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Retroperitoneal Schwannoma: A Case Report and

Review of the Literature
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Summary:

A 45 years old woman admitted to our Hospital with pain in
the right flank and right hypochondrium. Her abdominal
USG and CT scan showed a large complex cystic mass present
in the deep soft tissue compressing the right kidney. Multiple
gall bladder stones were also found in imaging. Both the
adrenal glands and left kidney had a normal appearance.

Introduction:

Schwannoma is also called neurilemmoma, is a tumor
originating from the Schwann’s cells derived from the
neuroectoderm. In 1980, Verocay reported for the first
time a tumor that occurred in the neurons
histologically®l. Masson has described that these
tumors arise from Schwann’s cells and are termed as
schwannoma?.

Most schwannomas are benign, though malignant
schwannomas are usually seen associated with Von
Recklinghausen’s disease®. The majority of the
schwannomas arise from Schwann cells of peripheral
nerve fibers and are usually located in the head, neck
and flexore surface of the extremities, but rarely they
can arise from mediastinum and retroperitoneum#*6.7,
Urinary tract is seldom involved, most commonly testis,
penis, spermatic cord, and tunica vaginalis®210. The
majority of retroperitoneal schwannomas are benign in
nature although malignant ones have also been reported.
Most common presentation of the retroperitoneal
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The mass was completely resected with extended right
subcostal incision along with excision of Gall bladder.
Histopathological examination of the specimen revealed a

degenerated schwannoma. Patient was discharged on 8t
day after operation without any complications.
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schwannoma is abdominal distention with vague or dull
abdominal ache*10,

We report on a case with benign retroperitoneal
schwannoma and describe the diagnostic and
management options.

Case Reports:

A 45 years old woman was admitted with pain and a
palpable mass in her right flank. She had no history of
fever, weight loss or anorexia. On abdominal examination,
a large retroperitoneal lump measuring about 15cm x
10cm was found in the right hypochondriac region
extending into the right lumber region with a smooth
surface, firm in consistency and non palsatile.
Examination of other systems and routine laboratory
parameter were within normal limits.

Ultrasonography ( USG) showed a well define complex

cystic mass in the right retroperitoneal region pushing
the right kidney anteriorly and medially. An incidental
findings of cholelithiasis was also found. There was
multiple small bright echogenic structure in the gall
bladder. Intrahepatic and extrahepatic biliary try was
not dilated.

Computed tomography scan( CT scan) showed a
sharply demarcated hypodense mass located just lateral
and posterior to the right kidney. (Fig.-1)

In preoperative period we did not take CT guided biopsy,
because we don’t have this facilities in our institution
and patient was unable due to poor economic condition
and possibility of adrenal tumor kept in mind. The patient
was worked up for surgery.

Abdomen was opened with extended right subcostal
incision, the abdomen was explored. Cholelithiasis was
found and cholecystectomy was done.
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Fig.-1: Owing to the location of tumor the presumptive diagnosis was a neurogenic or fibrous tumor.

The right colon and right kidney was mobilized and
15cmx10cm in diameter mass was found. The mass was
localized above the right psoas muscle and
posteroinferior to the right kidney. The mass was
completely resected and send for histopathology. Her
post operative period was uneventful and the patient
was discharged symptom free. The pathology report
concluded the final diagnosis as degenerated
schwannoma. Post operative follow up of 3 months has
shown patient to be disease free clinically and on
ultrasonographycally.

Discussion:

Schwannomas are usually benign tumors arising from
the schwann cells of the peripheral nerve sheath!!.
These neoplasms are usually seen in adult population
between the ages of 20 and 50 with a male/Female ratioof
2:37. Symptomatology of benign schwannomas is highly
nonspecific and depends on the location and size of the
lesion.

Retroperitoneal region is a rare location for
schwannomas except in patients having Von
Recklinghausen’s disease. It is also noteworthy to
mention that malignant degeneration particularly takes
place in association with Von Recklinghausen’s disease.
In general, since the retroperitoneal space is rather large
and flexible, the diagnosis of retroperitoneal
schwannomas is often delayed, and the lesion reaches
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a significant size at the time of diagnosis usually more
than 8cm in diameter as seen in our cases. The most
common symptoms are abdominal pain and distention.
Depending on the location of the lesions, a variety of
symptoms such as secondary hypertension, hematuria,
and renal colic have also been reported1213,

The differential diagnosis for retroperitoneal schwannomas
includes other neurogenic tumors such as paraganglioma
and pheochromacytoma as well as, liposarcoma and
malignant fibrous histiocytoma. In addition to those, if the
retroperitoneal schwannoma contains considerable amount
of cystic degeneration, retroperitoneal cystic masses such
as hematoma and lymphangioma should also be included
in the diagnostic checklist!4.

