
affecting proteins targeted to the mitochondria (Di Bella et al., 2010).

Mitochondria are the primary energy-generating systems that reg -

ulate calcium homeostasis and aid in signaling pathways, including cell 

death cascades. (Maltecca et al., 2009; McBride et al., 2006). Hence, mi -

tochondria are essential for neuronal health, and alteration of mitochondri -

al physiology is linked with some neurodegenerative disorders and aging 

(Chang et al., 2006; Kwong et al., 2006; Maltecca et al., 2009). Several 

of these diseases are caused by mutations in nuclear genes, which code 

for mitochondrial proteins (Maltecca et al., 2009; Schapira, 2006). Some 

of these are loss-of-function mutations of the paraplegin-coding gene, 

which lead to recessive hereditary spastic paraplegia (HSP) due to de -

generation of the longest motor and sensory axons of the central nervous 
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