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CASE 1




09508855

33 y/o, man

Hearing impairment on the right ear

Mild ptosis on the left eye

Numbness and clumsiness of bilateral hands and intermittent twisting of the
left hand









Diagnosis

« Multiple intracranial meningiomas, schwannomas and ependymoma with
multiple glial micro-hamartomas = Neurofibromatosis type 2




Neurofibromatosis, type 2

* Terminology
« Familial cancer syndrome (22912, NF2 gene)
« Acoustic neurofibromatosis, central neurofibromatosis

» Multiple intracranial schwannomas, meningiomas, and ependymomas (MISME)

* Imaging

* Multiple extra-axial tumors
+ Schwannomas of CNs and spinal nerve roots: Bilateral vestibular schwannomas

+ Meningiomas on dural surfaces (up to 50%)

e |ntra-axial tumors

+ Ependymomas in spinal cord and brainstem (6%)

*  Symptoms

» Usually presents between 2nd and 4th decades with hearing loss, + vertigo




Glial micro-hamartomas

« the tightly regulated expression of
“merlin” during migration of cells
to the cortical plate might predict
cortical abnormalities in patients
with NF-2 gene mutations

- foci of dysplastic, immature

neuroectodermal cells within the Anyincidental fuding
cerebral cortex and dee p gray Nonspecific T2 hyperintensities

Wedge shaped cortical/subcortical T2 hyperintense
matter lesions

Transmantle sign

Cortical T2 hypointensities

Well circumscribed cortical T2 hypointensity with
associated T1 hypointensity

Migrational cerebellar anomalies

T2 hyperintense lesions associated with an enlarged
Virchow-Robin space

More than one of the above abnormalities

Patient demographics.

Number of patients in the study (N)
Median age at time of first incidental MRI finding (years)

Female, no. (%)
Male, no. (%)
Received cranial irradiation, no. (%)

Wendy S. Vargas. Incidental parenchymal magnetic resonance imaging findings in the brains of patients with neurofibromatosis type 2. Neuroimage Clin. (2014)

Incidental brain MRI finding

Number of patients
with finding, no. (%)
23 (68)

17 (74)
15 (65)

9 (39)
8 (34)
6 (26)

3 (13)
7 (30)

15 (65)




