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HER Recombinant protein fragment corresponding to a region within amino acids 1 and 185 of Human
HMGCL (NP_000182).

L pagic WB: 293T, A431, H1299, HelLa, HepG2, MOLT4 and Raiji cell lysates ICC/IF: HeLa cells

HEAUH The Life Science industry has been in the grips of a reproducibility crisis for a number of years.
Abcam is leading the way in addressing this with our range of recombinant monoclonal antibodies
and knockout edited cell lines for gold-standard validation. Please check that this product meets
your needs before purchasing.
If you have any questions, special requirements or concerns, please send us an inquiry and/or
contact our Support team ahead of purchase. Recommended alternatives for this product can be
found below, along with publications, customer reviews and Q&As
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FI B Shipped at 4°C. Upon delivery aliquot. Store at-20°C or -80°C. Avoid freeze / thaw cycle.

FHBk pH: 7.00
Preservative: 0.01% Thimerosal (merthiolate)
Constituents: 1.21% Tris, 0.75% Glycine, 10% Glycerol (glycerin, glycerine)

L2y 3 Immunogen affinity purified

2L i Purified by antigen affinity chromatography.
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1/500 - 1/3000. Predicted molecular weight: 34 kDa.

1/100 - 1/200.

Involved in the catabolism of branched amino acids such as leucine.
Fibroblasts, liver and lymphoblasts.

Metabolic intermediate metabolism; (S)-3-hydroxy-3-methylglutaryl-CoA degradation;
acetoacetate from (S)-3-hydroxy-3-methylglutaryl-CoA: step 1/1.

Defects in HMGCL are the cause of 3-hydroxy-3-methylglutaryl-CoA lyase deficiency (HMGCLD)
[MIM:246450]; also known as hydroxymethylglutaricaciduria or HL deficiency. An autosomal
recessive disease affecting ketogenesis and L-leucine catabolism. The disease usually appears
in the first year of life after a fasting period and its clinical acute symptoms include vomiting,
seizures, metabolic acidosis, hypoketotic hypoglycemia and lethargy. These symptoms
sometimes progress to coma, with fatal outcome in some cases.

Belongs to the HMG-CoA lyase family.

Mitochondrion matrix.

Anti-HMGCL antibody (ab97293) at 1/3000 dilution + H1299 whole
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Westem blot - Anti-HMGCL antibody (ab97293)
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ab97293, at a 1/200 dilution, staining HMGCL in paraformaldehyde
fixed HeLa by Immunofluorescence analysis.

The lower image was merged with DNA probe.

Immunocytochemistry/ Immunofluorescence - Anti-

HMGCL antibody (ab97293)

Please note: Al 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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