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ABSTRACT

Shwannomas are benign nerve sheath tumors that mostly occur in the head & neck, extremities, and mediastinum. These
rarely present as retroperitoneal masses. A case was reported of an incidentally detected retroperitoneal shwannoma in a
32-year-old female. Schwannomas, the benign nerve sheath tumors, grow slowly but they may cause pain, weakness,
numbness, or stay asymptomatic. Symptoms depend on the location and size of the tumor. Sometimes the patients, who
present to the Accidents & Emergency with vague abdominal pain. Imaging incidentally may detect a pelvic lesion that
is always diagnosed on histopathology after complete resection.
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INTRODUCTION

Schwannomas (also termed neurilemmomas or
neurinomas) are encapsulated nerve sheath tumor
arising from Schwann cells, hence the name. Most
of schwannomas are benign. These tumors are
commonly found in flexor surfaces of the
extremities, neck and head. Its location in the
retroperitoneum is very rare comprising 0.5% to
1.2% of all retroperitoneal tumors.™ They usually
arise from a single nerve bundle and are
characterized by slow growth.?

CASE

A 32-year-old woman presented with vague
nonspecific abdominal pain to the Accidents and
Emergency. She had no history of fever, anorexia or
weight loss. Abdominal examination  was
unremarkable. Blood investigations revealed no
abnormalities.

Ultrasonography was done and showed an ovoid
hypo-echoic area seen in the cul de sac to the right
of the midline. It had a cystic component and was
non-vascular and not attached to the ovaries (Fig.1
A).

CT showed a well-defined oval lesion measuring 4
x 3.8 X 6 cm in transverse, anterio-posterior, and
cranio-caudal dimensions respectively. It was seen

Figure 1: Photograph of a mass A,
Ultrasonography was done and showing an ovoid
hypo-echoic area seen in the cul de sac to the
right of the midline. It had a cystic component
and was non-vascular and not attached to the
ovaries, B and C; CT showing a well-defined
oval lesion measuring 4 x 3.8 x 6 cm in
transverse, anterio-posterior, and cranio-caudal
dimensions respectively. It was seen in the pelvis
in the pre-sacral space
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in the pelvis in the pre-sacral space. The right
internal iliac vessels were seen lateral to this mass
without any vascular encasement. The mass
demonstrated mild heterogeneous enhancement
after intravenous contrast. (Fig.1 B and C).

The MRI showed the mass to the right of the rectum
and measuring 3.9 x 3.7 x 5.8 on maximum
dimensions. It was separable from the uterus, in
close proximity to the right ovary with no definite
connection and with a 4 mm line of cleavage with
the adjacent rectum. (Fig.2 A and B)

Figure 2: A; MRI showing the mass to the right
of the rectum and measuring 3.9 x 3.7 x 5.8 on
maximum dimensions Axial view. C MRI on
sagittal view and D; The postoperative period
was uneventful but no recurrence was seen on
MRI.

The patient was prepared for surgery. Initially,
laparoscopy was carried out followed by
laparotomy, which revealed a pelvic retroperitoneal
mass to the right of the midline in the pre-sacral
space that was completely resected and sent to
histopathology for a definite diagnosis.

Gross examination revealed a 65 x 30 x 30 mm well
circumscribed lobulated soft yellowish grey mass
weighing 45 gm. The outer surface was postulated
however it was completely encapsulated. The cut
surface was nodular with a focal area of yellowish
discoloration. Histopathological ~ examination
showed an encapsulated tumor with moderate
stromal cellularity, consisting mainly of spindle
cells with clusters of stromal foamy macrophages

(Fig.3a, 3b). The tumor shows no nuclear atypia and
no mitotic figures.

