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HADHA (YD11817) Rabbit mAb
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HRHH

Human,Mouse,Rat

Rabbit

Monoclonal

WB IHC-P ICC/IF FC IP

83kDa

Liquid

Store at -20°C. Avoid freeze / thaw cycles.
Buffer: PBS with 0.75% BSA,50% glycerol,pH7.3.

Unconjugated

293T,K-562

Mitochondrion, Mitochondrion inner membrane

This gene encodes the alpha subunit of the mitochondrial trifunctional protein, which catalyzes the last th
ree steps of mitochondrial beta-oxidation of long chain fatty acids. The mitochondrial membrane-bound h
eterocomplex is composed of four alpha and four beta subunits, with the alpha subunit catalyzing the 3-h
ydroxyacyl-CoA dehydrogenase and enoyl-CoA hydratase activities. Mutations in this gene result in trifunc
tional protein deficiency or LCHAD deficiency. The genes of the alpha and beta subunits of the mitochond
rial trifunctional protein are located adjacent to each other in the human genome in a head-to-head orien

tation.
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