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Recombinant Human HMBS/PBGD protein ab123176
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ab123176 is purified using conventional chromatography techniques.
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Our Abpromise guarantee covers the use of ab123176 in the following tested applications.

The application notes include recommended starting dilutions; optimal dilutions/concentrations should be determined by the end user.
R Mass Spectrometry
SDS-PAGE


http://www.uniprot.org/uniprot/P08397
https://www.abcam.cn/abpromise
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MALDI-TOF
Liquid

This product was previously labelled as HMBS

Shipped at 4°C. Store at +4°C short term (1-2 weeks). Upon delivery aliquot. Store at -20°C or -
80°C. Avoid freeze / thaw cycle.

pH: 8.00
Constituents: 0.02% DTT, 0.32% Tris HCI, 10% Glycerol (glycerin, glycerine), 0.58% Sodium
chloride

Tetrapolymerization of the monopyrrole PBG into the hydroxymethylbilane pre-uroporphyrinogen in
several discrete steps.

Isoform 1 is ubiquitously expressed. Isoform 2 is found only in erythroid cells.

Porphyrin metabolism; protoporphyrin-IX biosynthesis; coproporphyrinogen-lll from 5-
aminolevulinate: step 2/4.

Defects in HMBS are the cause of acute intermittent porphyria (AIP) [MIM:176000]. AIP is a form
of porphyria. Porphyrias are inherited defects in the biosynthesis of heme, resulting in the
accumulation and increased excretion of porphyrins or porphyrin precursors. They are classified
as erythropoietic or hepatic, depending on whether the enzyme deficiency occurs in red blood
cells or in the liver. AIP is an autosomal dominant form of hepatic porphyria characterized by
acute attacks of neurological dysfunctions with abdominal pain, hypertension, tachycardia, and
peripheral neuropathy. Most attacks are precipitated by drugs, alcohol, caloric deprivation,
infections, or endocrine factors.

Belongs to the HMBS family.

Cytoplasm.



15% SDS-PAGE analysis of ab123176 (3ug)
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SDS-PAGE - Recombinant Human HMBS/PBGD
protein (ab123176)

Please note: All products are "FOR RESEARCH USE ONLY. NOT FOR USE IN DIAGNOSTIC PROCEDURES"

Our Abpromise to you: Quality guaranteed and expert technical support

e Replacement or refund for products not performing as stated on the datasheet
e Valid for 12 months from date of delivery

e Response to your inquiry within 24 hours

e We provide support in Chinese, English, French, German, Japanese and Spanish
e Extensive multi-media technical resources to help you

e We investigate all quality concerns to ensure our products perform to the highest standards

If the product does not perform as described on this datasheet, we will offer a refund or replacement. For full details of the Abpromise,
please visit https://www.abcam.cn/abpromise or contact our technical team.

Terms and conditions

e Guarantee only valid for products bought direct from Abcam or one of our authorized distributors
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