11 ‘h‘ ﬂ" “‘ f
R A Tt
‘ “\‘ \ ,‘“'} "‘e ul
i .h{,;‘f " a;;u /il
M i R
QJI Al l;‘,";'(i' \ ”4'«1 I fin
KO
‘ :.i‘h‘nﬁ -

?'A I NJ ' %';,'r

Figure 3: Photomicrographs of A; H&E:
Cellular schawnnoma characterized by highly
cellular spindle cells B; H&E: Cellular
schawnnoma characterized by highly cellular
spindle cells (40x) C, Tumor cells showing
diffuse positivity for s100 (5x) and D; Tumor
cells showing diffuse positivity for s100 (40x)

Immunohistochemical studies showed the tumor
cells are positive with Vimentin (cytoplasmic) and
S 100 (cytoplasmic and nuclear) confirming a
neurogenic origin (Fig.3 C and D). Cytokeratin
AE1/AE3, HMB-45, desmin, smooth muscle actin
and CD56 are all negative. CD68 is positive at areas
of highlight clusters of stromal foamy macrophages.
The overall histological findings and the
immunophenotype are  those of  cellular
schwannoma. The postoperative period was
uneventful. A follow up MRI after 6 months was
done and revealed no recurrence (Fig.2 Cand D).

DISCUSSION

Despite ultrasound being a simple non-invasive
method that can be used initially to detect masses,
MRI remains the imaging modality of choice.? It is
used for the purpose of clearly identifying the
origin, borders, and composition of lesions.
However, CT is usually done prior to MRI to
clearly localize the lesion after sonographic
detection. On CT, benign schwannomas appear as
low density homogenous masses that are well
circumscribed with no calcifications.*
Intraoperatively, benign schwannomas are found to
be well demarcated and are freely resectable.
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Treatment is surgical as complete resection has
proven to be curative in all cases of benign
shwannomas and post-surgical recurrences are
unusual. Hence, benign schwannomas are known to
have an excellent prognosis.*

Review of cases from the literature show that
shwannomas form firm greyish masses of variable
sizes often grossly show cystic degeneration.
Microscopically, schwannomas show two different
patterns of growth and are designated as Antoni A
and Antoni B. The former is being more cellular
and formed by palisading spindle cells while the
latter is hypocellular and sometimes shows cystic
and myxoid formation. Since the origin of the tumor
is neuronal, these tumors are immunoreactive for s-
100, vimentin and calcineurin.>® In this study, we
present a case of cellular schwannoma variant.
Which as the name implies, is hypercellular and
composed mainly of Antoni A areas and lacks the
organized nuclear palisades of verocay bodies.

The most widely applied ancillary technique today
is immunohistochemistry to help in the diagnosis of
cellular schwannoma and to exclude the other
similar-appearing spindle cell neoplasms such as
neurogenic tumors (including malignant peripheral
nerve  sheath  tumor), synovial  sarcoma,
leiomyosarcoma, fibrosarcoma and malignant
fibrous histiocytoma. Malignant transformation is
rare; however few cases have been reported and are
supported by the presence of histological mitotic
figures, cellularity, nuclear atypia, and tumor
necrosis.” Frequent mitotic figures are the most
reliable factor in correlation with malignancy.
Malignant schwannomas are of two types: Solitary
malignant schwannomas (SMS) and schwannomas
associated with von Recklinghausen's disease
(VRMS). The latter have a poorer prognosis with a
shorter five-year survival (23%) compared to the
former (47%).2 Also, patients with VRMS are
usually younger and have centrally located
schwannomas rather than peripherally located (Fig.
8). On CT, malignant schwannomas appear
hypodense with mixed attenuation, which results
from areas of tumor cellularity and of tumor
necrosis and hemorrhage being adjacent to each
other.* Histologically, VRMS have a collagenous
appearance while SMS are poorly differentiated and
highly cellular. Both are characterized by invasion
of surrounding tissues, nuclear pleomorphism,
necrosis and mitotic activity.> Prognosis is poor
with multiple local recurrences and eventually

pulmonary metastasis.>® VRMS. Note the central
distribution of tumors. The image on the right
shows the primary site of tumors in patients with
SMS. The tumors occur in all parts of the body. In
addition to the above mentioned, differential
diagnosis of a retroperitoneal schwannoma also
includes  paraganglioma,  pheochromocytoma,
liposarcoma, and fibrous tumors. Hematoma and
lymphangioma can be among the differentials as
well if cystic degeneration is appreciated on
imaging.” It is of great importance to mention that
malignant schwannomas must be included in the
differential diagnosis in a patient with a history of
radiation exposure.®> This is explained in the
literature by the cytoplasmic vacuolization cells
undergo after exposure to radiation, followed by
cell death. While the remaining surviving cells
undergo genetic mutations which leads to the
malignant transformation.'° It is also noteworthy to
mention that Saito et. al have reported a case of
benign schwannoma in the retroperitoneal space
that had metastasized to the liver. Therefore, careful
follow up is highly recommended after the excision
of retroperitoneal schwannomas, including the
benign variant.**

