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Malignant Rhabdoid Tumor of the Cerebellum in an Adult

— A case report —

Young Min Kim, Jae-Hee Suh, Tae Sook Kim', and Shin Kwang Khang

Department of Diagnostic Pathology, University of Ulsan College of Medicine, Seoul 138-040, Korea
and 'Inha University College of Medicine

Malignant rhabdoid tumor (MRT) is a rare and highly aggressive neoplasm of infancy and childhood. Although it was
originally described and most frequently reported in the kidney, it may occur in various extra-renal sites such as the liver,
thymus, and soft tissue. In the last decade primary central nervous system (CNS) MRTs have been reported in both
the supra- and infratentorial compartments. Patients with CNS MRT were generally below the age of two and reports
in adults are extremely rare. This is a case of primary cerchellar MRT in a 24-year-old woman, who had presented
with intermittent headache, vocal cord palsy, and cerebellar dysfunctions such as abnormal finger to nose test and tandem
gait. By magnetic resonance imaging scan, a well-enhancing solid mass was demonstrated at the posterior fossa filling
the 4th ventricle, which extended into the medulla and cervical cord via the foramen of Magendie, Histologically, the
monotonous polygonal tumor cells were arranged in diffuse sheet with occasional hemorrhagic necrosis. The nuclei
were vesicular and eccentrically located due to eosinophilic, PAS-positive, intracytoplasmic inclusions with prominent
nucleoli. They were diffusely or focally immunoreactive for vimentin, neurofilament, cytokeratin, GFAP, synaptophysin,
and smooth muscle actin, while epithelial membrane antigen and desmin were negative. Ultrastructurally, the polyhedral
tumor cells were densely packed with primitive intercellular junctions. Scanty fibrillar intermediate filaments were
intermingled with cellular organelles. Postoperatively, craniospinal irradiation and systemic chemotherapy have been done
and she has been free of tumor recurrence during the 13 months” follow-up periods. (Korean J Pathol 1998: 32:
460 —465)
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Fig. 1. Precontrast sagittal TIWI MRI demonstrating a 4 cm
well-demarcated solid mass with high signal intensity in
cerebellar vermis area, which extends into the posterior as-
pect of lower pons and medulla oblongata.
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Fig. 2. Photomicrograph showing diffuse sheets of large
polvgonal tumor cells and a tew small round undifferentiated
cells, Imset: higher magnification of typical rhabdoid twmor
cells having abundant cosinophilic cyvtoplasms,

Fig. 3 The tumor cells show diffusely soong ovioplasmic
positvity for (A) vimenin and (B} cytokeratin in immuno
histochemical staimings (Avidin-biotin complex method).
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Fig. 4. Ulirastructurally, the large and polvgonal memor cells
have an eveld nucleus and many cyvtoplasmic organelles, in-
cluchng mitochondia and diluted rough ERL Intermeadiate-size
evioplasmic filaments in hilamentous patcern are mtermingled
with cyvtoplasmic organelles (lead citrate - uranyl acetale, «
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Table 1. Immunohistochemical findings of primary malignant rhabdoid tumors of the central nervous system reported by various

authors

Authors EMA VIM SMaA GFAP CK NF Desmin  S5-100 SYN
Biggs et al. (4) — + nid — - — — nid
Rorke et al. (6) + + - +- nd t + nd +
Haana et al. (7) ¢ { nd +[— + nd nd + nd
Hom et al. (8) + + - - nd — — nd
Kaiserling et al. (13) + - — - t + — + nid
Parham et al. (14) . t + + + + +f + nd
Kim et al. (present case) + + + + + nd f

Abbreviations: EMA; cpithelial membrane antigen, VIM; vimentin, SMA; smooth muscle actin, GFAP; glial fibrillary acidic
protein, CK; cytokeratin, NF, neurofilament, SYN; synapiophysin, +; positive, —; negative, nd; not done, +/— some positive,

others negative
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