
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 PHYH Protein

产品货号: TP06370

第三版

别名:LN1;LNAP1;PAHX;PHYH1;RD

描述:PHYH belongs to the family of iron(II)-dependent oxygenases, which typically incorporate one atom of dioxygen into the
substrate and one atom into the succinate carboxylate group. PHYH is expressed in liver, kidney, and T-cells, but not in spleen,
brain, heart, lung and skeletal muscle. It converts phytanoyl-CoA to 2-hydroxyphytanoyl-CoA. Defects in PHYH can cause Refsum
disease (RD). RD is an autosomal recessive disorder characterized clinically by a tetrad of abnormalities: retinitis pigmentosa,
peripheral neuropathy, cerebellar ataxia, and elevated protein levels in the cerebrospinal fluid (CSF). Patients exhibit accumulation
of the branched-chain fatty acid, phytanic acid, in blood and tissues.

配方:PBS

分子量:35.6 kDa

序列:Ser31-Leu338

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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