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Case Report

Abstract

Gastric schwannomas are unusual and account for only 0.2% of all gastric tumors. Given their rarity and the absence of randomized trials, the 
diagnostic and therapeutic burden of these tumors remains difficult. Like the latter, and despite multimodal treatment, their prognosis remains 
unfavorable. We report a new case of malignant gastric schwannoma and through the data of the literature we take stock of the different aspects of 
this rare entity.
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Introduction
Schwannoma (Neurilimoma) Malignant (SWM) is also 

called malignant tumor of nerve cells, neurogenic sarcoma or 
neurofibrosarcoma. It is a tumor that develops from schwann 
cells (the sheath of the nerves) [1]. The schwannomas of the 
digestive tract remain rare and are mainly represented by gastric 
localizations [2,3].

Gastric schwannoma accounts for only 0.2% of all gastric 
neoplasms. it is a benign tumor with an excellent prognosis after 
total resection [4]. Although the majority of schwannomas are 
benign, there are malignant forms, so-called malignant tumors 
of peripheral nerve sheaths which is the case of our patient [5-
11]. We report the case of a 70 years old women with gastric 
malignant schwannoma and discuss the anatomopathological and 
evolutionary clinical features of this tumor entity.

Case Report
We report the case of a 70-years-old woman with a medical 

history of of hyperthyroidism under neo mercazol.

 
The onset of clinical symptomatology dates back to three months 
before admission, with the appearance of an epigastric mass 
associated with intermittent pains without vomiting. The clinical 
examination revealed a mass at the level of the left hypochondrium, 
besides it did not show ascites or ganglion of Troisier. Fibroscopy 
revealed a large gastric mucosal tumor and several gastric biopsies 
were performed.

Biopsies performed at this level concluded fusiform cell 
proliferation with elongated nuclei, moderately irregular and 
hyperchromatic dense. Some nuclei are large, ovoid and sometimes 
nucleolate. no signs of adipocyte differentiation. Rare mitoses are 
observed focal. In some places the cells take on a more globular 
appearance with clear, non-vacuolar cytoplasm. Some lymphocyte 
elements dissociate this tumor proliferation. no signs of epithelial 
organization were seen. No foci of necrosis within these fragments. 
The Immunohistochemical study appears that the proliferation 
index is weak. Some nuclei are marked by ki67. Low and irregular 
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nuclear expression of markers of liposarcomas: CDK4 and MDM2 
no expression of Actin and H caldesmone muscle markers in the 
presence of internal controls, HMB 45 labeling was performed, it 
is negative. Tumor tumor cells do not express CD 117, CD34, Dog1 
to rule out GIST or vascular tumor. SOX 10 is intensely expressed at 
the level of cell nuclei pointing to a schwann an origin. Before this 
aspect the pathological study concluded that the IHC profile favors 
a Schwannian conjunctive tumor.

Thoraco-abdominopelvic CT with contrast injection showed 
the presence of a well-limited tissue mass on the large gastric 
curvature measuring 33*66mm in diameter. intimate contact with 
the body of the pancreas without greasy separation border with 
the presence of two small nodular lesions in the seg VII and VI 
evoking secondary locations with peritoneal nodules measuring 
7 mm in diameter for the largest. Our patient received palliative 
chemotherapy with doxorubicin with very good clinical tolerance 
and radiological stability (Figure 1-4).

Figure 1 & 2: The tumor cells do not express CD 34 and CD 117 which is not in favor of a digestive stromal tumor.

Figure 3: Negative labeling by MDM2.

Figure 4: Low cytoplasmic labeling of CdK4.
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Figure 5: Axial and coronal section showing gastric digestive wall thickening interesting the body of the stomach, exophytic development 
realizing a mass measuring 56*70mm in diameter with presence of a hepatic lesion in the Cystic V segement.

Discussion
Gastric schwannoma is the most common among digestive 

schwannomas. But it represents only 0.2% of all gastric tumors, 
These tumors meet at all ages of life. But, usually occur between 
40 to 60 years, with an average of 58 years. According to the 
series, we find a female preponderance [12-15] as is the case of 
our patient, wich a sex-ratio equal 1 [16-25]. The development of 
gastric schwannoma is low noise. It is often asymptomatic, and 
its discovery is most often fortuitous during a surgical procedure 
or a radiological or endoscopic examination [26]. In all the cases 
described in the literature, no specific symptomatology could be 
established to differentiate the SG from other gastric tumor lesions 
[23]. Other manifestations may be revealing: pyloric stenosis by 
pedicled tumor delivered by the pylorus, a palpable mass or distant 
metastasis.