CONCLUSION

Retroperitoneal schwannomas are rare and are
detected incidentally unless they are large enough to
be palpated or cause symptoms. Treatment is by
resection and prognosis is excellent in cases of
benign schwannomas, while malignant
schwannomas carry a poor prognosis especially
those associated with von Recklinghausen’s disease.

REFERENCES

1. Maruyama T, Sugamoto Y, Miyagishima D,
Fukunaga T, Tasaki K, Takeshita N, et al.
Laparoscopic resection of a retroperitoneal
schwannoma located in the hepatic hilus. Surg
Case Rep. 2015;1(1):18.

2. Mesina C, Mogoanta SS, Cristian DA,
Dumitrescu TV, Dragoescu PO, Mesina-
Botoran MI, et al. Retroperitoneal ancient
schwannoma- Case presentation. Rom J
Morphol Embryol. 2015;56(4):1517-22.

3. Strauss DC, Qureshi YA et al; Management of
Benign Retroperitoneal Shwannomas: A Single-
Center Experience; AMJ Surg. 2011;202(2):
194-8.

A.P.M.CVol.10 No.1 January-March 2016

www.apmc.com.pk 54



10.

Hubert J, Landes G, Tardif M. Schwannoma of
Median Nerve. J Plast Surg Hand Surg.
2013;47(1):75-7.

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.
Singh V, Kapoor R. Atypical presentation of
benign retroperitoneal schwannoma: Report of
three cases with review of literature. IntUrol and
Nephrol 2005;37:547-9.

Ueyama T, Guo K, Hashimoto H, Daimaru Y,
Enjoji M. A clinicopathologic  and
immunohistochemical study of gastrointestinal
stromal tumors. Cancer 1992;69:947-55.

Peter PS, Lawrence H, Steven IH, et al;
Malignant Schwannoma — Clinical
Characteristics, Survival and Response to
Therapy;, American Cancer Society
1981;47:2503-9.

Hall SJ, Williams ST, Jackson TA, Lee AT,
McCulloch TA. Retroperitoneal Gastrointestinal
Type Schwannoma Presenting as a Renal Mass.
Urol Case Rep. 2015;3(6):206-8.

Puataweepong P, Janwityabujit T,
Larbcharoensub N, Dhanachai M. Radiation
induced peripheral malignant nerve sheath
tumor arising from vestibular schwannomaafter
linac-based stereotactic radiation therapy: a case
report and review of literatures. Case Rep Med.
2012:6481-91.

Name of Author

11. Saito R, Ishizuka E, Iwasaki A, Kobayashi K.
Retroperitoneal malignant schwannoma in the
pelvis: A case report. Acta Urol. JPN.
1997;43:25-8.

AUTHORS
e Dr. Khalid Alsindi
Consultant, Histopathology
King Hamad University Hospital, Bahrain
e Prof. Dr. Mulazim Hussain Bukhari
Professor of Pathology
Punjab Medical College, Faisalabad
e Dr. Aysha Aljowder
Senior House Officer, Histopathology
King Hamad University Hospital, Bahrain
e Dr. Mohamed Alhamar
Senior House Officer, Histopathology
King Hamad University Hospital, Bahrain
e Dr. Suhail Baithun
Consultant, Histopathology
King Hamad University Hospital, Bahrain

Submitted for Publication: 16-03-2016

Accepted for Publication: 22-03-2016

Dr. Khalid Alsindi Main author, Main concept %

. . . . N\
Dr. Mulazim Hussain Bukhari Corresponding author (.~ \\\,\ oS
Dr. Aysha Aljowder Helped writing the Paper L:, ~

Dr. Mohamed Alhamar

Reviewed the study C}j

Dr. Suhail Baithun

Manuscript writing LM
7 -

A.P.M.CVol.10 No.1 January-March 2016

www.apmc.com.pk 55



