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|BACKGROUND | |CHROMOSOMAL LOCATION

CLNG, a 311 amino acid protein, has seven predicted transmembrane domains Genetic locus: CLN6 (human) mapping to 15¢23.
and is conserved across vertebrates. The CLNG6 protein localizes to the endo-

plasmic reticulum but contributes to lysosomal function. Mutations in the | PRODUCT

CLNG gene cause variant late-onset infantile neuronal ceroid lipofuscinosis CLNG (n): 293 Lysate represents a lysate of human CLNG transfected 293
(VLINCL), a lysosomal storage disorder marked by progressive mental deterio-  .qiis and is provided as 100 g protein in 200 ul SDS-PAGE buffer.
ration and blindness. VvLINCL is a type of neuronal ceroid lipofuscinose (NCL),

a group of severe inherited neurodegenerative disorders affecting children |APPLICATIONS

wherein lysosomes accumulate storage material, causing the death of neurons.

CLN6 is one of elght proteins, including CLN1, CLNZ, CLN3, CLN4, CLNS, CLN7 CLNG (h) 293 Lysate is suitable as a Western B|Ott|ng pOSitiVe control for
and CLN8. that are associated with NCL. human reactive CLN6 antibodies. Recommended use: 10-20 pl per lane.

Control 293 Lysate: sc-110760 is available as a Western Blotting negative
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1. Mole, S.E., et al. 2004. CLNG, which is associated with a lysosomal storage

disease, is an endoplasmic reticulum protein. Exp. Cell Res. 298: 399-406. | RESEARCH USE

2. Heine, C., et al. 2004. Defective endoplasmic reticulum-resident membrane For research use only, not for use in diagnostic procedures.

protein CLNG affects lysosomal degradation of endocytosed Arylsulfatase A.
J. Biol. Chem. 279: 22347-22352.

3. Oswald, M.J., et al. 2005. Glial activation spreads from specific cerebral
foci and precedes neurodegeneration in presymptomatic ovine neuronal
ceroid lipofuscinosis (CLN6). Neurobiol. Dis. 20: 49-63.

4. Mole, S.E., et al. 2005. Correlations between genotype, ultrastructural
morphology and clinical phenotype in the neuronal ceroid lipofuscinoses.
Neurogenetics 6: 107-126.

5. Siintola, E., et al. 2005. Two novel CLN6 mutations in variant late-infantile
neuronal ceroid lipofuscinosis patients of Turkish origin. Clin. Genet. 68:
167-173.

6. Teixeira, C.A., et al. 2006. Gene expression profiling in VLINCL CLNG-
deficient fibroblasts: Insights into pathobiology. Biochim. Biophys. Acta
1762: 637-646.

7. Tammen, ., et al. 2006. A missense mutation (c.184C>T) in ovine CLNG
causes neuronal ceroid lipofuscinosis in Merino sheep whereas affected
South Hampshire sheep have reduced levels of CLN6 mRNA. Biochim.
Biophys. Acta 1762: 898-905.

8. Houweling, PJ., et al. 2006. Radiation hybrid mapping of three candidate
genes for bovine neuronal ceroid lipofuscinosis: CLN3, CLN5 and CLNG.
Cytogenet. Genome Res. 115: 5-6.

9. Online Mendelian Inheritance in Man, OMIM™. 2006. Johns Hopkins
University, Baltimore, MD. MIM Number: 606725. World Wide Web URL:
http://www.ncbi.nlm.nih.gov/omim/

|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.

[PROTOCOLS |

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