Case report

A 45-year-old female patient presented with a history of
vague left flank pain. Physical examination was
unremarkable. Haemogram and biochemical analysis were
normal. Ultrasonography revealed a 6-cm heterogeneous
expansive mass in left adrenal topography. A computed
tomography scan confirmed a 6.5 x 5.0 x 4.3 cm enhancing
heterogeneous mass with necrotic central areas arising from
left adrenal topography. This mass was in juxtaposition
though non adherent to the left kidney, aorta, the renal pedicle
and the adrenal gland. Due to the location and signal
characters, the presumptive diagnosis was a neurogenic or a
fibrous tumor.

Surgery was done via a midline abdominal incision; the
abdomen was explored. The mass was localized just above
the right psoas muscle, lateral to the aorta and inferior to the
upper pole of the left kidney, the mass was resected
(Figure 1)

Figure 1. Resected retroperitoneal schwannoma surgical
mass of about 6 cm in diameter.

Figure 2. Neuroid differentiation zone: intersecting
bundles with palissadic peripheral arrangement with cells
that were positive for S100 protein on immunochemistry.
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Macroscopic examination revealed a capsulated mass of
5 x 4 x 4.5 cm, with cystic and solid bright-yellow areas. On
microscopic examination, the solid mass consisted of a
proliferation of fusiform cells that formed a palisade pattern
in some regions (Antoni type A). There were regions
composed of gelatinous substance, myxoid and degenerative
tissue with less cells (Antoni type B) (Figure 2). The cells
were diffusely and strongly positive for S100 protein. The
tumor was diagnosed as a schwannoma.

Postoperative period was uneventful. At the 15-month
follow-up examination, the patient remained asymptomatic
and there was no evidence of recurrence.

Discussion

Retroperitoneal schwannoma (RPS) (also termed
neurilemmomas or neurinomas) is a rare entity comprising
only 0.5% to 12% of all retroperitoneal tumors [2].

Most schwannomas are found in peripheral nerve fibers
in the limbs, head, and neck. In the retroperitoneal region,
they occur most commonly between 30 and 60 years of age,
with a male/female ratio of 2:3 [3].

The retroperitoneal space is rather large and flexible, the
diagnosis of RPS in the retroperitoneal region is difficult, and
a large and deeply situated tumor is usually present before
patients have any symptoms. The symptoms are vague and
nonspecific, such as vague abdominal pain and distension [4,
5]. Atypical presentations are very rare and a variety of
symptoms include flank pain and haematuria, portal
thrombus, headache, and secondary hypertension and
recurrent renal colic pain [4]. Evolution can be completely
asymptomatic. Diagnosis is fortuitous or either during routine
clinical or ultrasound examination [6].

Radiological studies are fundamental in the diagnostic
evaluation. Computed tomography (CT) scans typically show
well-defined low or mixed attenuation with cystic necrotic
central areas. Cystic changes occur more commonly in RPS
(up to 66%) than in other retroperitoneal tumors [7]. Other
degenerative changes, such as calcification, haemorrhage, and
hyalinization, can also be present.

Magnetic resonance imaging (MRI) findings of
schwannomas have been reported as masses of low signal
intensity on T1-weighted images and high signal intensity on
T2-weighted images. These findings are characteristic but not
specific of schwannomas and have been reported present in
only 57% of the cases in previous studies [8], hindering the
correct diagnosis.

Additionally, the signal intensity on T2-weighted images
may vary depending on cell density. Tumors with
microscopic findings of hypercellular Antoni type A tissue
have intermediate signals, while tumors with Antoni type B
tissue have a bright signal on T2-weighted images.
Additionally,  other  neurogenic  tumors such as
ganglioneuroma, appear more commonly in the
retroperitoneum than schwannomas and have similar findings
on CT and MRI [9]. Therefore, misdiagnosis of
retroperitoneal schwannomas is not uncommon and
preoperative diagnosis as hepatic tumors, pancreatic cystic
tumors and psoas abscess have been reported [9].

