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Abstract

Schwannomas are rare benign tumors that arise from schwann cells of the nerve sheath. These tumors represent 0.4 to 1% tract of all
mesenchymal tumors of gastrointestinal tract. The most common gastrointestinal site is the stomach. Duodenal schwannomas are extremely
uncommon and poorly documented. In this case, we report the fatal outcome of a 52-year-old woman with unresectable duodenal schwannoma

treated with adriamycin based chemotherapy.
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Introduction

Schwannomas are benign tumors, that develop from Schwann
cells of the nerve sheath. They account for approximately 5% of all
mesenchymal tumors. Gastrointestinal schwannomas are rare and
distinctive tumors from other schwannomas. The most frequent
site of gastrointestinal (GI) schwannomas is the stomach followed
by the colon and rectum [1]. There is no difference in the incidence
between men and women. Individuals aged between are the most
affected. Duodenal schwannomas are often asymptomatic and
discovered incidentally. Usually, massive DS may cause nonspecific
symptoms like abdominal pain and intestinal hemorrhage [2].
Endoscopic Ultrasound (EUS) and Immunohistochemistry (IHC)
are essential tools for differential diagnosis with more common
mesenchymal tumors of gastrointestinal tract. A marked PS100
expression on pathology examination is very suggestive of
schwannomas [3]. Surgical resection remains the sole curative
treatment [4]. Schwannomas are not sensitive to chemotherapy
and radiotherapy. The following case highlights the diagnostic
and therapeutic challenges posed by an unresectable duodenal
schwannoma in a 52-year-old female.

Case Report

A 52-year-old female with no relevant prior medical history
presented with a 4-month history of atypical epigastralgia with
early satiety and recurrent vomiting. At the admission, the patient
performance status was 2 on the ECOG scale. Physical examination
did not reveal any specific signs. Performance status of the
patient was 1 on the ECOG scale. Laboratory investigations were
within normal limits. Duodenoscopy revealed a non-stenosing
ulceroproliferative bulging mass extending over 20 cm of the second
part of the duodenum. An abdominopelvic computed tomography
scan showed a tissue lesion located in the lumen of the duodenum
(2" and 3™ portions) measuring 90mm X 75mm with a necrotic
center, heterogeneously enhanced after contrasting medium
injection (Figure 1). The tumor presented close contact with
hepatic artery and portal vein. CT scan of the chest did not reveal
any secondary lesions (Figure 2). Pathology examination of biopsy
specimen revealed a fusiform tumor proliferation suggestive of a
stromal tumor. Immunohistochemistry showed marked expression
of S100 protein.
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Figure 1: An abdominopelvic computed tomography scan showed a lesion located in the lumen of the duodenum with with double tissue and
necrotic components enhanced after contrast.

Figure 2: Thoracic CT scan: mediastinal window(A) and parenchymal window (B) showing no secondary thoracic localizations.
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Tumor cells were negative for c-KIT, DOG1 and CD34; Molecular
biology ruled out cKit-negative GI stromal tumor as c-KIT and
PDGFR mutations were absent. Negative cytokeratin stains ruled
out sarcomatoid carcinoma. Tumor was also negative for Melan A
and smooth muscle markers thus eliminating a melanoma. (Figure
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3). Based on histology and immunochemistry patters, the diagnosis
of duodenal schwannoma was considered. The case was discussed
at a multidisciplinary meeting. Initial chemotherapy was indicated
as complete surgical removing of the tumor would be difficult due
to liver vessels close contact with the tumor.
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Figure 3A: H&E x 200: Schwannoma as a proliferation of spindle cells with wavy or oval nuclei. B): H&E x400: the Schwann cells with oval
nuclei, eosinophilic cytoplasm, and indistinct cytoplasmic borders with nuclear palisading separated by fibrillary processes.

Adriamycin monotherapy at a dose of 60mg per m2 every 3
weeks was started. The patient succumbed to her disease after three
cycles before we could assess the tumor response radiologically.