The association of neurofibromatosis and schwannoma 
digestive is known without being mandatory. Thus in 1995 at the 
Avicenne Rabat Hospital (visceral surgical emergency department) 
a case was reported of a young patient aged 32, operated on 
a gastric malignant schwannoma, carrying many “café au lait” 
stains, with cutaneous tumors since birth, suggestive of VON 
RECKLINGHAUSEN [17]. In the presence of a schwannoma, as for a 
neurofibroma, it is necessary to look for the signs of an associated 
neurofibromatosis, in order to detect a familial susceptibility. The 
risk of cancer, including malignant schwannoma, would be higher 
in case of neurofibromatosis type 1 (NF 1) compared to the risk of 
the general population [18] the most classic CT appearance is that 
of a hypervascularized tumor with hypodense patches reflecting 
areas of necrosis or cystic degeneration [1,4].

The development of immunohistochemistry through the 
work of STERNBERGER in 1970 and TAYLOR in 1978 and the 
structural analysis allowed more identification on schwannoma 
among fusiform cell tumors of the application sometimes in 
question the initial diagnosis [11] Finally, the etiopathogenesis of 
this tumor remains very obscure, particularly in relation to Von 
Recklinghausen’s disease. The macroscopic appearance of gastric 
schwannomas presents itself as a firm, usually encapsulated tumor, 

well circumscribed, in the form of a multi-lobed, spherical or ovoid, 
developed along a nerve or eccentric, displacing the nerve fibers 
but never invading them, however this description “Is not specific 
[19,20]. In the gastric wall: usually found in the submucosa or 
muscularis, which are repressed, dissociated by the tumor. Its base 
of implantation can be sessile or pediculated [19], The capsule can 
be missing in some cases. [15]. The size of the tumor varies between 
0.5 and 15.5cm in diameter [21,22]. At the cut, it appears, pearly-
white, yellowish or gray, even variegated in case of fatty infiltrate, 
necrotic or haemorrhagic zones [15]. 

Immunohistochemistry makes it possible to establish the 
diagnosis: the highly positive immunoreactivity to PS100 is 
compatible with a schwannoma (GISTs also express S100 in 10% 
of cases), other markers can be used. Nevertheless, the search for 
c-kit and CD34 is fundamental in order to eliminate GIST and, in the 
case of c-kit negativity, it is possible to carry out a specific mutation 
search for the kit and PDGFRA genes [6,7,9].

At immunohistochemistry schwannomas are still strongly 
positive for S100 protein. - Inconsistently Positive for: GFAP << 
Glial Fibrillary Acidic Protein >>, and Leu 7 >> Myelin Associated 
Glycoprotein>. -Really positive for CD34. -They are negative for: 
CD117 (or c-KIT), Desmin (DM), Smooth Muscle Actin (AML), 
Striated Muscle Actin (AMS), Myosin (MS).It is difficult to assert the 
benign or malignant nature of the tumor because mitosis, nuclear 
abnormalities and cellular polymorphism are not patho-gnomonic 
criteria. Malignant tumors can result from the degeneration of 
benign tumors or appear “novo” without precancerous lesions [8]. 
Sometimes only the evolution and the appearance of metastases 
make it possible to affirm the malignancy [10]. This was the case 
in our patient.

The elements suggesting malignancy are: the large size of the 
tumor, the break-in of the capsule, the adherence to neighboring 
organs, the calcifications and the necrotic haemorrhagic changes, 
the hypercellularity, the high mitotic activity of the appearance 
epithelioid and sometimes the diagnosis of malignancy is 
established only on the existence of metastases. The prognosis 
of gastric schwannomas is difficult to assess because of the 
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exceptional nature or the scarcity of reported cases. According to 
STOUT [27], malignant forms are always straight off. For others, it is 
the degeneration of a benign Schwannian tumor [25,28-31].

Complete surgical removal of the tumor is the gold standard. 
This removal can be difficult and sometimes incomplete due to 
intimate contact with large vessels or noble organs. Our patient was 
not able to benefit from a curative treatment due to the presence of 
several distant metastases. Remote metastases are localized to the 
lungs, liver and bones. They appear within an average of two years, 
which is shorter as long as there is an NF1 [32,33,21].

The first-line chemotherapy is based on anthracyclines. So 
far, it has not been shown that multidrug therapy is superior to 
doxorubicin monotherapy alone in overall survival. Therefore, 
chemotherapy with anthracyclines and ifosfamide may be the 
treatment of choice. MPNST responds poorly to radiotherapy and 
/ or chemotherapy, however, this treatment must be undertaken 
[29,30,31]. The prognosis of gastric MPNST is poor and is 
associated with a rapid progression of the disease and a poor 
response to chemotherapy. Most patients die within 2 years, with 
an average 5-year survival rate of 23% [34]. In view of the reserved 
prognosis of these malignant tumors, surveillance of these patients 
is essential [24].

Conclusion
Gastric schwannoma is one of the rare mesenchymal tumors. 

Its diagnosis is often late and difficult to establish preoperatively 
because of the absence of clinical, biological and radiological 
specificity of this tumor type, only the histopathological examination 
with immunohistochemical study allows establish the diagnosis of 
certainty.

The prognosis of mesenteric schwannomas is difficult to assess 
because of the exceptional nature or rarity of cases reported in the 
literature.
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