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BACKGROUND

The human Ataxin-7 gene, also known as spinocerebellar ataxia 7 or SCA7,
maps to chromosome 3p14.1, has a 2,727-bp open reading frame, and en-
codes a 892 amino acid protein containing a nuclear localization signal and a
polyglutamine tract. SCA7 is an autosomal dominant neurodegenerative
disorder characterized by ataxia and selective neuronal cell loss caused by
the expansion of a translated CAG repeat encoding a polyglutamine tract in
Ataxin-7, which is the SCA7 gene product. Ataxin-7 is expressed within
neurons both affected and unaffected in SCA7 pathology with subcellular
localization being variable depending upon the neuronal subtype. Polyglut-
amine expanded in Ataxin-7 may carry out its pathogenic effects in the nucle-
us by altering the matrix-associated nuclear structure and/or by disrupting
nucleolar function.

REFERENCES

1. David, G., Abbas, N., Stevanin, G., Durr, A., Yvert, G., Cancel, G., Weber,
C., Imbert, G., Saudou, F., Mandel, J.L. and Brice, A. 1997. Cloning of the
SCA7 gene reveals a highly unstable CAG repeat expansion. Nat. Genet.
17: 65-70.

2. Kaytor, M.D., Duvick, L.A., Skinner, P.J., Koob, M.D., Ranum, L.P. and
Orr,H.T. 1999. Nuclear localization of the spinocerebellar ataxia type 7
protein, Ataxin-7. Hum. Mol. Genet. 8: 1657-1664.

3. La Spada, A.R., Fu, Y.H., Sopher, B.L., Libby, R.T., Wang, X., Li, L.Y., Einum,
D.D., Huang, J., Possin, D.E., Smith, A.C., Martinez, R.A., Koszdin, K.L.,
Treuting, P.M., Ware, C.B., Hurley, J.B., Ptacek, L.J. and Chen, S. 2001.
Polyglutamine-expanded Ataxin-7 antagonizes CRX function and induces
cone-rod dystrophy in a mouse model of SCA7. Neuron 31: 913-927.

4. Matilla, A., Gorbea, C., Einum, D.D., Townsend, J., Michalik, A., van
Broeckhoven, C., Jensen, C.C., Murphy, K.J., Ptacek, L.J. and Fu, Y.H. 2001.
Association of Ataxin-7 with the proteasome subunit S4 of the 19S regu-
latory complex. Hum. Mol. Genet. 10: 2821-2831.

5. Einum, D.D., Townsend, J.J., Ptacek, L.J. and Fu, Y.H. 2001. Ataxin-7
expression analysis in controls and spinocerebellar ataxia type 7
patients. Neurogenetics 3: 83-90.

6. Online Mendelian Inheritance in Man, OMIM™. 2001.Johns Hopkins
University, Baltimore, MD. MIM Number: 164500. World Wide Web URL:
http://www.ncbi.nlm.nih.gov/omim/

CHROMOSOMAL LOCATION

Genetic locus: ATXN7 (human) mapping to 3p14.1; Atxn7 (mouse) mapping
to 14 A1.

SOURCE

Ataxin-7 (C-21) is an affinity purified goat polyclonal antibody raised against
a peptide mapping near the N-terminus of Ataxin-7 of human origin.

STORAGE

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

APPLICATIONS

Ataxin-7 (C-21) is recommended for detection of Ataxin-7 of human and, to
a lesser extent, mouse and rat origin by Western Blotting (starting dilution
1:200, dilution range 1:100-1:1000), 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).

Ataxin-7 (C-21) is also recommended for detection of Ataxin-7 in additional
species, including equine and avian.

Suitable for use as control antibody for Ataxin-7 siRNA (h): sc-40360,
Ataxin-7 siRNA (m): sc-40361, Ataxin-7 shRNA Plasmid (h): sc-40360-SH,
Ataxin-7 shRNA Plasmid (m): sc-40361-SH, Ataxin-7 shRNA (h) Lentiviral
Particles: sc-40360-V and Ataxin-7 shRNA (m) Lentiviral Particles:
sc-40361-V.

RECOMMENDED SECONDARY REAGENTS

To ensure optimal results, the following support (secondary) reagents are
recommended: 1) Western Blotting: use donkey anti-goat IgG-HRP: sc-2020
(dilution range: 1:2000-1:100,000) or Cruz Marker™ compatible donkey
anti-goat IgG-HRP: sc-2033 (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) Immunofluo-
rescence: use donkey anti-goat IgG-FITC: sc-2024 (dilution range: 1:100-
1:400) or donkey anti-goat IgG-TR: sc-2783 (dilution range: 1:100-1:400)
with UltraCruz™ Mounting Medium: sc-24941.

RESEARCH USE

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


