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Case Report

Intramedullary Spinal Epidermoid Cyst—A Rare
Cause of Spastic Paraparesis
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Spinal intramedullary epidermoids are rare intramedullary lesions of the spinal cord.

They may be congenital or acquired with the congenital type often associated with
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spastic paraparesis.

Introduction

Spinal epidermoid cysts are rare intraspinal tumors with
intramedullary spinal epidermoid cysts being even rarer.
Spinal epidermoid cysts can be either congenital or acquired.
These lesions are slow growing, and the clinical presentation
of the patient depends on the level of the involvement of the
spinal cord. Herein, we present a case of an intramedullary
spinal epidermoid cyst in an adult who presented with
spastic paraparesis.

Case Report

A 63-year-old female presented with a history of intermit-
tent episodes of back pain for the last 3 months along with
difficulty in walking and stiffness of bilateral lower limbs for
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spinal dysraphism and other spinal anomalies. The clinical presentation depends on the
level of the involvement of the spinal cord. Management of these lesions is surgical
excision. We report a case of intramedullary spinal epidermoid who presented with

the same duration. The stiffness in the limbs has been
increasing progressively since onset. There was no history
suggestive of any sensory or bladder/bowel involvement. On
examination, the patient had weakness of bilateral lower
limbs with power being three-fifth in bilateral hip, knee,
ankle, and extensor hallucis longus. Her planters were
extensor bilaterally with exaggerated knee and ankle jerks
bilaterally. Tone in bilateral lower limbs was also normal.
There was no sensory involvement. Contrast-enhanced mag-
netic resonance of her spine showed a T1 heterogeneously
hyperintense, T2 hypointense, contrast-enhancing space-
occupying lesion at D4 vertebral level, intramedullary in
location (=Fig. 1). She underwent D4-D5 laminectomy,
midline myelotomy, and gross total excision of the lesion
under intraoperative neuromonitoring. The lesion was gray-
ish red in color, soft in consistency and could be well
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Fig. 1

separated from the cord parenchyma. Histopathologic ex-
amination of the excised lesion showed presence of acellular
lamellated keratin flakes and xanthomatous reaction con-
sisting of eosinophilic keratinous debris, cholesterol clefts,
and dystrophic calcification consistent with an epidermoid
cyst. Her postoperative period was uneventful and on sub-
sequent follow-up she had decrease in spasticity of lower
limbs.

Discussion

Intraspinal epidermoid cysts are benign, slow growing
lesions. The incidence of spinal intramedullary epidermoid
cysts was calculated by Roux et al." They found the incidence
to be 0.9% in two series consisting of 1479 patients. Sirbu
et al, in their literature review, found that these tumors have
a bimodal age distribution, one peak occurring in 0 to
10 years age group and the second peak at around 35 years
of age.? They also noted a slight female preponderance (54%)
of these tumors. Although these tumors are benign in nature,
one case of malignant transformation into squamous cell
carcinoma has been reported.?

The pathogenesis of spinal intramedullary epidermoids can
be congenital or acquired. In the congenital form, ectodermal

(A) Sagittal T2-weighted image showing a heterogeneous, partly hypointense lesion in dorsal spinal cord posteriorly at D4 level.

(B) Precontrast fat-saturated T1-weighted image showing heterogeneous, partly hyperintense D4 cord lesion. (C) Postcontrast fat-saturated
T1-weighted image showing patchy contrast enhancement of D4 cord lesion. (D) Postcontrast T1-weighted axial image showing

enhancing lesion at the posterior aspect of the cord at D4 level. (E) Sagittal gradient recalled echo image showing blooming in the lesion.
(F) Photomicrograph depicting the cyst contents composed with areas of dystrophic calcification (red arrow) and cholesterol clefts (black arrow)
(hematoxylin and eosin, x100).

tissue gets entrapped during the closure of the neural tube in
the 3rd to 5th week of gestational life.* The congenital form is
often associated with spinal dysraphism, scoliosis and cutane-
ous or dermal defects. The acquired form occurs when there is
a displacement of the dermal elements into the spinal cord
during procedures like lumbar puncture or other spinal inter-
ventions. Manno et al had found an acquired origin of spinal
intramedullary epidermoids in 41% of cases.’

Histologically, these tumors are lined by stratified squa-
mous epithelium supported by an outer layer of collagenous
tissue. There is progressive desquamation and of keratin
from the epithelial lining which gives the characteristic
pearly white appearance to the contents. The onset of
symptoms in these lesions is usually insidious due to their
slow growing nature. Sirbu et al in their review found pain to
be the most common symptom (back pain followed by
radicular pain). Motor weakness was the second most com-
mon symptom followed by sensory deficits and bladder
involvement. The most common location is the lumber
region followed by upper dorsal region.

Initial diagnosis is made on the basis of magnetic resonance
imaging (MRI) of the spine. These lesions are usually hypoin-
tense on T1-weighted imaging and hyperintense on T2-weight-
ed images. However, in their review, Sirbu et al found that 14% of
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the reported lesions were not hyperintense on T2-weighted
images. There is usually no contrast uptake or only a thin rim of
uptake. The other differentials to be considered are spinal
ependymomas and spinal astrocytomas. Surgical resection of
the tumor is the standard treatment. Approach can be open
laminectomy/laminoplasty with gross total resection of the
tumor preserving the neural function with the help of intra-
operative neuromonitoring. Minimally invasive approach to
these lesions has also been described.® Intraoperative ultra-
sound can be used to localize the lesion and plan the myelot-
omy.” Extracapsular gross total resection of the lesion whenever
feasible has been advocated to reduce the risk of recurrence and
aseptic meningitis.8 Postoperative MRI obtained within
48 hours of surgery can show the extent of resection and
exclude any hematoma within the operative cavity. A case of
a recurrent spinal epidermoid cyst treated with radiotherapy
has been reported but this does not constitute the standard of
care. Wang et al have demonstrated an overall survival of 100%
and progression-free survival of 85.96% at 5 years and 78.95% at
8 years for intradural spinal dermoid and epidermoid tumors.
Functional outcome had improved in 28.07%, remained stable in
70.18%, and deteriorated in 1.75% patients as measured by
McCormick grade. Tumor size more than 4cm, sphincter
involvement, and subtotal resection were associated with
poor outcome and recurrence on univariate analysis.9

Conclusion

Spinal intramedullary epidermoids are rare, benign lesions
which usually present with pain and motor deficits. They are
either congenital or acquired in origin and have good prog-
nosis when gross total resection of the lesion is achievable.

Video 1

Online content including video sequences viewable at:
https://www.thieme-connect.com/products/ejournals/
html/10.1055/s-0044-1787049.
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