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History and Physical Examination

• The patient is a 32-year-old female with 1-year-duration of:

 -   Gradual and progressive headaches

 -   Cognitive dysfunction (poor concentration and difficulty with memory)

 -   Fatigue

 -   Difficulty with performing daily activities

 -   Bilateral blurred vision

• Physical examination: BMI of 45. Neurological exam unremarkable. 
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Imaging

MRI (T1 + C) Axial MRI (T1 + C) CoronalMRI (T1 + C) Axial
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Diagnosis??
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Radiologic differential diagnosis

• Meningioma

• Suprasellar craniopharyngioma

• Germinoma/germ cell tumor

• Granulomatous inflammatory process

• Choroid plexus tumor, ependymoma, hypothalamic glial neoplasm and 
central neurocytoma are less likely 
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CD34 Alcian Blue

EMA: Patchy positive
S100: Patchy positive

PR: Negative
STAT6: Negative

Ki67: 2-3%
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• A pathogenic P.D463H mutation was detected in the 
PRKCA gene by DNA sequencing.

Molecular Studies

Final Integrated Diagnosis

Chordoid glioma, CNS WHO grade 2.

 PRKCA gene mutation detected  p.D463H (Seq)
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Histology



INDIANA UNIVERSITY SCHOOL OF MEDICINE

Diagnostic criteria for chordoid glioma (CNS WHO, 2021)

Essential:

A glial neoplasm with chordoid features located in the anterior third 
ventricle
Desirable:

Nuclear thyroid transcription factor 1 (TTF1) immunopositivity

PRKCA p.D463H mutation or DNA methylation profile aligning with 
chordoid glioma
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Differential Diagnoses of Chordoid Glioma

Chordoid glioma Chordoma Meningioma (chordoid or 
lymphoplasmacytic)

Location Anterior portion of the third 
ventricle.

Axial skeleton (skull base 
and the sacrococcygeal 
region) .

Usually supratentorial.

Histology Clusters and cords of epithelioid cells 
within a variably mucinous stroma.
Lymphoplasmacytic infiltrate.

Cords or ribbons separated 
by a myxoid matrix.
Physaliphorous cells.

Small foci of whorl formation and psammoma 
bodies.

IHC GFAP ++
TTF1 ++
CD34++
Vimentin ++
EMA variable
S100 Variable

Brachyury ++
Cytokeratins ++
GFAP –
CD34 –

SSTR2A ++
EMA ++
GFAP –
CD34 –
TTF1 – (Brat et al, 1998)

(Sangoi et al, 2009) 
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Diagnostic Molecular Pathology

The p.D463H missense mutation in the PRKCA gene is nearly ubiquitous in chordoid 
glioma, having been found in 28 of 29 tumors studied to date.

The PRKCA p.D463H mutation is a diagnostic hallmark for chordoid glioma.
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