
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 PAH / PH Protein (415 Asn/Asp, His tag)

产品货号: TP07964

第三版

别名:PH;PKU;PKU1

描述:PAH (phenylalanine hydroxylase), also known as PH, belongs to the biopterin-dependent aromatic amino acid hydroxylase
family. It contains 1 ACT domain, N-terminal region of PAH is thought to contain allosteric binding sites for phenylalanine and to
constitute an "inhibitory" domain that regulates the activity of a catalytic domain in the C-terminal portion of the molecule. In
humans, PAH is expressed both in the liver and the kidney, and there is some indication that it may be differentially regulated in
these tissues. PAH catalyzes the hydroxylation of the aromatic side-chain of phenylalanine to generate tyrosine. It is one of three
members of the pterin-dependent amino acid hydroxylases, a class of monooxygenase that uses tetrahydrobiopterin and a non-
heme iron for catalysis. Defects in PAH are the cause of phenylketonuria (PKU). PKU is an autosomal recessive inborn error of
phenylalanine metabolism, due to severe phenylalanine hydroxylase deficiency. It is characterized by blood concentrations of
phenylalanine persistently above 1200 mumol.

配方:PBS

分子量:54 kDa

序列:Met 1-Lys 452

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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