Histologically, schwannomas consist of compact cellular
lesions (Antoni type A tissue) and loose hypocellular myxoid
lesions with microcystic spaces (Anti type B tissue) [10, 11].
On gross appearance, schwannomas are usually solitary, well
circumscribed, firm, smooth-surfaced tumors. The hallmark
pattern of the benign variants is an alternation of the Antoni
A and B areas, with a diffuse positivity for S100 protein in
the cytoplasm of the tumor cells.

Malignant degeneration of schwannomas is extremely rare
but when present, they act as high-grade sarcomas with a high
likelihood of producing local recurrence and distant
metastasis. The diagnosis of malignant peripheral nerve
sheath tumor lacks standardized diagnostic criteria but
features dense fascicules in a “marble-like” pattern consisting
of asymmetrically tapered spindle cells. Malignancy is
usually suggested histologically by mitosis, pleomorphism,
and blood vessel infiltration [12]

The differential diagnosis include benin cystic
lymphangioma, which is a combination of solid and cystic
mixed mass associated with fatty plaques. Other neurogenic
tumors such as paraganglioma and pheochromacytoma as
well as liposarcoma and malignant fibrous histiocytoma
should also be considered. In addition, if the retroperitoneal
schwannoma contains considerable amount of cystic
degeneration, retroperitoneal cystic masses such as hematoma
should also be included in the diagnostic checklist.

CT-guided core biopsy and fine needle aspiration have
been found to be unreliable for the diagnosis of RPS [2].
They may be helpful only if the sample contains enough
Schwann cells to visualize microscopically. However, in
areas of degeneration, the cellular pleomorphism can hinder
the diagnosis and degenerative cells may be misinterpreted as
malignancy. One also runs the risk of haemorrhage, infection,
and tumor seeding; thus, many authors do not recommend
CT-guided biopsy [5,11].

Surgical resection therefore is the only accurate approach
for pathologic evaluation to enable diagnosis of
retroperitoneal schwannoma. Recent advances in laparoscopic
instruments and skills have made laparoscopy an excellent
approach for biopsy and even surgical resection of benign
retroperitoneal tumors, aiding the diagnosis of these lesions.
Even though the best management of retroperitoneal neural
sheath tumors is complete excision, considerable controversy
exists over negative soft tissue margins [5]. It is argued that
complete surgical excision is necessary and may include
sacrifice of adjacent tissue and viscera though others believe
that because this is a benign mass, a simple enucleation or
partial excision of the tumor is sufficient and have reported
no increase in the size of schwannoma during a 6 and 14-year
period [13]. The argument here is that the morbidity
associated with resection of adjacent tissue would not be
justified in the treatment of a benign lesion [13].

Complete surgical resection so as to attain negative
margins is recommended [5,14] because malignancy cannot
be excluded accurately preoperatively or even intra
operatively with frozen section analysis. This complete
excision is the only valid treatment for schwannomas; since
schwannomas are not sensitive to radiotherapy and
chemotherapy [15].

In our case, the retroperitoneal mass was easily isolated
from adjacent structures, and the lesion was completely
resected with negative margins.

Most schwannomas are benign. Prognosis is extremely
good, though malignant transformations have been reported
in 5% to 18% of cases [16], usually associated with von
Recklinghausen‘s disease.

A few cases of metastases such as hepatic, pulmonary,
bone and subcutaneous tissue [17] that occurred after
resection of a histologically benign schwannoma have been
reported. Recurrence of malignant schwannoma after
resection of a benign schwannoma has also been reported
[18].
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In view of recurrence or malignant transformation, it is
recommended that careful monitoring by imaging is
necessary after removal of benign retroperitoneal
schwannomas.

Conclusion

Retroperitoneal schwannoma is a tumor of good
prognosis in its benign form. There is often late diagnosis due
to nonspecific clinical symptoms and imaging is less
contributive though essential in exploring the retroperitoneal
region. Diagnosis is based on post-operative histopathologic
examination and immunohistochemistry of surgical specimen.
Complete surgical excision is the mainstay treatment.
Recurrence although rare after surgery imposes post-
operative monitoring by CT scan.

