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Introduction 

In 1969, Harkin and Reed first described nerve sheath 

myxoma, a rare benign tumor of nerve sheath 

originating from the dermis and subcutaneous tissues 

[1, 12]. In 2005, pathologist John Fetsch described 57 

cases of nerve sheath myxomas, of which 86% 

occurred in the extremities, with the hands, fingers, 

knees, pretibial region, ankles, and feet being the 

most common sites. Only 12.3% of patients exhibited 

symptoms in the trunk or head-neck region [13]. 

Myxomas of the intraspinal nerve sheath are rare. 

Only eight cases of intraspinal nerve sheath myxoma 

have been reported to date, according to our 

knowledge [5–11]. However, no cases of nerve 

sheath myxoma in the cervical spinal canal have been 

reported. The central nervous system (CNS) [5, 13] is 

an unusual location for this tumor. Here, we describe 

an additional case of spinal NSM and include a 

literature review. The ultrastructural findings of the 

present case suggest a histogenesis from nerve 

sheath precursor cells. 

Case Study 

L.GH aged two months, is already hospitalized in the 

pediatric department for the exploration of an 

infectious syndrome with anemia. Refer to our 

department for the exploration of hypotonia with the 

abolition of osteotendinous reflexes in both legs. The 

admission examination found a reactive, conscious 

infant with an altered general condition and significant 

skin and mucous membrane paleness. A 

predominantly right flaccid Paraplegia, anesthesia in 

all modes of the right lower limb with areflexia, an anal 

gap, an umbilical hernia, and an inguinal hernia Spine 

magnetic resonance imaging (MRI) showed an 

intradural extramedullary right anterolateral mass at 

the Thl0-LI level (Fig. 1), 90 * 06 *27 mm, in 

hyperintensity 1 TI and heterogeneous T2. The mass 

was well-enhanced and compressed the cons 

medullaris without sign of infiltration, and there was 

also no evidence of cerebral abnormality. The results 

of the electromyogram examination Shows 

preganglionic neurogenic damage or neuropathy. 

Under the suspicion of schwannoma, the patient 

underwent an extended laminotomy from D10 to D12, 

and the mass was found to be contiguous with the 

nerve root; nevertheless, near total resection was 

achieved (Fig. 2). His postoperative course was 

uneventful, and the patient achieved a satisfactory, 

although partial, recovery, but a subtle numbness 

remains in both legs. Several control spinal MRIs 

have been requested and do not reveal any 

recurrence or tumor remnants (Fig. 3). 

Abstract 

Nerve sheath myxoma (NSM) is a rare myxoid form of schwannoma, which is a benign tumor that usually 

grows in the same place. They usually arise from small cutaneous nerves in the head, neck, and extremities, 

but exceptionally, they have also been reported to develop in the spinal canal. Here we describe a case of 

spinal NSM. The patient was a 4-month-old male who presented with incomplete tetra paresis. Spine 
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L1 level. The tumor has typical histological features of myxoid type NSM with myxoid lobules that are 

separated by fibrous septa or bands of more compact cellular area. Nerve sheath myxomas should be 

included in the differential diagnosis of spinal canal tumors. Ultrastructural observation of tumor cells with 

perineurial, fibroblast-like, and Schwann differentiation suggests an origin from nerve sheath precursor cells. 
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Fig 1: Gadolinium-enhanced magnetic resonance imaging (MRI) 
revealed a well-demarcated intradural extramedullary tumor with 
peripheral enhancement at the Th 10 –L1 level. 
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Fig 2: Intraoperative view showing the pedicled laminotomy (black 
arrow) and the lesion (white arrow) 

 

Fig 3: Absence of tumor remnant or recurrence at 06 and 12 
months on control mris (a: sagittal slices b: axial slice 
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Pathological findings: An abundant myxoid matrix 

containing spindle-shaped cells mixed with irregularly 

shaped, thick, hyalinized vasculature and 

perivascular lymphoid infiltrates were predominantly 

observed in the interlobular septa and fibrous 

capsule. 

Discussion 

Tambourine et al. reported paravertebral muscle 

myxomas eroding the spine and causing spinal cord 

compression [6 and 12]. Only one case of an epidural 

has been reported in the literature [2], and ours is the 

second. Two cases have also been reported of an 

extramedullary intradural seat [11]. 

Nerve sheath myxomas are dermal tumors that 

usually occur in the upper extremities, the head and 

neck region [11, 12], and the orthodontic trunk, with a 

peak incidence in the fourth decade. A study involving 

a combination of morphological, 

immunohistochemical, and ultrastructural 

examinations showed that nerve sheath myxomas 

are a myxoid variant of schwannoma. Nerve sheath 

myxoma is diagnosed on the basis of histological 

structure, and there is no useful antibody for 

immunohistochemical differentiation between nerve 

sheath myxoma [4, 8] and conventional 

schwannoma. Although nerve sheath myxomas are 

often classified as dermal tumors, some have been 

reported to occur in the spinal canal [5, 6]. The most 

common presenting symptoms of a spinal nerve 

sheath myxoma in adults are sciatic pain, muscle 

weakness, and paranesthesia [7]. Differential 

diagnoses on MRI include meningioma, 

schwannoma, neurofibroma, paraganglioma, and 

leptomeningeal metastases. As the radiological 

findings of our case were identical with those of 

schwannoma, the preoperative diagnosis of nerve 

sheath myxoma was difficult. It is debatable whether 

there are any clinicopathological differences between 

dermal and spinal nerve sheath myxomas. Because 

a study of the prognosis of dermal nerve sheath 

myxoma revealed relatively high local recurrence 

after incomplete resection, careful follow-up was 

regarded as necessary in our case [9, 10, 11 and 13]. 

Conclusion 

We have reported a rare case of nerve-stem myxoma 

that arose in unusual locations, i.e., the spinal canal. 

The tumors arose as intradural extramedullary 

tumors, and microscopic examination revealed 

characteristic myxoid lobular structures. Nerve-stem 

myxomas should be included in the differential 

diagnosis of spinal canal tumors. 
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