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Discussion

MRI demonstrated a 6.7 × 6 × 6 cm lobular fluid signal inten-
sity mass arising from the midline natal cleft abutting the
coccyx, with multiple hypointense internal septa (Fig. 1).
The mass was well-circumscribed and confined to the inter-
gluteal fold subcutaneous tissues. The distal thecal sac, cauda
equina and conus were normal. An ultrasound-guided biopsy
was performed to exclude a soft tissue sarcoma.

Tumour resection histology showed a pseudopapillary ar-
chitecture with a central core composed of PAS-positive
myxohyaline matrix, and small vessels around which relative-
ly uniform cuboidal to columnar cells were arranged. Mild
cytological atypia was noted with low mitotic count.
Characteristic immunoprofile included S100 and GFAP cyto-
plasmic positivity, while cytokeratin was negative (Fig. 2). A
diagnosis of subcutaneous myxopapillary ependymoma
(MPE) was made.

Ependymomas are common spinal tumours, with an aver-
age age of 35 years and a male predilection [1, 2]. A minority

arise from the filum terminale or conus medullaris, and are
histologically classified asMPEs, accounting for 5–13% of all
ependymomas [1]. Among these, some have an extradural-
extraspinal location usually within the subcutaneous
sacrococcygeal or pre-sacral soft tissues and therefore may
be asymptomatic. These are rare, with only 50 extraspinal
subcutaneous sacrococcygeal cases previously reported [3,
4]. It is hypothesised that they arise from the coccygeal med-
ullary vestige, an ependymal-lined cavity which is a neural
tube remnant over the tip of the coccyx [1, 5, 6].

Imaging features can be non-specific but a pure midline
location suggests a tumour of congenital origin [7].
Subcutaneous MPEs usually present as large well-defined
and encapsulatedmasses on imaging [1, 4]. Radiographs dem-
onstrate a well-defined, ovoid lesion whichmay contain punc-
tate calcific foci [4]. CT shows a well-circumscribed soft tis-
sue attenuation mass in the retro-sacral region with possible
bony remodelling owing to their chronic slow growth [8].
MRI demonstrates a lobular mass hypo/isointense to the mus-
cle on T1W, hyperintense on T2W, with scattered hypointense
fibrovascular septa and a surrounding hypointense fibrous
capsule [8]. Although not used in our case, MPEs usually
display heterogeneous contrast enhancement due to their
perivascular mucinous stroma mixed with fibrous tissue.
Areas of necrosis and haemorrhage tends to favour malignan-
cy [8]. Imaging homogeneity as in our case implies a benign
lesion.

Most MPEs are classified as WHO grade I and are gener-
ally non-aggressive with a favourable prognosis [1]. However,
15–35% canmetastasize to regional subcutaneous soft tissues,
bone, lungs and pleura via haematogenous spread [5]. Given
the relatively non-specific imaging features, subcutaneous
MPE should be included in the differential diagnosis of peri-
coccygeal masses along with sacrococcygeal teratoma, piloni-
dal cyst and neurogenic tumours [4, 8]. Patients presenting
with such masses should be investigated with MRI followed
by image-guided biopsy [8]. Once the diagnosis has been
established, the remainder of the CNS should be imaged to
exclude other ependymomas. Surgical excision is the
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preferred treatment with a 98% 5-year survival rate following
complete resection. However, there is a 41% chance of local
recurrence especially with incomplete excision [5].
Radiotherapy is reserved for cases with incomplete margins,
and chemotherapy may be used in the setting of metastatic
disease [5].
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