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Jpper liBs, mild cerebellar
GHERamyoirophy, PNP, and
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» Impaired mitochondrial = Enlarged mitochondria = Axon-transport defect
protein synthesis in synapses * Accumulation of
+ Accumulation of misfolded  + Impaired synaptic function neurcfilaments
proteins = Beginning of motor deficit = Axonal swelling and
+ Defective maturation of degeneration

unknown substrates?

SPCO/ YR

* 10% (5-16% familial cases)
¢ EO>LO; Pure > complex
* Frequent WMC




*

$
$ 9
)1 1%

MRI Thinning of the corpus
calloesum (TCC) [predominant in
the rostral part]with "flames™ in
g PWM (53%), and cerebral
CLYoEIAICC), often cortical atrophy (45%).
eased as anl AR trait. —
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& impairment usually start /
& during puberty. Frank 4

dementia in early 40-50's.
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NCS Axonal, motor or SM

* Ruoad hoc: seyere handicap neuropathy (76%).

(valetudinem) and low life TNNE [
expectancy (vitam) AR
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