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Introduction

Chordoma is a rare, slow growing tumour with aggressive local
behaviour. Itisof notocordal origin and arises along the cranio-coccygeal
axis. Chordoma accounts for approximately 5% of all malignant bony
neoplasms [1]. About 50% arise from the sacrococcygeal region, 35%
from the spheno-occipital region and 15% along the spinal axis [2].

Case Report

A 27 year old woman presented with an 8 month history of
numbness from the lower chest down, urinary hesitancy and poor
balance. Examination revealed a spastic paraparesis (L>R), hesitant
gait with dragging of the left foot and a sensory level at T12. Radiology
revealed a large dumb-bell shaped mass (tumour) markedly expanding
the right exit foramina at the C7/T1 level, with both intraspinal and
extraspinal components. The intraspinal component caused marked
compression of the spinal cord with associated myelomalacia. The
extraspinal component of the mass showed homogenous enhancement
with degeneration (Figure 1, 2). The provisional radiological diagnosis
was that of neurofibroma or schwannoma.

The patient proceeded to surgery. The tumour was identified
extending out of the right C7/T1 exit foramina with dorsal nerve

Figure 1: T2 Sagittal view.

Figure 2: T2 Axial view.

roots progressing into the tumour. The medial aspect of the tumour
was removed en bloc. Resection of the lateral aspect of the tumour was
limited, as it was felt safer in the long term to maintain the integrity of
the facet joint at that level.

Histology revealed an extraosseous chordoma and the patient
was referred to the oncology/radiotherapy departments for further
assessment and management.

Discussion

Chordomas are slow growing uncommon malignant tumours that
arise from the embryonic remnants of the notocord along the cranio-
coccygeal axis. The notochord is associated with the development
of the axial skeleton, appearing in the fourth week of gestation and
regressing by the seventh week. Incomplete involution of the notocord
results in possible development of chordoma. Chordomas are found
predominantly in the sacrococcygeal area of the axial skeleton (50%)
and in the spheno-occipital region (35%). Only 15% are found along
the rest of the spinal axis [2].

The peak incidence of chordoma is in the fifth and sixth decade of
life. There is a male preponderance of about 2:1 [1,2]. Symptoms vary
and are primarily correlated to the location of the lesion and degree of
local invasion. In this reported case the initial presentation was with
symptoms of paraparesis, urinary hesitancy and difficulty with walking.

The developmental lesion related to chordoma is the ecchordosis
physaliphora, ectopic intradural notochordal remnants [3]. It is
uncommon, occurs almost exclusively in the prepontine and clival
regions, and is encountered in 0.5% to 5% of autopsy specimens [4].
Ecchordosis physaliphoras have been classified as benign developmental
lesions [5]. Histologically they are identical to notochordal tissue [3].

Microscopically, typical appearance displays lobulated myxoid
stroma containing cords and nests of eosinophilic and physaliferous
cells (Figure 3).

Imaging characteristics

Both CT and MR imaging are used in the evaluation of chordoma,
but MR imaging is considered the gold standard [6].

On CT the typical appearance of extraosseous chordomas is a
lobular hypo-attenuated soft tissue mass with areas of dystrophic
calcification and lytic changes of affected osseous structures [7,8]. In
this reported case, there was widening of exit foramina.

On MR imaging the features of extraosseous chordoma are similar
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Figure 3: Nests of eosinophilic and physaliferous cells.

to typical skull base chordomas. The lesions are predominantly hyper-
intense, heterogeneous and demonstrate intra-tumoral septations.
These findings suggest that though extraosseous chordomas can have
atypical locations, the tumours will continue to demonstrate typical
MR imaging characteristics.

Conclusion

The aim of this case report is to emphasize that it is important
to consider chordoma in the differential diagnosis of tumours of this

region despite the rarity compared to the benign and potentially curable
conditions of neurofibroma and schwannoma. It is important to
identify chordoma because it will determine how aggressive to be with
resection and the need for postoperative radiotherapy/chemotherapy,
along with patient’s outcome and expectation. It should be kept in
mind that radiological findings can be misguiding.
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