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Peroxisomal disorders .Y

Lysosomal disorders ¥

Golgi apparatus disorders ¥
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Subcortical vs. Deep?  Note the region of sparing in
the subcortical WM region
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X-linked ALD

Hx: 6-year-old boy with SNHL Pons, medulla,
posterior deep WM, leading edge enhancement

X-linked ALD

Posterior (85%)
distribution is most
common

Note 3 zones:
Burned out
Inflammatory

Demyelinating
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Metachromatic
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Metachromatic leukodystrophy
Advanced disease with ‘tigroid’ appearance
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Kearns sayre disease .

KEARNS SAYRE
Subcortical WM + spared deep WM + Globus pallidus

GALACTOSEMIA Y e

Imaging:

CT - nonspecific low density
WM

MRI - delayed subcortical
WM \
myelination on T2 (nl on T1);
Occasional WM focal lesions
and late atrophy

MRS - normal
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ALEXANDER
DISEASE

ALEXANDER DISEASE

Bright, anterior subcortical
to periventricular WM, 'y
basal ganglia & thalami
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CANAVAN DISEASE

Imaging: MRI
hypointense T1 &
hyperintense T2
Diffuse subcortical WM
N CANAYA-N, DISEASE . Globus pallidi with normal
Restricted diffusion in WM acute disease putamina
Internal & external capsules
in rapid cases

CANAVAN DISEASE

MRS - Marked elevation NAA peak
Specific for Canavan disease

Vanishing White matter disease -
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VANISHING WHITE MATTER DISEASE
s the same as CSF
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MRI brain T2-weighted image shows abnormal hyperintensity in pons with characteristic hypointense
'trident' sign (A) and characteristic 'face of giant panda’ sign in midbrain (B).
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Axial MR images in a child with MELAS lesions. Axial FLAIR imaging through the level of the midbrain
and basal ganglia demonstrates hyperintense lesions bilaterally in the thalami and occipital cortex as well as an
extensive area of abnormality invelving the left posterior temporal- parietal lobe and a small area in the right
parietal operculum. Corresponding diffusion weighted images demonstrate restricted diffusion in the right
thalamic, right opercular and left temporal-parietal lesions consistent with acute ischemia, but not in
occiptial and left thalamic area abnormal on the FLAIR imaging, suggesting these are likely older lesions.

Note also that the diffusion abnormality in the temporal-parietal lesion is concentrated in the gray matter.

Leigh's Disease -
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Reference:

(A): Axial T2-weighted image through the basal ganglia shows symmetrical
hyperintense lesions involved thalamic posteromedial ventral nuclei
(thin arrow), globus pallidi (thick arrow) and putamina (arrowhead).
(B-D): Axial T2-weighted images through the brainstem show symmetrical
involvement of reticular formation of midbrain (thin arrow in B),
subthalamic nuclei (thick arrow in B), substantia nigra (thick arrow in C),
dorsal midbrain (thin arrow in C) central tegmental tracts (thin arrow in D)
and cerebellar nuclei region (thick arrow in D). (E-F): Coronal FLAIR
images show symmetrical involvement of head of caudate nuclei (thick
arrow in E), putamina (thin arrow in E) and dentate nuclei (thin arrow in F).
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