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Introduction

e Epithelioid glioblastoma (E-GBM) is a
newly described entity in WHO 2016
CNS tumor classification

e High grade astrocytic tumor affecting
young adults and children

e IDH-1 wild type, BRAFV600E seen in
50% of cases

e Only few studies available describing
this rare entity

e We report series of seven cases of E-
GBM

Methods
e Seven cases were diagnosed in 2016-
2017
e Cases with typical epithelioid
histomorphology
e All the cases were subjected to a wide
spectrum panel of IHC
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Summary of Immunohistochemistry

MRI scan showing, T2 coronal (A) and sagittal (B) heterogenous
hyperintense left frontoparietal mass with significant midline shift
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FIG 1 Eletropherogram of a region of exon 15 of the BRAF gene
FIG 2 :Electropherogram of TERT promoter mutations.

Author/ No.of Age/ Necrosis MVP IDH1 NI BRAF-V600E EGFR PTEN deletion H3F3AK2
year cases Sex mutati loss Mutation  Amp.  (FISH) ™
on (FISH) mutation
e BRAFV600E, H3F3A, IDH1, TERT
. . (] . Kazutaka 4 16-30 100% 50% MNone None 50% ND ND ND
mutations: sanger's sequencing etal.
2016 M-0
H 1F1 H . Sand: 11 2-79 93% 87% N N 53% N Deletion (12%) 12.5%
e PTEN deletion, EGFR amplification : s on e
F-2
FISH assay
Bette 13 10-63 92% 7% 9.1% None 54% 20% Deletion (33%) ND
kay et al. M-9 Monosom, w(33%)
2013 F-4 Negative (33%)
Alberto 6 35-13  100% 100% None None  50% 16% Deletion (16%) 16.7%
etal M3, Moncsom,  (16%)
2015 F-3
Present 7 13-50 100% 28% None None 28% 14% None None
study M3
F-4

--

Age/Sex  4T/F 30/mM 35/M 18/F 50/F 13/M 14/F
Location  Right Left frontal  Left Lot Right Right Lef frantal
frantal
Symptoms  Headache, Headache, Headache  Headache Leftsided Headache, Headache,
seizures, Seizures,  Vomiting Vomiting weakness  seizures Voriting.
vomiting altered
sensorium
Resection GTR GTR GTR GTR GTR GTR GTR
Follow up 5 (Alive) 4 (Alive) 2 (Alive) 3 (nlive) 3(Alve) 4 (Alive) 6 (Alive)
in months
Mitosis/ 13 15 10 8 12 9 &
10HPF
Mecrosis  Confluent Confluent  Confluent Focal Focal Confluent Confluent
Microv. Absent Absent Absent Absent Present Absent Present.
prolif.
Age/Sex 4a7/F 30/m 35/M 18/F S0/F 13/M 14/F

Summary of Clinical and Histopathological Findings

Review of Literature

Discussion

e No specific demographic, radiological
or histological signature

e Exact etiology and origin of epithelioid
cells unknown

e Do not show IDH 1/2 or H3F3AK27M
mutations. EGFR amplification,
CDKN2A deletion, PTEN loss, PDGFRA
amplification are also rare.

e Can occur concomitantly with PXA or
arise years after initial resection of
tumor

e BRAFV600E mutation has been seen
in approx. 50% cases

e mimic metastatic carcinoma,
metastatic melanoma, PXA, giant cell
GBM and rhabdoid GBM

e Tendency for dissemination, highly
progressive and results in an
extremely poor prognosis

e multi institutional studies with close
follow up are mandatory for
determining its actual frequency,
prognostication and therapeutic
interventions.
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