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FERHE © miR18121

YEXEFR : IDUA

SRR - CEEMERR EhAK R Kb

B 4 : AlphaLiduronidase; IDA; Iduronidase alpha L; MPS1.
BRI : R AR e (EEES dIRRAURE
BUASRYE :  Rabbit

SEMERA ;. Polyclonal

ZXJRBL : Human, Mouse,

FEMBA : ELISA=1:500-1000 IHC-P=1:400-800 IHC-F=1:400-800 ICC=1:100-500 IF=1:100-500 (A7#E] 7
(WEANEEF=D)
not yet tested in other applications.

optimal dilutions/concentrations should be determined by the end user.
% F B : 70kDa

MfsehL : WK

L3 M :  Lyophilized or Liquid

w o OE: 1mg/ml

4% % B : KLH conjugated synthetic peptide derived from human IDUA:561-653/653
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bI4 B 166
aifh e ¢ affinity purified by Protein A
f& FF ¥ : 0.01M TBS(pH7.4) with 1% BSA, 0.03% Proclin300 and 50% Glycerol.

RFEL&A: : Store at -20 ° C for one year. Avoid repeated freeze/thaw cycles. The lyophilized antibody is
stable at room temperature for at least one month and for greater than a year when kept at -20° C. When
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.
PubMed: PubMed

FERA4E :© This gene encodes an enzyme that hydrolyzes the terminal alpha-L-iduronic acid residues of two
glycosaminoglycans, dermatan sulfate and heparan sulfate. This hydrolysis is required for the lysosomal
degradation of these glycosaminoglycans. Mutations in this gene that result in enzymatic deficiency lead to the

autosomal recessive disease mucopolysaccharidosis type | (MPS I). [provided by RefSeq, Jul 2008]

Function:

IDUA is an enzyme that hydrolyzes the terminal alpha-L-iduronic acid residues of two glycosaminoglycans,
dermatan sulfate and heparan sulfate. This hydrolysis is required for the lysosomal degradation of these
glycosaminoglycans. Defects in IDUA are the cause of mucopolysaccharidosis type 1H (MPS1H) also known as
Hurler syndrome, mucopolysaccharidosis type 1H/S (MPS1H/S) also known as Hurler-Scheie syndrome and
mucopolysaccharidosis type 1S (MPS1S) also known as Scheie syndrome. MPS1S is a mild form whilst MPS1H is a
severe form of this rare lysosomal storage disease characterized by progressive physical deterioration with

urinary excretion of dermatan sulfate and heparan sulfate.

Subunit:

Monomer.

Subcellular Location:

Lysosome
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Tissue Specificity:

Ubiquitous.

Similarity:

Belongs to the glycosyl hydrolase 39 family.

SWISS:

P35475

Gene ID:

3425

Important Note:

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

applications.