Competing interests: The authors declare no competing
financial or personal interests.

Funding or Support: There is no grant or funding source for
this manuscript.

Author’s contributions: all authors contributed to the
realization of this manuscript.

References

[1].Aubert J., Debiais F., Levillain P. Schwannome du nerf
obturateur @ manifestations urologiques. Ann. Urol., 2000,
34, 58-60.

[2].Kishi Y, Kajiwara S, Seta S, Kawauchi N, Suzuki T,
Sasaki K. Retroperitoneal schwannoma misdiagnosed as a
psoas abscess: report of case. Surg Today. 2002; 32:849-52.
[3].DONNAL J.F., BAKER M.E, MAHONY B.S., LEIGHT
G.E.: Benign retroperitoneal schwannoma. Urology, 1988, 4,
332-334

[4].Singh V; Kapoor R. Atypical presentation of benign
retroperitoneal schwannoma: Report of three cases with
review of literature. Int Urol and Nephrol. 2005;37:547-9.
[5].Daneshmand S, Youssefzadeh D, Chamie K, Boswell W,
Wu N, Stein JP, et al. Benign retroperitoneal schawannoma:
A case series and review of literature. Urology.2003;62:
993-7.

[6].Weber O., Zerbib M., Eyret C., Desligneres S., Derbeb B.
Schwannome bénin rétropéritonéal. J. Urol (Paris), 1993, 99,
189-191.

[7]. Takatera H, Takiuchi H, Namiki M, Takaha M, Ohnishi S,
Sonoda T. Retroperitoneal schwannoma. Urology. 1986;
28:529-31.

[8].Hayasaka K, Tanaka Y, Soeda S, Huppert P, Claussen
CD. MR findings in primary retroperitoneal schwannoma.
Acta radiol. 1999; 40:78-82.

[9].Radin R, David CL, Goldfarb H, Franncis IR. Adrenal and
extra adrenal ganglioneuroma: Imaging findings in 13 adults.
Radiology. 1997; 202:703-7.

[10].Ohigashi T, Nonaka S, Nakanoma T, Ueno M, Deguchi
N.Laparoscopic  treatment of retroperitoneal benign
schwannoma. Int J Urol. 1999:6;100-3.

[11].Enzinger FM; Weiss Sw. Benigm tumors of peripheral
nerves. In: Enzinger FM, Weiss SW, editors. Soft tissue
tumors. 2nd ed. St Louis: Mosby; 1988. p. 725-35.

[12].Chen KT; Latorrace R; Fubich D; Padgug A; Hafez G;
Gilbert EF. Malignant schwannoma: A light microscopy and
ultrastructural study. Cancer. 1980; 45:1583-93.

[13].Gubbay AD, Moschilla G, Gray BN, Thompson I.
Retroperitoneal schwannoma: a case series and review. Aust
N J Surg. 1995; 65:197-200.

[14].Giglio M, Giasotto V, Medica M, Germinale F, Durand
F, Queirolo G, et al. Retroperitoneal ancient schwannoma:
case report and analisys of clinico-radiological findings. Ann
Urol. 2002; 36:104-6.

[15].Lei GU, Wei LIU, Qing XU, Zhi-yong WU.
Retroperitoneal schwannoma mimicking hepatic tumor.
Chinese Medical Journal 2008; 121:1751-1752.

[16].Parfitt Jr HG, Hamonnd ME. Midletton Jr AW. Perirenal
malignant ~ schwannoma: a case report and review of
literature. J Urol.1982; 128:1299-301.

[17].Saito R., Ishizuka E., Iwasaki A., Kobayashi K.:
Retroperitoneal malignant schwannoma in the pelvis: a case
report. Hinyokika Kiyo, 1997, 43, 25-28.

[18].Das Gupta T.K., Brasfield R.D., Strong E.W.,
Hajolu S.Z.: Benign solitary schwannomas. Cancer, 1969, 24,
355-358.



