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Had Anti-PDHA1 antibody [9H9AF5]

WS 0M Mouse monoclonal [SH9AF5] to PDHA 1

HkE Mouse

PIVr—v3y A ®HD: WB, ICC/IF, Flow Cyt

HxEN 3 Z#: Mouse, Rat, Cow, Human

RER Recombinant full length protein corresponding to Human PDHA1.

w"IFT47-2VFO-N Isolated mitochondria from Human, Bovine, Rat and Mouse hearts, HepG2 lysate; cultured, normal
Human embryonic lung fibroblasts (strain MRCS5); HL60 cells.

HEFR This antibody clone is manufactured by Abcam. If you require a custom buffer formulation or
conjugation for your experiments, please contact orders@abcam.com.
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
Product was previously marketed under the MitoSciences sub-brand.

Ha0RE

HaokE Liquid

BREHE Shipped at 4°C. Store at +4°C. Do Not Freeze.

Nyo7— pH: 7.5

Preservative: 0.02% Sodium azide
Constituent: HEPES buffered saline

REE IgG fraction
HEFHEGER) ab110330 was produced in vitro using hybridomas grown in serum-free medium, and then
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purified by biochemical fractionation.
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WB (6) Use a concentration of 1 pg/ml. Predicted molecular weight: 43
kDa.

ICC/IF 1) Use a concentration of 5 pug/ml.

(heat-induced antigen-retrieval improves signal)

Flow Cyt Use a concentration of 1 pug/ml.
ab170190 - Mouse monoclonal IgG1, is suitable for use as an
isotype control with this antibody.

-y HME#R

-3 The pyruvate dehydrogenase complex catalyzes the overall conversion of pyruvate to acetyl-CoA
and CO(2). It contains multiple copies of three enzymatic components: pyruvate dehydrogenase
(E1), dihydrolipoamide acetyltransferase (E2) and lipoamide dehydrogenase (E3).

HEgnRk Ubiquitous.

B EEE Defects in PDHA1 are a cause of pyruvate decarboxylase E1 component deficiency (PDHE1
deficiency) [MIM:312170]. PDHE1 deficiency is the most common enzyme defect in patients with
primary lactic acidosis. It is associated with variable clinical phenotypes ranging from neonatal
death to prolonged survival complicated by developmental delay, seizures, ataxia, apnea, and in
some cases to an X-linked form of Leigh syndrome (X-LS).

Defects in PDHA1 are the cause of X-linked Leigh syndrome (X-LS) [MIM:308930]. X-LS is an
early-onset progressive neurodegenerative disorder with a characteristic neuropathology
consisting of focal, bilateral lesions in one or more areas of the central nervous system, including
the brainstem, thalamus, basal ganglia, cerebellum, and spinal cord. The lesions are areas of
demyelination, gliosis, necrosis, spongiosis, or capillary proliferation. Clinical symptoms depend
on which areas of the central nervous system are involved. The most common underlying cause is
a defect in oxidative phosphorylation. LS may be a feature of a deficiency of any of the
mitochondrial respiratory chain complexes.

HMRABRE Mitochondrion matrix.
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Westem blot - Anti-PDHA1 antibody [9HOAF5]
(ab110330)
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Westem blot - Anti-PDHA1 antibody [9HOAF5]
(ab110330)

All lanes : Anti-PDHA1 antibody [9H9AF5] (ab110330) at 1 ug/ml

Lane 1 : Wild-type HeLa whole cell lysate
Lane 2 : PDHA1 knockout HeLa whole cell lysate
Lane 3 : HEK-293 whole cell lysate

Lysates/proteins at 20 ug per lane.

Predicted band size: 43 kDa
Observed band size: 43 kDa

Lanes 1 - 3: Merged signal (red and green). Green - ab110330
observed at 43 kDa. Red - loading control, ab52866, observed at
50 kDa.

ab110330 was shown to specifically react with PDHA1 in wild-type
Hela cells as signal was lost in PDHA1 knockout cells. Wild-type
and PDHA1 knockout samples were subjected to SDS-PAGE.
Ab110330 and ab52866 (Rabbit anti alpha Tubulin loading control)
were incubated overnight at 4°C at 1 ug/ml and 1/1000 dilution
respectively. Blots were developed with Goat anti-Mouse IgG H&L
(IRDye® 800CW) preabsorbed ab216772 and Goat anti-Rabbit IgG
H&L (IRDye®680RD) preabsorbed ab216777 secondary
antibodies at 1/20000 dilution for 1 hour at room temperature

before imaging.

All lanes : Anti-PDHA1 antibody [9H9AF5] (ab110330) at 1 pg/ml

Lane 1 : Isolated mitochondria from Human heart at 10 ug
Lane 2 : Isolated mitochondria from Bovine heart at 4 ug
Lane 3 : Isolated mitochondria from Rat heart at 10 ug
Lane 4 : Isolated mitochondria from Mouse heart at 10 pg

Lane 5 : hepG2 cell lysate at 20 pg

Predicted band size: 43 kDa


https://www.abcam.co.jp/ps/products/110/ab110330/Images/ab110330-349200-anti-pyruvatedehydrogenase-e1-alpha-subunit-antibody-9h9af5-westernblot-knock-out-hela-pdha1-hek293-human-lysates.jpg
https://www.abcam.co.jp/ab52866.html
https://www.abcam.co.jp/ab52866.html
https://www.abcam.co.jp/ab216772.html
https://www.abcam.co.jp/ab216777.html
https://www.abcam.co.jp/ps/products/110/ab110330/Images/ab110330-123644-anti-pyruvate-dehydrogenase-e1-alpha-subunit-antibody-9h9af5-western-blot.jpg

Immunocytochemistry/ Immunofluorescence - Anti-

PDHA1 antibody [9H9AF5] (ab110330)

Immunocytochemistry/ Immunofluorescence - Anti-

PDHA1 antibody [9H9AF5] (ab110330)

"This image is courtesy of an Abreview submitted by
George Allen’

Immunocytochemistry analysis using ab110330 at 5ug/ml staining
PDHA1 in cultured, normal Human embryonic lung fibroblasts
(strain MRC5) followed by AlexaFluor® 488 goat anti-mouse IgG1
secondary antibody (2 pg/ml).

Immunocytochemical analysis of SH-SY5Y human neuroblastoma

labeling PDHA1 with ab110330 at 1/500 dilution.
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Flow cytometric analysis using ab110330 at 1ug/ml staining
PDHA1 in HL60 cells (blue). Isotype control antibody (red).
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Flow Cytometry - Anti-PDHA1 antibody [9HOAF5]
(ab110330)

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.co.jp/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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