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Product Information

Application
Reactivity
Predicted

Host

Clonality

Physical State
Immunogen
Epitope Specificity
Isotype

Purity

Buffer
SUBCELLULAR LOCATION

DISEASE

Important Note

Background Descriptions

Additional Information

WB, IHC-P, IHC-F, IF

Mouse

Rat, Pig, Human, Chicken

Rabbit

Polyclonal

Liquid

KLH conjugated synthetic peptide derived from mo NPC1/Niemann Pick C1
1181-1278/1287

IgG

affinity purified by Protein A

0.01M TBS (pH7.4) with 1% BSA, 0.02% Proclin300 and 50% Glycerol.

Late endosome membrane; Multi-pass membrane protein. Lysosome
membrane; Multi-pass membrane protein.

Defects in NPC1 are the cause of Niemann-Pick disease type C1 (NPC1)
[MIM:257220]. A lysosomal storage disorder that affects the viscera and the
central nervous system. It is due to defective intracellular processing and
transport of low-density lipoprotein derived cholesterol. It causes
accumulation of cholesterol in lysosomes, with delayed induction of
cholesterol homeostatic reactions. Niemann-Pick disease type C1 has a highly
variable clinical phenotype. Clinical features include variable
hepatosplenomegaly and severe progressive neurological dysfunction such as
ataxia, dystonia and dementia. The age of onset can vary from infancy to late
adulthood. An allelic variant of Niemann-Pick disease type C1 is found in
people with Nova Scotia ancestry. Patients with the Nova Scotian clinical
variant are less severely affected.

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

This gene encodes a large protein that resides in the limiting membrane of
endosomes and lysosomes and mediates intracellular cholesterol trafficking
via binding of cholesterol to its N-terminal domain. It is predicted to have a
cytoplasmic C-terminus, 13 transmembrane domains, and 3 large loops in the
lumen of the endosome - the last loop being at the N-terminus. This protein
transports low-density lipoproteins to late endosomal/lysosomal
compartments where they are hydrolized and released as free cholesterol.
Defects in this gene cause Niemann-Pick type C disease, a rare autosomal
recessive neurodegenerative disorder characterized by over accumulation of
cholesterol and glycosphingolipids in late endosomal/lysosomal
compartments.[provided by RefSeq, Aug 2009].
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Dilution WB=1:500-2000,IHC-P=1:100-500,IHC-F=1:100-500,IF=1:100-500
Storage Store at -20 °C for one year. Avoid repeated freeze/thaw cycles. When

reconstituted in sterile pH 7.4 0.01M PBS or diluent of antibody the antibody
is stable for at least two weeks at 2-4 °C.

Background

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

Images
Sample: Liver (Mouse) Lysate at 40 ug
__@ Primary: Anti-NPC1 (AP94557) at 1/300 dilution
WV Secondary: IRDye800CW Goat Anti-Rabbit IgG at 1/20000
dilution
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Paraformaldehyde-fixed, paraffin embedded (Mouse
: Cerebellum); Antigen retrieval by boiling in sodium citrate
. ag buffer (pH6.0) for 15min; Block endogenous peroxidase
2 by 3% hydrogen peroxide for 20 minutes; Blocking buffer
(normal goat serum) at 37°C for 30min; Antibody
il g E ot e htg B g S incubation with (NPC1) Polyclonal Antibody,
el o S e Ry e O Unconjugated (AP94557) at 1:400 overnight at 4°C,
Almie bt B T R b B followed by operating according to SP Kit(Rabbit)
(sp-0023) instructionsand DAB staining.

Please note: All products are 'FOR RESEARCH USE ONLY. NOT FOR USE IN DIAGNOSTIC OR THERAPEUTIC PROCEDURES'.
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