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Adult sellar atypical teratoid rhabdoid tumor

Its occurrence in the sellar region is rare, with only 11 cases reported in the literature till 2017 1).

Adult sellar atypical teratoid rhabdoid tumor (ATRT) is a rare diagnosis that has recently been shown
to be a clinicopathologically and genetically distinct variant of ATRT occurring almost exclusively in
middle-aged females. While up to one third of pediatric ATRT is caused by a familial syndrome, no
previous cases of a familial adult sellar ATRT have been reported.

Case series

Paolini et al., described detailed clinical and genetic characterization of 5 adult patients with AT/RTs
involving the sellar and suprasellar region, and provide a review of the available clinical and genetic
features of 22 previously reported cases in order to help increase our understanding of this unusual
entity 2).

Case reports

Voisin et al., present the first case report of a familial germline mutation causing adult sellar ATRT and
a literature review of 29 previously published cases of sporadic adult sellar ATRT.

A 51-year-old woman with a family history of brain tumors spanning three generations presented with
visual decline and was diagnosed with an adult sellar ATRT. Genetic studies demonstrated a
heterozygous splice-site loss-of-function mutation of the INI1 gene in exon 7. Treatment included
endoscopic endonasal biopsy, craniospinal irradiation and focal tumor boost, followed by adjuvant
chemotherapy.

This is the first case report of a familial germline mutation causing adult sellar ATRT 3).

A case of 54 year-old female, which presented with symptoms concurrent of a pituitary
macroadenoma, which was found out to be a tumor of ATRT characteristics on pathology 4)

Almalki reported a 36-year-old female patient. She was treated with multi-modalities including
surgery, chemotherapy and radiation. She markedly improved following treatment with no recurrence
in 3 years follow-up. This was the 11th case of an adult-onset AT/RT in the sellar or suprasellar region
with favorable long-term outcome 5).
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