
Instruction manual
本产品仅供研究使用，不用于临床诊断。

本公司提供的电子版本说明书仅供参考，实验请以收到的纸质手册为准。

Recombinant Human COL6A3 / Collagen-VI Protein (His tag)

产品货号: TP06770

第三版

别名:COL6A3

描述:This gene encodes the alpha-3 chain, one of the three alpha chains of type VI collagen, a beaded filament collagen found in
most connective tissues. The alpha-3 chain of type VI collagen is much larger than the alpha-1 and -2 chains. This difference in size
is largely due to an increase in the number of subdomains, similar to von Willebrand Factor type A domains, that are found in the
amino terminal globular domain of all the alpha chains. These domains have been shown to bind extracellular matrix proteins, an
interaction that explains the importance of this collagen in organizing matrix components. Mutations in the type VI collagen genes
are associated with Bethlem myopathy, a rare autosomal dominant proximal myopathy with early childhood onset. Mutations in this
gene are also a cause of Ullrich congenital muscular dystrophy, also referred to as Ullrich scleroatonic muscular dystrophy, an
autosomal recessive congenital myopathy that is more severe than Bethlem myopathy. Multiple transcript variants have been
identified, but the full-length nature of only some of these variants has been described.

配方:PBS

分子量:11.4 kDa

序列:

纯度:> 95% by HPLC

浓度:

内毒素:<1.0 EU per 1 ug of protein (determined by LAL method)

存储: +4°C 保存 (1-2 周). 长期保存在-20°C或者-70°C. 避免反复冻融.
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