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Diagnosis of occipital neuralgia due to

upper cervical chordoma

Department of Anesthesiology and Pain Medicine, Yonsei University Wonju College of Medicine, Wonju, Korea

Chordoma is a relatively rare tumor that primarily oc—
curs in the axial skeleton, Approximately 50% of chordoma
originate from the sacrococcygeal area and 6% of chordo—
ma arise from the cervical spine [1,2].

Chordoma originated from the cervical spine as a
slowly growing tumor, which makes the tumor symptomatic
at relatively later stages. Upper cervical tumors often are
accidentally discovered during investigation of cervical pain
or radiculopathy., The tumor causes compression of the
cervical nerve roots or gives rise to referred pain in the
neck due to invasion into the cervical facet joints,
Occasiondlly, the lesion is mistaken for a facet joint path—
ology or cervical disc herniation. Although the tumor is
histologically benign, it is clinically malignant as it in—
filtrates the neighboring tissues, such as bone, lymph no—
des, skin, liver, and brain [3].

Upper cervical chordoma frequently becomes clinically
symptomatic when it has grown considerably in size, Nerve
compression or intraspinal invasion may result in severe
neurologic complications, Upper cervical tumors have in—
vaded the second cervical spine root, and neuralgia of the
greater occipital nerve has led to occipital headaches.
When the mass invades the atlanto—occipital joint or the
zygapophysial joint of the second and third cervical verte—

brae, referred pain is experienced in the lower occipital and
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posterior upper cervical areas. If the symptoms persist
without appropriate treatment, they may progress to
neuropathy, Once the neuralgia becomes a neuropathy,
symptoms may persist despite tumor resection.

Upper cervical chordoma is included in the diagnosis
of lesions found in the upper cervical region. Imaging is
particularly important for the diagnosis and management
in patients with symptomatic lesions. The tumor usually
shows inhomogeneous contrast enhancement of varying
intensity on CT and MRI. While no imaging features are
pathognomonic, the CT findings are classical for chordoma.
MRI may underestimate soft tissue invasion as found on
operative assessment. It should be included in the differ—
ential diagnosis for pathologic masses with symptoms.
Definitive diagnosis of the chordoma requires histologic
evaluation in which physaliferous cells with cytoplasmic
vacuoles and positive periodic acid—Schiff (PAS) staining

are observed [4].
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