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Product Information

Application WB, IHC-P, IHC-F, IF
Primary Accession O43556
Other Accession O43556
Host Rabbit
Clonality Polyclonal
Calculated MW 49851
Physical State Liquid
Immunogen KLH conjugated synthetic peptide derived from human SGCE
Epitope Specificity 61-160/437
Isotype IgG
Purity affinity purified by Protein A

Buffer 0.01M TBS (pH7.4) with 1% BSA, 0.02% Proclin300 and 50% Glycerol.
SIMILARITY Belongs to the sarcoglycan alpha/epsilon family.
DISEASE Defects in SGCE are a cause of dystonia type 11 (DYT11) [MIM:159900]; also

known as myoclonic dystonia or alcohol-responsive dystonia. DYT11 is a
myoclonic dystonia. Dystonia is defined by the presence of sustained
involuntary muscle contractions, often leading to abnormal postures. DYT11
is characterized by involuntary lightning jerks and dystonic movements and
postures alleviated by alcohol. Inheritance is autosomal dominant. The age of
onset, pattern of body involvement, presence of myoclonus and response to
alcohol are all variable.

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

Background Descriptions This gene encodes the epsilon member of the sarcoglycan family.
Sarcoglycans are transmembrane proteins that are components of the
dystrophin-glycoprotein complex, which link the actin cytoskeleton to the
extracellular matrix. Unlike other family members which are predominantly
expressed in striated muscle, the epsilon sarcoglycan is more broadly
expressed. Mutations in this gene are associated with myoclonus-dystonia
syndrome. This gene is imprinted, with preferential expression from the
paternal allele. Alternatively spliced transcript variants encoding different
isoforms have been found for this gene.[provided by RefSeq, Oct 2010]

Additional Information

Gene ID  8910

Other Names DYT11; ESG; epsilon-SG; e-SG; SGCE_BOVIN; SGCE; SGCE_HUMAN;
SGCE_MOUSE; SGCE_RAT; sarcoglycan epsilon

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
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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.

Protein Information

Name  SGCE

Synonyms  ESG

Function  Component of the sarcoglycan complex, a subcomplex of the
dystrophin-glycoprotein complex which forms a link between the F-actin
cytoskeleton and the extracellular matrix.

Cellular Location Cell membrane, sarcolemma; Single- pass membrane protein. Cytoplasm,
cytoskeleton. Cell projection, dendrite. Golgi apparatus

Tissue Location  Ubiquitous.
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