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Abstract

The nasopharynx is an unusual site for extraosseous chordoma. The characteristic histology and
immunohistochemistry confirmed the diagnosis. The behaviour of this tumour is locally aggres-
sive. We report a case of nasopharyngeal chordoma in an elderly patient with literature review.
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1. Introduction

Chordomas are rare, locally aggressive tumours that probably originate from embryonic remnants of the noto-
chord. The sacrum is the commonest site followed by the base of the skull/clival region. Spheno-occipital chor-
domas giving rise to the formation of a nasopharyngeal mass have been described in literature [1]-[3]. When
skull base chordomas occur at an extraosseous location (without Iytic bone destruction), they may mimic other
lesions of the nasopharynx.

It is important to consider extraosseous chordoma in the differential diagnosis of tumors in the nasopharynx
because it requires a very different treatment plan and carries its own unique prognosis. We like to share our
experience of a primary extraosseous chordoma involving the nasopharynx.

2. Case Report

A 70-year-old female, presented with persistent and profuse anterior rhinorrhea, for more than one year. The
discharge was bilateral, had a bad odour and was associated with mild subjective hearing loss, nasal respiratory
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failure and closed rhinolalia.

Exploration by oropharyngoscopy revealed a mucosa covered soft mass, measuring 2.5 x 2 cms protruding
from the soft palate into the central region of the posterior nasopharyngeal wall. The tumour was not indurated
and showed no fluctuation or inflammatory signs. Otoscopy revealed bilateral seromucinous otitis.

A head and neck CT scan showed an ill defined heterogeneously enhancing soft tissue attenuating polypoid
mass within the nasopharyngeal cavity (Figure 1). In the posterior aspect of the mass evidence of porous ero-
sion is seen in anterior margin of the basi-sphenoid. The mass has occluded the posterior nasal air spaces and
nasopharynx. The soft palate is thickened and inseparable from the mass superiorly. The pterygoid muscles and
adjacent fat planes are maintained. No intrasphenoid or intracerebral extension of the mass was seen. The para-
nasal sinuses are well aerated and clear. Other routine investigations are within normal limits.

Pharyngoscopic excision biopsy was performed. On gross examination the lesion appeared soft, polypoid,
multilobulated, semi translucent and grayish. Whole of it was processed. Microscopically it shows a tumour
composed of nests of cells tending to be arranged in cords set in a pale matrix of mucopolysaccharide with a
characteristic physaliphorous appearance (Figures 2(A)-(C)). Areas of necrosis not seen. The tumour cells do
not show significant mitotic activity or nuclear anaplasia. Areas of congestion and hemorrhage are present. The
overlying respiratory epithelium was unremarkable (Figure 2(A)). From the Haematoxyline and Eosin stained
slides a provisional diagnosis of Chordoma was made. Immunohistochemistry was performed; the tumour cells
were immunopositive for Cytokeratin, EMA [epithelial membrane antigen] and S-100 (Figure 3), confirming
the diagnosis of nasopharyngeal chordoma.

Surgical excision of the lesion was performed through skull base approach. Imaging study helped to rule out
any residual tumour by assessing the extent of tumour. Postoperative course being uneventful, the patient was
discharged after 10 days and was monitored on an outpatient basis. The patient remains asymptomatic and
without any abnormal findings reported on control imaging studies till date.

Figure 1. Coronal and sagital section CT scan showed (plain and contrast-enhanced) heterogeneously-
enhancing soft tissue lobulated mass in the nasopharynx with evidence of bone erosion at the roof of naso-

pharynx (clival base).
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Figure 2. Tumour with overlying respiratory epithelium [(A), 10x H&E stain]. Nests of tumour
cells tending to be arranged in cords set in a pale matrix of mucopolysaccharide with a characteristic
physaliphorous appearance [(B) & (C), 40x H&E stain].

Figure 3. The tumour cells are immunopositive for Cytokeratin, EMA [epithelial membrane antigen]

and S-100.
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3. Discussion

Extraosseous nasopharyngeal chordoma is primarily a lesion of the nasopharyngeal soft tissues. Nasopharynx is
an unusual site for chordoma. The histological features of this tumour were unlike that of a nasopharyngeal car-
cinoma or a lymphoma [4]-[6]. A small extraosseous chordoma may mimic a Tornwaldt cyst, a benign noto-
chordal remnant entity.

Chordomas account for 1% of intracranial tumors and 4% of all primary bone tumors [7]-[10]. They may oc-
cur at any age but are usually seen in adults, with a peak prevalence in the 4th decade of life, but the age of our
patient (seventh decade) is unusual. Chordomas have a 2:1 male predilection and affect whites more than blacks
[11]-[13]. Intracranial chordomas constitute one-third of all chordomas and usually occur in the vicinity of the
clivus, often in the region of the spheno-occipital synchondrosis [8] [9]. Although intracranial chordomas are
generally slow growing, their intimate relation to critical structures and extremely high local recurrence rate
have often resulted in high mortality rates in the past. However, recent advances in skull base surgery and radia-
tion therapy now provide the opportunity for cure [14] [15].

Generally, chordomas grow slowly and produce symptoms insidiously. Symptoms of intracranial chordomas
vary with the location and proximity of the lesion to critical structures and the sites of extension. The most
common initial complaint is diplopia related to cranial nerve palsy and headache. Among cranial nerves, the
abducent nerve is the most commonly affected [13]. Due to the extraosseous location of these lesions, the typical
Iytic changes in the clivus are absent; thus, the initial diagnosis is difficult. Intracranial extensions are also not
found, though some amount of bone erosion is evident in the CT scan. The aggressive features of chordomas as
evident in literature are lytic changes in the osseous structures, such as destruction of the superficial surface of
the clivus and bones of the posterior sinonasal region, which are absent in our case. Our patient had a nasopha-
ryngeal lesion with mass effect without any typical neurologic symptoms and cranial neuropathies as commonly
seen in chordomas. Chordomas are thought to arise from physaliphorous cells as described by Virchow [16].
The notochord is a primitive cell line around which the skull base and axial skeleton develop. The major post-
operative problem is tumor recurrence as a consequence of incomplete excision.

Both CT and MR imaging are used in the evaluation of chordoma. CT is ideal for evaluating the bony in-
volvement, whereas MR imaging is useful for evaluating the surrounding soft tissues and extension into adjacent
structures. MR imaging is considered the gold standard in pretreatment and post treatment evaluation of chor-
domas [11]. On CT, the typical appearance of an extraosseous chordoma is a lobular hypoattenuated soft-tissue
mass with areas of dystrophic calcification and lytic changes of affected osseous structures. Scattered areas of
hyperattenuation are consistent with descriptions in the literature of blood products and intratumoral hemorrhage
in typical chordomas [11] [12].

Anterior tumor extension can involve the sphenoid sinus and, less commonly, the posterior ethmoid sinus, but
extension to the paranasal sinuses is not seen in our case.

Surgical removal is a very effective treatment for intracranial chordomas. Longer survival rates have been as-
sociated with more extensive tumor removal [8]. With advances in imaging technology, presurgical evaluation
can now provide more detailed knowledge of the lesion and suggest the best surgical approach. Local recurrence
of intracranial chordomas is still common regardless of the mode of therapy [17].

4. Conclusion

Extraosseous nasopharyngeal chordomas are rare tumors with its own unique characteristics and should be con-
sidered in the differential diagnosis of nasopharyngeal lesions.
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