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HADHA HiJE (EAHEH)

th 44 %%: HADHA ¥iJi (EHEE)

W4 FR:  HADHA Antigen (Recombinant Protein)

i hydroxyacyl-CoA dehydrogenase/3-ketoacyl-CoA thiolase/enoyl-CoA hydratase
(trifunctional protein), alpha subunit; GBP; ECHA; HADH; L

s A7 »F (-220C)

FRFEH: PR

Bk

Fusion protein corresponding to a region derived from 514-763 amino acids of human HADHA

BARME

Full name: hydroxyacyl-CoA dehydrogenase/3-ketoacyl-CoA thiolase/enoyl-CoA hy
dratase (trifunctional protein), alpha subunit

Synonyms: GBP; ECHA; HADH; LCEH; MTPA; LCHAD; TP-ALPHA

Swissprot: P40939

Gene Accession: BC009235

Purity: >85%, as determined by Coomassie blue stained SDS-PAGE

Expression system: Escherichia coli

Tags: His tag C-Terminus, GST tag N-Terminus
This gene encodes the alpha subunit of the mitochondrial trifunctiona
| protein, which catalyzes the last three steps of mitochondrial beta-o
xidation of long chain fatty acids. The mitochondrial membrane-boun

Background: d heterocomplex is composed of four alpha and four beta subunits,
with the alpha subunit catalyzing the 3-hydroxyacyl-CoA dehydrogena
se and enoyl-CoA hydratase activities. Mutations in this gene result in
trifunctional protein deficiency or LCHAD deficiency. The genes of the
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alpha and beta subunits of the mitochondrial trifunctional protein are

located adjacent to each other in the human genome in a head-to-he
ad orientation.



