Cc~

COOKBIO#MBHR

Anti-HIBADH %Z REHiE

(ORXLNK{N -20°C i

FmiEl vd::|

EHRLH 3-BERTRUSHE

WB SRGENE
% HIBADH, mitochondrial, NSSATPL, EC 11.1.31,

MGC40361 s hER, KR
GER /NER HIBADH E48ZE R

Uniprot ID Q99L13 %L 1:500-1: 1000
FIrE 1gG

éﬂsﬁﬂ ) PEHM4#ER: 5

RFE | MWsFE  35kDa/30kDa

= 4

HIBADH is a 336 amino acid mitochondrial enzyme that catalyzes the NAD+-dependent, fEFEEM: BREIZHE -20°CTEE—F, #RR SRR,
reversible oxidization of 3-Hydroxyisobutyrate to methylmalonate semialdehyde, an fETFEMK: & 0.15% ProClin300 BAfE5I, 100 ug/mL &1
intermediate of valine catabolism. The enzyme functions as a homodimer between a pH of 7.0 EAREM 50%H MAVEA T MR,

and 10.0, with optimal activity between 8.8 and 9.0. It was previously hypothesized that defects
in the gene encoding HIBADH may be the cause of 3-Hydroxyisobutyric aciduria, a rare disorder
that is characterized by a variety of clinical manifestations such as neurodevelopmental
problems and dysmorphic features.
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8% Tri-Glycine/SWE SDS -PAGE.

WB #23ll HIBADH ZBH (55 K1335136).

Fdh: 42 RIPA BB (XS KSG2002)AMERIE H F.
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