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Summary:

Atypical teratoid / Rhabdoid tumor (AT/RT) is a rare, highly malignant CNS tumor manifesting in children with
poor prognosis. Little is known regarding the character of this tumor. It has been demonstrated that patients aris-
ing in the posterior fossa and in the spinal cord have a tendency to be more in infants, and its prognosis is miser-
able, in contrast, patients arising in the supratentorial lesions have a tendency to be more in the elder, and its prog-
nosis is more better in a study of AT/RT in Japan.

A 6-year-old boy was admitted to hospital presenting with headache, nausea and left ptosis for 2 weeks. He was
drowsy and the examination revealed left 3rd cranial nerve palsy, right arm hemiparesis. Cranial MRI showed a 8
cm left temporal mass. The tumor was totally removed via a pterional approach. Microscopically the tumor consists
of mesenchymal differentiation exhibiting a spindle cell component and rhabdoid cells. In the immunohistochem-
istry of this tumor, INI 1 protein was negative. We diagnosed this tumor as AT/RT. He received radiation therapy
(54Gy/30F; whole brain: 24Gy+focal: 30Gy) and chemotherapy (ICE therapy). The tumor has not recurred for 7
months after surgery.
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