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Host: Rabbit Isotype: IgG Applications: WB (1:500-2000)

Clonality: Polyclonal :ng:: ((iigggggg

GenelD: 2395 SWISS: Q16595 IF (1:100-500)

Target: Frataxin Reactivity: Human (predicted: Mouse,

Immunogen: KLH conjugated synthetic peptide derived from human Frataxin: Rat, Pig, Cow, Chicken, Dog,
110-210/210. Horse)

Purification: affinity purified by Protein A

Concentration: 1mg/ml Predmted . 19kDa
Storage: 0.01M TBS (pH7.4) with 1% BSA, 0.02% Proclin300 and 50%
Glycerol. Subcellular
: o o . . Cytoplasm

Shipped at 4°C. Store at -20°C for one year. Avoid repeated Location:

freeze/thaw cycles.

Background: Friedreich ataxia is a progressive neurodegenerative disorder
caused by loss of function mutations in the frataxin gene. The
human frataxin gene maps to chromosome 9q13.The frataxin gene
encodes a mitochondrial protein of the same name. Frataxin
assembles into a stable homopolymer with iron-binding
capabilities. When expressed in E. Coli human frataxin binds iron
atoms at a rate of 10 iron atoms per 1 molecule of the frataxin
polymer. Thus, frataxin appears to function in some capacity for
iron-storage for the mitochondria. Frataxin may also function as an
activator of oxidative phosphorylation to increase mitochondrial
membrane potential and elevate cellular ATP. Frataxin is
expressed in tissues with high metabolic activity including heart,
liver and brown fat.
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Western blot analysis of FXN (arrow) using rabbit Paraformaldehyde-fixed, paraffin embedded
polyclonal FXN Antibody (C-term) . 293 cell (human lung carcinoma); Antigen retrieval by
lysates (2 ug/lane) either nontransfected (Lane boiling in sodium citrate buffer (pH6.0) for
1) or transiently transfected with the FXN gene 15min; Block endogenous peroxidase by 3%
(Lane 2). hydrogen peroxide for 20 minutes; Blocking

buffer (normal goat serum) at 37°C for 30min;
Antibody incubation with (Frataxin ) Polyclonal
Antibody, Unconjugated (bs-9601R) at 1:200
overnight at 4°C, followed by operating
according to SP Kit(Rabbit) (sp-0023)
instructionsand DAB staining.

Important Note: This product as supplied is intended for research use only, not for use in human, therapeutic or diagnostic applications.



