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Clinical History and Imaging

« A 20-year-old male
presents with
episodes of
unresponsiveness or
writhing movements.

No other pertinent s
past medical history. T1 Post-contrast T2-weighted
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Discussion points

1) Differential Diagnosis

2) Ancillary Testing

3) Additional Comments




Differential Diagnosis

Dysembryoplastic neuroepithelial tumor
Myxoid glioneuronal tumor

Pilocytic astrocytoma
Central neurocytoma
Rosette-forming glioneuronal tumor
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Dysembryoplastic Neuroepithelial Tumor-Like
Neoplasm of the Septum Pellucidum: A Lesion
Often Misdiagnosed as Glioma

Report of 10 Cases

Blaire L. Baisden, M.D., Daniel J. Brat, M.D., Ph.D., Elias R. Melhem, M.D.,
Marc K. Rosenblum, M.D., Andrew P. King, M.B., Ch.B., M.R.C.P.ATH,
and Peter C. Burger, M.D.
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Molecular Analysis

Key mutation results:

BRAF NOT DETECTED
IDH1 NOT DETECTED
IDH2 NOT DETECTED

chr4:55136831 AASTT PDGFRA | p.K385L 40.15
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Myxoid glioneuronal tumor of the septum pellucidum and lateral
ventricle is defined by a recurrent PDGFRA p.K385 mutation
and DNT-like methylation profile
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Septal dysembryoplastic neuroepithelial tumor: a
comprehensive clinical, imaging, histopathologic, and
molecular analysis
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MEETING REPORT

cIMPACT-NOW update 6: new entity and diagnostic principle
recommendations of the clMIPACT-Utrecht meeting on future
CNS tumor classification and grading
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Myxoid glioneuronal tumor

Clinical Features Imaging Characteristics

 Median age of * Circumscribed mass most
presentation is 23.6 years often in the septal region

Headaches are the most  * Indolent neoplasms
common presenting — Can show ventricular
symptom dissemination

» Associated with relapse ~ * Associated with
in @ minority of patients hydrocephalus

6/10/2020 Lucas et al. Brain Pathology. 2020;30(3):479-494.
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| | Ig-like C2-type 1 || Ig-ike c2-type 3 [ 1g-like C2-type 5 B Juxtamembrane domain
D Ig-like C2-type 2 D Ig-like C2-type 4 . Transmembrane domain D Protein kinase

PDGFRA

The K385 mutation most commonly involves a dinucleotide substitution which codes
for the Ig-like C2-type 4 domain. This domain mediates the receptor-receptor
interaction required for protein activation, suggesting a gain of function mutation.

6/10/2020 Chiang et al. Neuro-Oncology. 2019;21(6):800-808.
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Thank you for your attention. 8"

A special thanks to my mentors.

The Johns Hopkins crew  « Charles Specht

— Charles Eberhart — Penn State Hershey
David Nauen Medical Center

Fausto Rodriguez « Harry Kellermier
Juan Troncoso — Summa Health Systems

Liam Chen « Jennifer Baccon
— Akron Children’s Hospital
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