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[Abstract] Background Epithelioid malignant peripheral nerve sheath tumor (EMPNST) is a rare
malignant soft tissue tumor, and is more common in adult male. EMPNST originates from nerve, mainly
located in the limbs, head and neck, and spine. It is an aggressive tumor with high tendency for local
recurrence, and about half of the cases appear distant metastasis. This paper aims to investigate the
clinicopathological features of cervial EMPNST. Methods and Results A 48 -year-old male mainly
presented weakness of limbs, expecially left lower extremty with ankle swelling. MRI showed space -
occupying lesion in segment Css, considering recurrence of intraspinal tumor 2 years after operation. Tumor
resection, repairing of spinal dura mater and laminectomy were made from inion to C; level. It was found
during the surgery that most part of the tumor was located in front of Css spinal nerve, left intraspinal and
outside of dura mater. Because part of the tumor grew through the opening of titanium plate, the tumor
could not be totally removed. According to postoperative histomorphological observation, tumor cells
arranged in sheets or nests, and were separated by fibrous tissue. Most tumor cells were epithelioid, while
small part of tumor cells were fusiform. Frequent mitotic activity was found, and part of the region

appeared focal necrosis. Immunohistochemical staining showed that tumor cells were positive for pan
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cytokeratin (PCK), epithelial membrane antigen (EMA), vimentin (Vim), synaptophysin (Syn), chromogranin
A (CgA), and S-100 protein (S-100); and were negative for actin, desmin (Des), progestrone receptor (PR),
glial fibrillary acidic protein (GFAP), CD34, CD31 and HMB45; Ki-67 labeling index was above 25%.
Reticular fiber staining showed that the epithelioid cell nests were surrounded by reticular fibers.
Fluorescence in situ hybridization (FISH) detection showed negative for SSI8 gene translocation.
Combining with the history, the final pathological diagnosis was cervical EMPNST. Conclusion EMPNST
lacks of morphological characteristics, and needs to be differentiated from a variety of benign or malignant
tumors exhibiting epithelioid features. It is considered that clinical materials, morphological features and

immunophenotype are helpful to avoid confusion with other similar lesions. S-100 is not a specific marker,

+ 951 -

but is a valuable diagnostic index. PCK and EMA can present strongly positive expression.
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Figure 1 Axial enhanced CT showed
deficiency of left Cs vertebra and an enhanced
mass which penetrated into the spinal canal
with distinguished boundary (arrow indicates).
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Figure 2 Optical microscopy findings. HE staining The tumor cells arranged in nests. Dense areas and sprase areas were
crosswise arranged (Panel 2a). x40 The tumor cells were epithelioid, and cytoplasmic vacuolation could be found (Panel 2b). x200
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diffusely strong positivity in tumor cell membrane (Panel 3c).

(Panel 3d).
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Optical microscopy findings. Immunohistochemical staining (EnVision) x200. Vim presented diffusely strong positivity
in tumor cell membrane (Panel 3a). PCK presented diffusely strong positivity in tumor cell membrane (Panel 3b). EMA presented
S-100 presented diffusely strong positivity in tumor cell cytoplasm
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Hr 32 3 3 BR & 3A RE (=)

&5 B - k9E  perimedullary arteriovenous fistula( PMAVF)
B4R M7 fetal bovine serum(FBS)

BEZEHUE  carbohydrate antigen(CA)

IS & AL somatosensory-evoked potentials(SEPs)
R FE %0 body mass index(BMI)

MR E A
ToEJEAEAAW progression free survival (PFS)
Ve PR 55 (0 il PR IO 1 25

selective serotonin reuptake inhibitor(SSRT)

microtubule-associated protein( MAP)

PEEEA 243 fluorescence in situ hybridization( FISH)
T A I 8h - § k& spinal dural arteriovenous fistula(SDAVF)
FBRICAHT  finite element analysis(FEA)

WINTE

FBRICHEAL  finite element model(FEM)
BENELZ AL motor-evoked potentials(MEPs)
HIRE A A apolipoprotein A(ApoA)
Hh R RS 23 28 5512 Wb 1SR 3 b
Classification and Diagnostic Criteria of Mental Disorders in

China-Third-Edition(CCMD-3)
HES: Bl-Fi k3 paravertebral arteriovenous fistula(PVAVE)
H BE I F 5 spin echo sequence( SE)
Churg-Strauss 5 &5 fiIF Churg-Strauss syndrome(CSS)
RettZE A 1E  Rett syndrome(RS)
SRR B [E] total sleep time(TST)



