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PDHA1/2 (Phospho Ser293/291) Rabbit pAb

CatalogNo: YP1697 orthogonal Validated

| Key Features

Host Species Reactivity Applications
Rabbit Human,Mouse,Rat WB
MW Isotype
43kD (Calculated) lgG
| Storage
Storage* -15°C to -25°C/1 year(Do not lower than -25°C)
Formulation Liquid in PBS containing 50% glycerol, 0.5% BSA and 0.02% sodium azide.

| Recommended Dilution Ratios

WB 1:500-2000

| Basic Information

Clonality Polyclonal

| Immunogen Information

Immunogen Synthesized peptide derived from human PDHA1/2 (Phospho-Ser293/291)

Specificity This antibody detects endogenous levels of PDHAL/2 only when phosphorylated at
Human:S$293/291, Mouse:5293/294, Rat:5293/294..The name of modified sites may be
influenced by many factors, such as species (the modified site was not originally found in
human samples) and the change of protein sequence (the previous protein sequence is
incomplete, and the protein sequence may be prolonged with the development of protein
sequencing technology). When naming, we will use the "numbers" in historical reference
to keep the sites consistent with the reports. The antibody binds to the following
modification sequence (lowercase letters are modification sites):GHsMS
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| Target Information

Gene name

Protein Name

Cellular
Localization

Tissue specificity

Function

PDHA1 PHE1A

PDHA1/2 (Phospho-Ser293/291)

Organism Gene ID UniProt ID
Human 5160; P08559;
Mouse 18597; P35486;

Rat P26284;

Mitochondrion matrix.

Ubiquitous.

Catalytic activity:Pyruvate + [dihydrolipoyllysine-residue acetyltransferase] lipoyllysine =
[dihydrolipoyllysine-residue acetyltransferase] S-acetyldihydrolipoyllysine +
CO(2).,cofactor:Thiamine pyrophosphate.,Disease:Defects in PDHAL are a cause of pyruvate
decarboxylase E1 component deficiency (PDHE1 deficiency) [MIM:312170]. PDHE1
deficiency is the most common enzyme defect in patients with primary lactic acidosis. It is
associated with variable clinical phenotypes ranging from neonatal death to prolonged
survival complicated by developmental delay, seizures, ataxia, apnea, and in some cases to
an X-linked form of Leigh syndrome (LS) (Leigh encephalomyelopathy).,Disease:Defects in
PDHA1 are the cause of X-linked Leigh syndrome (LS) [MIM:308930]. LS is an early-onset
progressive neurodegenerative disorder with a characteristic neuropathology consisting of
focal, bilateral lesions in one or more areas of the central nervous system, including the
brainstem, thalamus, basal ganglia, cerebellum, and spinal cord. The lesions are areas of
demyelination, gliosis, necrosis, spongiosis, or capillary proliferation. Clinical symptoms
depend on which areas of the central nervous system are involved. The most common
underlying cause is a defect in oxidative phosphorylation. LS may be a feature of a
deficiency of any of the mitochondrial respiratory chain complexes.,enzyme regulation:E1
activity is regulated by phosphorylation (inactivation) and dephosphorylation (activation) of
the alpha subunit.,Function:The pyruvate dehydrogenase complex catalyzes the overall
conversion of pyruvate to acetyl-CoA and CO(2). It contains multiple copies of three
enzymatic components: pyruvate dehydrogenase (E1), dihydrolipoamide acetyltransferase
(E2) and lipoamide dehydrogenase (E3).,subunit:Tetramer of 2 alpha and 2 beta
subunits.,tissue specificity:Ubiquitous.,

| Validation Data
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https://www.ncbi.nlm.nih.gov/gene/5160
https://www.uniprot.org/uniprotkb/P08559/entry
https://www.ncbi.nlm.nih.gov/gene/18597
https://www.uniprot.org/uniprotkb/P35486/entry
https://www.uniprot.org/uniprotkb/P26284/entry

was diluted at 1:10000

| Contact information

Orders: order.cn@immunoway.com

Support: support.cn@immunoway.com

Telephone:  400-8787-807(China)

Website: http://www.immunoway.com.cn

Address: 2200 Ringwood Ave San Jose, CA 95131 USA

For Research Use Only. Not for Use in Diagnostic Procedures.

Western Blot analysis of 1 HepG2 cell 2, LPS 100ng/mL 30min treated ,using
primary antibody at 1:1000 dilution. Secondary antibody(catalog#:R523920)
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