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RER Recombinant full length protein within Human PAH. The exact immunogen sequence used to
generate this antibody is proprietary information. If additional detail on the immunogen is needed
to determine the suitability of the antibody for your needs, please contact our Scientific Support
team to discuss your requirements.

BA 4 x5 8 WB: Human liver tissue lysate; PAH transfected 293T cell lysate IHC-P: Human kidney tissue
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w A 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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FRBUEA Shipped at 4°C. Upon delivery aliquot and store at -20°C or -80°C. Avoid repeated freeze / thaw
cycles.

FHEK pH: 7.40
Constituent: 100% PBS
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https://www.abcam.cn/index.html?pageconfig=contactus

The Abpromise guarantee Abpromise ™z i% {R il Flab88740F LL T B4l 5. F
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R U8 IHC-P: Use at a concentration of 3 ug/ml. Antigen retrieval is recommended. Place sample in 1X

citrate buffer (pH 6.0) and microwave at 750W for 20 minutes, cool sample
WB: Use at a concentration of 1 ug/ml. Detects a band of approximately 50 kDa (predicted
molecular weight: 52 kDa).

Not yet tested in other applications.
Optimal dilutions/concentrations should be determined by the end user.

&R Amino-acid degradation; L-phenylalanine degradation; acetoacetate and fumarate from L-
phenylalanine: step 1/6.

EREX Defects in PAH are the cause of phenylketonuria (PKU) [MIM:261600]. PKU is an autosomal
recessive inborn error of phenylalanine metabolism, due to severe phenylalanine hydroxylase
deficiency. It is characterized by blood concentrations of phenylalanine persistently above 1200
mumol (normal concentration 100 mumol) which usually causes mental retardation (unless low
phenylalanine diet is introduced early in life). They tend to have light pigmentation, rashes similar
to eczema, epilepsy, extreme hyperactivity, psychotic states and an unpleasant 'mousy’ odor.
Defects in PAH are the cause of non-phenylketonuria hyperphenylalaninemia (Non-PKU HPA)
[MIM:261600]. Non-PKU HPA is a mild form of phenylalanine hydroxylase deficiency
characterized by phenylalanine levels persistently below 600 mumol, which allows normal
intellectual and behavioral development without treatment. Non-PKU HPA is usually caused by the
combined effect of a mild hyperphenylalaninemia mutation and a severe one.

Defects in PAH are the cause of hyperphenylalaninemia (HPA) [MIM:261600]. HPA is the mildest
form of phenylalanine hydroxylase deficiency.

FF 5148 8L 1 Belongs to the biopterin-dependent aromatic amino acid hydroxylase family.
Contains 1 ACT domain.


https://www.abcam.cn/abpromise
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Additional bands at: <15 kDa. We are unsure as to the identity of
15= these extra bands.

Westem blot - Anti-PAH antibody (ab88740)

1 2 All lanes : Anti-PAH antibody (ab88740) at 1 ug/ml
-
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:Z: - Lane 1 : PAH transfected 293T cell lysate
37— Lane 2 : Non transfected 293T cell lysate
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P Lysates/proteins at 25 ug per lane.

Predicted band size: 52 kDa
Westem blot - Anti-PAH antibody (ab88740) Observed band size: 50 kDa

g\ifg;“" B X " - ab88740, at 3 pg/ml, staining PAH in formalin fixed, paraffin
;,‘;!’4,. ";f." ) ;-J‘-T*‘r.';'- "'_r’- embedded Human kidney tissue by Immunoperoxidase/

Immunohistochemistry.

Immunohistochemistry (Formalin/PFA-fixed paraffin-
embedded sections) - Anti-PAH antibody (ab88740)

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

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


https://www.abcam.cn/abpromise
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