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Transport mechanism of very long chain fatty acyl-CoA into peroxisomes mediated
by peroxisomal ABC protein ABCD1

Kawaguchi, Kosuke

3,100,000
ABCD1
ABCD1 CoA
ABCD1 CoA ABCD1
CoA CoA
CoA
ABCD1 ATPase CoA CoA
NBD NBD- CoA
ABCD1

Dysfunction of peroxisomal ATP-binding cassette (ABC) protein, ABCD1, causes
a severe neurodegenerative disease, X-linked adrenoleukodystophy. ABCD1 is suggested to be involved

in the transport of very long chain fatty acyl-CoA, but the precise mechanism of the transport has
yet to be elucidated.

It is demonstrated that ABCD1 transports very long chain fatty acyl-CoA as free very long chain
fatty acid into peroxisomes through the hydrolysis of very long chain fatty acyl-CoA mediated by the
Y

_acyl-CoA thioesterase activity of ABCD1 itself and that acyl-CoA thioesterase activity of ABCD1 is
indispensable for this transport system.
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