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1 Malignatn

rhabdoid tumor of the orbit

Duration of

Author (Year) Age (Sex) Location Treatment follow up (mo)
Rootman J (1989) 6w (M) intraconal Inc/che/RT 24 (alive)
Johnson LN (1991) 47y intraconal Exc/che/RT 24 (alive)
Niffenegger JH (1992) 50y lacrimal gl. Exent/che/RT 16 (alive)
Walford N (1992) 29m anophthalmic Inc/che/RT N/A (dead)
Gundiz K (1998) 36m (F) intraconal Exent/che/RT 24 (dead)
Stidham DB (1999) at birth (M) intraconal Exc/che 9 (alive)
Present case 10m (M) intraconal Exc/che/Gamma 6 (alive)

che : chemotherapy, RT :radiotherapy, Gamma : Gamma knife
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A Case of Malignant Rhabdoid Tumor of The Orbit
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On May 30, 2001, a 10-month-old boy was carried to our hospital, with a chief complaint of left exophthalmos.
CT scans revealed a spherical tumor, 15mm in diameter and slightly smaller than the eyeball, within the orbit
behind the left eyeball. On June 18, 2001, the boy underwent frontal and temporal craniotomy under general
anesthesia, followed by epidural elevation of the base of the frontal lobe. The tumor was approached through
the space between the lateral rectus muscle and the musculus levator palpebrae superioris or the superior rectus
muscle. The tumor was gray and elastic. It had adhered tight to the posterior aspect of the eyeball and a part
of the optic nerve. Histopathologically, diffuse proliferation of quasi-circular cells with evident nucleoli, dislocated
nuclei and eosinophilic hyaline inclusion bodies in the cytoplasm was visible. Immunohistochemically, vimentin,
cytokeratin and EMA were positive, and desmin, actin and HMG45 were negative. The tumor was thus rated
as malignant rhabdoid tumor. After surgery, high dose chemotherapy (IFM and ADM) accompanied by
peripheral blood stem cell transplantation and gamma-knife radio-therapy (36Gy) were administered. To date, 2.5

years after surgery, the tumor has not recurred.
Key words: malignant rhabdoid tumor, orbital tumor, transcranial approach
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