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|[BACKGROUND

| [APPLICATIONS

PCCA (propionyl coenzyme A carboxylase, o polypeptide) is a 703 amino acid

protein that localizes to the mitochondrion matrix. PCCA is a mitochondrial,

biotin-dependent enzyme involved in the catabolism of branched chain amino

acids, odd chain fatty acids and ather metabolites. PCCA is responsible for the
formation of carboxybiotin upon hydrolysis of ATP and contains a C-terminal
biatin-binding domain and a biotin carboxylase domain. Inherited mutations in
the gene that encodes PCCA result in a deficiency of the protein, which leads

to propionic acidemia (PA), an autosomal recessive inborn error in the catabo-
lism of methionine, isoleucine, threonine, valine, odd-numbered chain length
fatty acids and cholesterol. Two isoforms exist due to alternative splicing

events.
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| CHROMOSOMAL LOCATION

Genetic locus: Pcca (mouse) mapping to 14 E5.

[PRODUCT

PCCA (m2): 293T Lysate represents a lysate of mouse PCCA transfected 293T

cells and is provided as 100 pg protein in 200 pl SDS-PAGE buffer.

|STORAGE

Store at -20° C. Repeated freezing and thawing should be minimized. Sample
vial should be boiled once prior to use. Non-hazardous. No MSDS required.

PCCA (m2): 293T Lysate is suitable as a Western Blotting positive control for
mouse reactive PCCA antibodies.

Control 293T Lysate: sc-117752 is available as a Western Blotting negative
control lysate derived from non-transfected 293T cells.

PCCA (D-5): sc-374341 is recommended as a positive control antibody for
Western Blot analysis of enhanced mouse PCCA expression in PCCA trans-
fected 293T cells (starting dilution 1:100, dilution range 1:100-1:1,000).

IRECOMMENDED SUPPORT REAGENTS

|

To ensure optimal results, the following support reagents are recommended:
1) Westemn Blotting: use m-IgGk BP-HRP: sc-516102 or m-IgGk BP-HRP (Cruz
Marker): sc-516102-CM (dilution range: 1:1000-1:10000), Cruz Marker™
Molecular Weight Standards: sc-2035, UltraCruz” Blocking Reagent:
sc-516214 and Western Blotting Luminol Reagent: sc-2048.
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PCCA (D-5): sc-374341. Western blot analysis of PCCA
expression in non-transfected: sc-117752 (A) and
mouse PCCA transfected: sc-122423 (B) 293T whole
cell lysates.

PCCA (F-4): sc-376428. Western blot analysis of PCCA
expression in non-transfected: sc-117752 (A) and
mouse PCCA transfected: sc-122423 (B) 293T whole
cell lysates.

|RESEARCH USE

For research use only, not for use in diagnostic procedures.

[PROTOCOLS

See our web site at www.scbt.com for detailed protocols and support
products.
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