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Clinical history
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Previous episodes of status epilepticus in November 2011, April 2014

Meningococcal meningitis in January-February 2012

In August 2014, the patient complained of his usual prodrome, which
progressed to a generalized tonic-clonic seizure, bradycardia, and cardiac
arrest

Despite aggressive resuscitation, prognosis remained poor due to ongoing
seizure activity, an aspiration event, fever up to 104° F, and development
of disseminated intravascular coagulation complicated by bleeding from
dislodged femoral arterial catheters

His family elected to redirect care; death was pronounced approximately
18 hours after seizure onset
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- Immunohistochemistry






- Transmission electron microscopy
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Fluorescence in-situ hybridization




A14-233-AnG - slide [ MYE | QK1 fusion]: cell[1]: Probe (1376 x 1024)

Green: QKI
Yellow: fusion

FISH analysis courtesy of Dr. David Ellison and Jim Dalton, St. Jude Children’s Research Hospital



Diagnosis
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Discussion
I

0 Angiocentric glioma

O Codified as a new brain tumor type in the 2007 WHO

m First identified as such in 2005 (Wang M, et al. 2005; Lellouch-
Tubiana A, et al. 2005)

m Seizure is the most common presentation

m Age range 2 - 79 y; mean of 16 y (Ampie L, et al. 2016)
~50% present in the 1st decade of life
O Slow-growing, supratentorial tumors

® Temporal (39%), frontal (30%) cortex /subcortical white matter

are most common sites (Ampie L et al.,, 2016; Cheng S et al,
2015)
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0 Radiographic characteristics

O Most are non-enhancing solid lesions associated with ill-
defined hyperintensity on T2-weighted and FLAIR images

0 Histological /immunohistochemical /ultrastructural features

0 H&E: proliferation of monomorphic, bipolar cells growing in
a distinctive perivascular pattern, similar to the
pseudorosettes of ependymoma and astroblastoma

Q IHC: variably immunoreactive for GFAP, dDotlike” or
microlumenal EMA and D240 staining, low Ki-67

Q EM: Intracellular ciliated lumina with microvilli and
intercellular “zipper” junctions



Discussion
I

00 Recently, two independent groups reported recurrent genetic
rearrangements involving the MYB and QKI genes
(Bandopadhayay P et al., 2016; Qaddoumi | et al., 2016)

O Unique to angiocentric gliomas
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Genetic alterations in uncommon low-grade neuroepithelial
tumors: BRAF, FGFRI, and MYB mutations occur at high
frequency and align with morphology
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MYB-QKI rearrangements in angiocentric glioma drive
tumorigenicity through a tripartite mechanism
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Bandopadhayay, P et al. Nat Genet. 2016 Mar;48(3):273-82



Discussion

0 Most common rearrangement: MYB-QXKI fusion event which
truncates MYB

0 Experimental models demonstrate the oncogenic potential of
both the fusion transcript MYB-QKI and truncated MYB,

recapitulate histomorphological features of the human tumor
(Bandopadhayay P et al., 2016)
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