Discussion

Schwannomas are rare tumors composed of Schwann cells that
form the myelin sheath of peripheral nerves. They are often difficult
to differentiate from other mesenchymal tumors. GI schwannomas
represent 0.4 to 1% of submucosal tumors of the digestive tract
[5,6]. They are biologically benign tumors with good prognosis
and to date, no evidence of malignant potential has been proved.
Risk factors for malignant transformation and metastatic disease
on pathology remain unclear although sporadic cases of malignant
transformation of peripheral schwannomas have been reported
previously in literature. This imposes close monitoring even after
surgical excision of resectable tumors [7]. Gastric localization is the
most common [8]. Duodenal schwannomas remain extremely rare
[9] and frequently located in the 2nd and 3rd part of the duodenum
[2,10]. There is no difference in the incidence among the two sexes,
and most occurred in the fifth to sixth decade (1). Our patient was
52 years old at the time of diagnosis, and the tumor was located

in the second duodenal portion, which is consistent with literature
data.

Duodenal schwannoma is often asymptomatic and
incidentally discovered. Clinically, it can present as GI bleeding
(hematemesis, melena) or even generalized abdominal pain [2].
Preoperative diagnosis of GI schwannoma is difficult due to the
rarity of the tumor. More so this is compounded by the absence
of pathognomonic features on oeso-gastro-duodenoscopy (OGD)
[11,5]. Duodenoscopy is essential in the workup of schwannoma.
Endoscopic ultrasound (EUS), abdominal CT and magnetic
resonance imaging (MRI) are used to locate the lesion, determine its
links with surrounding vital organs and regional tumor extension.
Extension is generally intramucosal [12], thus making endoscopy
insufficient to differentiate it from other mesenchymal tumors
like GIST, leiomyomas and leiomyosarcomas [13]. Nonetheless
computed tomography remains the best imaging tool for disease
staging. On Imaging, schwannoma presents as an oval or round,

homogeneous mass, infiltrating intestinal mucosa [14].

MRI depicts gastrointestinal schwannomas as well defined,
hypo intense on T1 and hyper intense lesions on T2 weighted
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sequences [15]. Pathology allows definitive diagnosis in most cases.
Histologically, schwannoma consists of fusiform cells with poorly
defined cytoplasm. Two histological subtypes have been previously
described: Antoni type A presenting as congested fusiform cells
whereas Antoni type B is defined as a group of fusiform cells well
organized in a myxoid stroma [1,16]. Expression of desmin and
actin indicate leiomyoma or liposarcoma, while CD34 and CD117
suggest GISTs. S100 protein expression is in favor of schwannoma.
In our case, the diagnosis of schwannomas was based on the PS100
expression and negative immunostaining for other mesenchymal
tumor markers. Complete surgical resection with negative margins
remains the only curative treatment for GI schwannoma, which
depends largely on tumor location and size at the time of diagnosis.
The role of chemotherapy and radiotherapy remains uncertain
[17,18].

Given the rarity of malignant schwannomas, there is no
phase II or III trials in metastatic or locally advanced disease. In
retrospective series, a combination of Doxorubicin with Ifosfamide
was associated with satisfactory outcomes and a median PFS of
26.9 months (range 22.4-35.1) [18]. Our patient was placed solely
on adriamycin monotherapy due to her poor general condition.
Prognosis of advanced duodenal schwannomas is unknown. One
study investigated prognostic factors and schwannoma survival in
all locations [19]. After a median follow-up of 91 months, the 10-
year disease-specific survival rate was 31.6% in localized disease,
25.9% for recurrent disease and 7.5% in metastatic disease
[20]. The patients” fatal outcome in this case suggest a potential
aggressive behavior even in the absence of distant secondary
lesions, thing which deserve to be studied in clinical trials.

Conclusion

The above case report is one of the fewest cases of malignant
schwannomas reported in the literature that highlights the
diagnostic and therapeutic challenges associated with unresectable
malignant disease. Their management imply a multidisciplinary
approach in a reference center to confirm the diagnosis and to
better define therapeutic approach as no specific guidelines are
available regarding medical treatment.

Consent

Written informe consent was obtained from the patient’s
mother for publication of this case report and accompanying

images.
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