SANTA CRUZ BIOTECHNOLOGY, INC.

REP-1 (I-19): sc-14761

BIOTECHNOLOGY

The Power to Question

|BACKGROUND | |PRODUCT
Newly synthesized Rab proteins are bound to Rab escort proteins (REPs) Each vial contains 200 pg IgG in 1.0 ml of PBS with < 0.1% sodium azide
and presented to the Rab geranylgeranyltransferase (GGTase) type II, which and 0.1% gelatin.

mediates the prenylation of Rab proteins on two carboxy terminal cysteine
residues. Rab GGTase only recognizes Rab proteins as a substrate when they
are bound to REP. REP remains complexed with Rab until it is transported to

Blocking peptide available for competition studies, sc-14761 P, (100 pg
peptide in 0.5 ml PBS containing < 0.1% sodium azide and 0.2% BSA).

the appropriate subcellular membrane, although is it still unclear whether REP | APPLICATIONS
participates in this targeting. Two isoforms of the REP gene have been isolated,

REP-1 and REP-2. The REP-1 gene, located on chromosome Xq21.2, is prone  REP-1(I-19) is recommended for detection of REP-1 of mouse, rat and
to a wide variety of mutations, including nonsense, frameshift and splice-site human origin by Western Blotting (starting dilution 1:200, dilution range
mutations and deletions. In patients with choroideraemia (CHM), mutationsin ~ 1:100-1:1000), immunofluorescence (starting dilution 1:50, dilution range
the REP-1 gene result in progressive dystrophy of the choroid, retinal pigment 1:50-1:500) and solid phase ELISA (starting dilution 1:30, dilution range
epithelium and retina. CHM is an X-linked hereditary eye disease that leads ~ 1:30-1:3000).

to blindness later in life. REP-2 is able to bind to several Rab proteins with the REP-1 (119 is also recommended for detection of REP-1 in additional
same affinity as REP-1 and may act a substitute for REP-1 to prevent wide- species, including equine, canine, bovine and porcine.

spread tissue abnormalities in patients with CHM. ] ) )
Suitable for use as control antibody for REP-1 siRNA (h): sc-41804, REP-1

| REFERENCES | siRNA(m): sc-41805, REP-1 shRNA Plasmid (h): s_c_—41804—_SH, REP-1 shRNA
Plasmid (m): sc-41805-SH, REP-1 shRNA (h) Lentiviral Particles: sc-41804-V
and REP-1 shRNA (m) Lentiviral Particles: sc-41805-V.
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[PROTOCOLS

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

Genetic locus: CHM (human) mapping to Xg21.2; Chm (mouse) mapping

to X E1.

[SOURCE | MONOS

REP-1 (I-19) is an affinity purified goat polyclonal antibody raised against Satisfation
a peptide mapping within an internal region of REP-1 of human origin. Guaranteed

Try REP-1 (2F1): sc-23905, our highly recommended
monoclonal alternative to REP-1 (I-19).
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