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BACKGROUND

Paraplegin, also known as SPG7 (spastic paraplegia protein 7), CAR, CMAR or
PGN, is a 795 amino acid metalloprotease that is a member of the AAA pro-
tein family. Localized to the mitochrondrial membrane and expressed through-
out the body, Paraplegin is a multi-pass membrane protein that is thought to
be involved in signal transduction and chaperone-like activities in the mito-
chrondria. Defects in the gene encoding Paraplegin are the cause of spastic
paraplegia type 7 (SPG7), a form of autosomal recessive hereditary spastic
paraplegia (AR-HSP). HSPs are degenerative spinal cord disorders that are
characterized by muscle spasms, stiffness in the legs and, in some cases, in-
continence. Recent studies suggest that SPG7 may be a mitochondrial-based
disease, as mutations in the Paraplegin gene lead to ragged-red fibers, oxi-
dase-negative fibers and intense succinate dehydrogenase-stained areas of
the mitochrondria. These mitochondrial dysfunctions lead to axonal degener-
ation and impaired axonal transport, thus causing the neurodegeneration
seen in HSPs.

CHROMOSOMAL LOCATION

Genetic locus: SPG7 (human) mapping to 16q24.3; Spg7 (mouse) mapping
to 8 E1.

SOURCE

Paraplegin (H-180) is a rabbit polyclonal antibody raised against amino acids
131-310 mapping within an internal region of Paraplegin of human origin.

PRODUCT

Each vial contains 200 µg IgG in 1.0 ml of PBS with < 0.1% sodium azide
and 0.1% gelatin.

STORAGE

Store at 4° C, **DO NOT FREEZE**. Stable for one year from the date of
shipment. Non-hazardous. No MSDS required.

APPLICATIONS

Paraplegin (H-180) is recommended for detection of Paraplegin of mouse, rat
and human origin by Western Blotting (starting dilution 1:200, dilution range
1:100-1:1000), immunoprecipitation [1-2 µg per 100-500 µg of total protein
(1 ml of cell lysate)], immunofluorescence (starting dilution 1:50, dilution
range 1:50-1:500) and solid phase ELISA (starting dilution 1:30, dilution
range 1:30-1:3000).

Suitable for use as control antibody for Paraplegin siRNA (h): sc-62755,
Paraplegin siRNA (m): sc-62756, Paraplegin shRNA Plasmid (h): sc-62755-SH,
Paraplegin shRNA Plasmid (m): sc-62756-SH, Paraplegin shRNA (h) Lentiviral
Particles: sc-62755-V and Paraplegin shRNA (m) Lentiviral Particles:
sc-62756-V.

Molecular Weight of Paraplegin isoform 1: 88 kDa.

Molecular Weight of Paraplegin isoform 2: 54 kDa.

Positive Controls: Rat skeletal muscle tissue extract.

RECOMMENDED SECONDARY REAGENTS

To ensure optimal results, the following support (secondary) reagents are
recommended: 1) Western Blotting: use goat anti-rabbit IgG-HRP: sc-2004
(dilution range: 1:2000-1:100,000) or Cruz Marker™ compatible goat anti-
rabbit IgG-HRP: sc-2030 (dilution range: 1:2000-1:5000), Cruz Marker™
Molecular Weight Standards: sc-2035, TBS Blotto A Blocking Reagent:
sc-2333 and Western Blotting Luminol Reagent: sc-2048. 2) Immunoprecip-
itation: use Protein A/G PLUS-Agarose: sc-2003 (0.5 ml agarose/2.0 ml).
3) Immunofluorescence: use goat anti-rabbit IgG-FITC: sc-2012 (dilution
range: 1:100-1:400) or goat anti-rabbit IgG-TR: sc-2780 (dilution range:
1:100-1:400) with UltraCruz™ Mounting Medium: sc-24941.

DATA

RESEARCH USE

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

PROTOCOLS

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

Paraplegin (H-180): sc-135026. Western blot analysis
of Paraplegin expression in rat skeletal muscle tissue
extract (A) and human recombinant Paraplegin fusion
protein (B).
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Try Paraplegin (C-5): sc-514393, our highly
recommended monoclonal alternative to Paraplegin
(H-180).


