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Histiocytic sarcoma

Histiocytic sarcoma (HS) is a rare malignant neoplasm of macrophage-dendritic cell lineage that can
occur at any site. The primary base of skull involvement is exceedingly rare.

Perez et al. presented the case of a previously healthy 56-year-old man who complained of headaches
and showed localized neurologic symptoms. Magnetic resonance imaging demonstrated a
hyperintense and enhancing mass involving the sphenoid bone and the clivus with an extradural
component that compressed the distal pons. The differential diagnosis included chordoma or
chondrosarcoma. Endoscopic trans-sphenoidal resection was performed. Microscopically, the tumor
showed epithelioid and spindle morphology with atypia, mitoses, and necrosis. No osteoid,
cartilaginous, or myxoid matrix was identified. By immunohistochemistry, the tumor was positive for
CD68 (KP-1) and lysozyme, variably positive for CD4, CD11c, CD14, CD68 (PGM-1), CD45, and CD163,
and negative for markers of epithelial, melanocytic, lymphoid, myeloid, muscle, and dendritic cell
origin. Expression of PD-L1 by immunohistochemistry and BRAF V600E mutation analysis by PCR were
negative. Tumor recurrence developed after radiation treatment with overwhelming progression into
a largely infiltrating mass within 2 weeks with clinical deterioration, and the patient died 3 months
later. To our knowledge, this represents the first case of primary HS of the clivus reported to date in
the English literature, further expanding the spectrum of neoplasms seen at this site as well as the
sites where HS can be seen. The overall prognosis of HS in the skull base is poor, with no standard
treatment. Further research is warranted to develop effective treatment approaches, which in the
future may rely on the expression of checkpoint inhibitors and/or specific molecular markers 1).
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