Although rare, malignant counterparts of schwannomas
also exist. Detection of a malignant schwannoma is highly
important, since it will affect the treatment strategy. From
the radiologist’s point of view, malignant schwannomas
have irregular contour and tend to show invasion to the
adjacent structures. Macroscopically, schwannomas are
solitary, well circumscribed, firm, smooth-surfaced
tumors. Because of their large size, these tumors are
likely to manifest degenerative changes such as cysts
and calcification!®. The retroperitoneal lesion in our
patient had regular borders without any sign of adjacent
organ invasion, which were highly suggestive of a
benign lesion radiologically.
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Most schwannomas are benign and malignant
degeneration of schwannomas is extremely rare.
Malignant degeneration particularly occurs is
association with Von Recklinghausen‘s disease, as
occurs in 5% to 18% of cases!®. To date, no standard
diagnostic criteria or radiologic feature of malignant
schwannomas have been described. Malignant
schwannomas are commonly larger in size and they act
as high-grade sarcomas with the possibility of
producing local recurrence and distant metastasis.
Typically, malignant schwannomas are diagnosed
histopatologically after the surgical excision of a mass,
with features of high mitotic rate, pleomorphism, and
blood vessel invasion?’.

Appropriate radiological evaluation is important both
for diagnosis and management. Computed tomography
typically shows well-defined mass with low or mixed
attenuation and cystic and/or necrotic central areas.
Cystic changes occur more commonly in retroperitoneal
schwannomas (up to 66%) than in other retroperitoneal
tumors18. Other degenerative changes, such as
calcification and hemorrhage can be seen on CT. On
MRI, schwannomas are seen as masses of low signal
intensity on T1l-weighted images and high signal
intensity on T2-weighted images'219. However these
radiologic findings are characteristic but not specific of
schwannomas and was noted in only 57% of the cases!2.
Depending on the cell density, the signal intensity on
T2-weighted images may vary. CT-guided core biopsy
and fine needle aspiration are not sufficient for the
diagnosis of retroperitoneal schwannomal’.
Degenerated areas can hinder the correct diagnosis and
malignancy may be missed because of cellular
pleomorphism and the presence of degenerative cells.
Additionally, these procedures have the risks of
hemorrhage, infection, and tumor seeding. Thus, many
authors do not recommend CT-guided biopsy®2°,

Treatment depends solely on surgery.. Since local
recurrence rate ranges from 16% to 54% after
conservative approach, sacrifice of adjacent tissues and
viscera may be considered for complete surgical
excision>. Dominguez et al.” have reported recurrence
in 16% in partial resection. Abernathey et al. did not
approve partial resection of the tumor because of the
consideration of local recurrence?. Giglio et al. proposed
that even if the tumor were determined to be benign
using frozen biopsy, the possibility of malignancy can
not be excluded accurately?©.

On the other hand, some authors believe that a simple
enucleation or partial excision of the tumor is sufficient.

Because the benign nature of the disease, no increase
in the size of schwannoma during a 6- and 14-year period
and have been reported?!. Is the size of the residual
tumor after surgery the greatest factor that influence on
the recurrence of schwannoma. Therefore, maximal
removal as completely as possible of the operable part
of tumor without severe hemorrhage and anticipated
neurological injury level after surgery are two factors
considered during the surgery®10.16.17.22

There are a few reported cases in which metastases
occurred after resection of a histologically benign
schwannomal®2523, The prognosis for retroperitoneal
benign schwannoma is good. On the other hand, in
malignant cases, extraction of the tumor and adjuvant
radiation therapy or chemotherapy are required, and
even in cases in which the appropriate treatments are
administered, prognosis is poor, and it has been reported
in one series that 62% of patients died. Furthermore in
malignant schwannoma if extraction is insufficient local
recurrence rate is high. White has reported that 60%
died within 2 months, and Ghosh et al. have reported
that in cases with a single lesion, the 5-year survival
rate is 72.5%, and in cases concomitant with von
Recklinghausen’s disease the 5-year survival rate is
30%%1424.25 Single therapy modality of malignant
schwannomas has shown poor results.

Conclusion:

Retroperitoneal schwannoma is a rare type of
retroperitoneal tomor often present as slow growing
masses with difficult preoperative diagnosis. Surgery is
the choice of treatment with a potential risk of severe
bleeding and neurological deficit. Therefore careful
preoperative evaluation and post operative monitoring
is necessary.
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