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Morgan & Claypool. Paperback. Book Condition: New.
Paperback. 132 pages. Dimensions: 9.2in. x 7.5in. x 0.3in.X-linked
adrenoleukodystrophy (X-ALD) is the most common
leukodystrophy and the most frequent peroxisomal disorder,
with an estimated incidence of 1: 17, 000. This complex
neurodegenerative disorder is characterized by a huge clinical
variability both in the age of onset and in symptoms. The two
main forms are the childhood cerebral ALD (ccALD)
characterized by inflammatory demyelination of the central
nervous system, and the adult form called
adrenomyeloneuropathy (AMN), characterized by a non-
inflammatory slowly progressive demyelination affecting spinal
cord and peripheral nerves. Adrenal insufficiency is usually
associated with the nervous symptoms, X-ALD being the main
cause of Addisons disease. The main biochemical defect is the
accumulation of very-long-chain fatty acids (VLCFA, fatty acids
with a chain length of more than 22 carbon atoms), particularly
in the cholesterol ester fraction of the adrenal gland and brain
white matter. X-ALD is associated with mutations in the ABCD1
gene, which encodes for a peroxisomal ATPBinding Cassette
(ABC) transporter predicted to allow VLCFA-CoA to enter into the
peroxisome for their beta-oxidation. In spite of animal models,
the physiopathogenesis of the disease remains poorly
understood. However, several therapeutic strategies have been...
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This publication can be really worth a go through, and a lot better than other. It is actually writter in straightforward
words and phrases instead of confusing. I discovered this pdf from my dad and i suggested this publication to learn.
-- Ja ckeline R ippin   

A high quality book and also the font employed was intriguing to read. I was able to comprehended every thing out of
this created e book. You wont really feel monotony at whenever you want of the time (that's what catalogues are for
concerning should you check with me).
-- Pr of . Johnson Cole Sr .      
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