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Host: Rabbit Isotype: IgG
Clonality: Polyclonal

GeneID: 80704 SWISS: Q9BZV2
Target: SLC19A3

Immunogen: KLH conjugated synthetic peptide derived from human SLC19A3:
261-360/496. < Extracellular >

Purification: affinity purified by Protein A
Concentration: 1mg/ml

Storage: Preservative: 0.02% Proclin300, Constituents: 1% BSA, 0.01M PBS,
pH7.4.
Shipped at 4℃. Store at -20℃ for one year. Avoid repeated
freeze/thaw cycles.

Background: This gene encodes a ubiquitously expressed transmembrane
thiamine transporter that lacks folate transport activity. Mutations
in this gene cause biotin-responsive basal ganglia disease (BBGD);
a recessive disorder manifested in childhood that progresses to
chronic encephalopathy, dystonia, quadriparesis, and death if
untreated. Patients with BBGD have bilateral necrosis in the head
of the caudate nucleus and in the putamen. Administration of high
doses of biotin in the early progression of the disorder eliminates
pathological symptoms while delayed treatment results in residual
paraparesis, mild mental retardation, or dystonia. Administration
of thiamine is ineffective in the treatment of this disorder.
Experiments have failed to show that this protein can transport
biotin. Mutations in this gene also cause a Wernicke's-like
encephalopathy.[provided by RefSeq, Jan 2010]

Applications: WB (1:500-2000)

Reactivity: Mouse (predicted: Human,
Rat)

Predicted
MW.: 56 kDa

Subcellular
Location: Cell membrane

Sample: Liver (Mouse) Lysate at 40 ug Primary:
Anti-SLC19A3 (bs-8702R) at 1/300 dilution
Secondary: IRDye800CW Goat Anti-Rabbit IgG at
1/20000 dilution Predicted band size: 56 kD
Observed band size: 56 kD
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