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PDHX Rabbit pAb
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Human,Mouse,Rat

Rabbit

Polyclonal

WB IP

WB: 1:500 - 1:2000
IP: 1:500-1:1000

29kDa/51kDa/54kDa

54kDa

Liquid

Store at -20°C. Avoid freeze / thaw cycles.
Buffer: PBS with 0.02% sodium azide,50% glycerol,pH7.3.

Unconjugated

SW620,HepG2,U-251MG,MCF7,Mouse heart,Mouse testis,Mouse brain,Rat kidney,Rat heart

Mitochondrion matrix

Affinity purification

Recombinant fusion protein containing a sequence corresponding to amino acids 1-300 of human PDHX (
NP_003468.2).

MAASWRLGCDPRLLRYLVGFPGRRSVGLVKGALGWSVSRGANWRWFHSTQWLRGDPIKILMPSLSPTMEEGNIVKWLK
KEGEAVSAGDALCEIETDKAVVTLDASDDGILAKIVVEEGSKNIRLGSLIGLIVEEGEDWKHVEIPKDVGPPPPVSKPSEPRP
SPEPQISIPVKKEHIPGTLRFRLSPAARNILEKHSLDASQGTATGPRGIFTKEDALKLVQLKQTGKITESRPTPAPTATPTAPSP
LQATAGPSYPRPVIPPVSTPGQPNAVGTFTEIPASNIRRVIAKRLTESKSTVPH
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WIFLH The pyruvate dehydrogenase (PDH) complex is located in the mitochondrial matrix and catalyzes the con
version of pyruvate to acetyl coenzyme A. The PDH complex thereby links glycolysis to Krebs cycle. The P
DH complex contains three catalytic subunits, E1, E2, and E3, two regulatory subunits, E1 kinase and E1
phosphatase, and a non-catalytic subunit, E3 binding protein (E3BP). This gene encodes the E3 binding pr
otein subunit; also known as component X of the pyruvate dehydrogenase complex. This protein tethers
E3 dimers to the E2 core of the PDH complex. Defects in this gene are a cause of pyruvate dehydrogenas
e deficiency which results in neurological dysfunction and lactic acidosis in infancy and early childhood. T
his protein is also a minor antigen for antimitochondrial antibodies. These autoantibodies are presentin n
early 95% of patients with the autoimmune liver disease primary biliary cirrhosis (PBC). In PBC, activated
T lymphocytes attack and destroy epithelial cells in the bile duct where this protein is abnormally distribu
ted and overexpressed. PBC eventually leads to cirrhosis and liver failure. Alternative splicing results in m
ultiple transcript variants encoding distinct isoforms.
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R Western blot analysis of PDHX expressed in Mouse heart,Rat kidney,SW620 using PDHX Rabbit pAb at 1
o :1000. Secondary antibody: HRP Goat Anti-Rabbit IgG (H+L) at 1:5000. Lysates/proteins: 30ug per lane.
Blocking buffer: 5% non-fat dry milk in TBST. Detection: ECL Enhanced Kit. Exposure time: 120s.
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