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ERCC8 Antibody – Rabbit Polyclonal

PRODUCT OVERVIEW

Product Name ERCC8, Polyclonal Antibody

Full Product Name ERCC8 (Center) Rabbit pAb

Product Gene Name anti-ERCC8 antibody

Product Synonym Names DNA excision repair protein ERCC-8; Cockayne syndrome WD repeat protein CSA; ERCC8; CKN1; CSA

Clonality Polyclonal

Isotype Ig

Clone Number RB20950

Host Rabbit

Species Reactivity Human, Mouse

Form/Format Supplied in PBS with 0.09% (W/V) Sodium Azide. This antibody is purified through a protein A column, followed by

peptide affinity purification.

Purity/Purification Affinity Purified

OMIM gene 614621

3D Structure ModBase 3D Structure for Q13216

Immunogen This ERCC8 antibody is generated from rabbits immunized with a KLH conjugated synthetic peptide between 210-

238 amino acids from the central region of human ERCC8.

Cellular Localization Nucleus

ISO Certification Manufactured in an ISO 9001:2015 Certified Laboratory.

Applications Tested/Suitable for anti-
ERCC8 antibody

Western Blot (WB), Immunohistochemistry (IHC)

Application Notes for anti-ERCC8
antibody

WB: 1:1000

IHC: 1:50-100

Related Product Information for anti-
ERCC8 antibody

MBS8551382 is an antibody targeting ERCC8. Also known as ERCC8 (Center) Rabbit pAb. Reactive in Human,

Mouse. Host: Rabbit.

Other Notes Small volumes of anti-ERCC8 antibody vial(s) may occasionally become entrapped in the seal of the product vial

during shipment and storage. If necessary, briefly centrifuge the vial on a tabletop centrifuge to dislodge any liquid in

the container`s cap. Certain products may require to ship with dry ice and additional dry ice fee may apply.

ADDITIONAL DETAILS

NCBI/Uniprot data below describe general gene information for ERCC8. It may not necessarily be applicable to this product.

NCBI GI # 4557467

NCBI GeneID 1161

NCBI Accession # NP_000073.1

UniProt Primary Accession # Q13216

UniProt Related Accession # Q13216
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https://www.mybiosource.com/search/ercc8
http://modbase.compbio.ucsf.edu/modbase-cgi/index.cgi
http://salilab.org/modbase-cgi/model_search.cgi?searchkw=name&kword=Q13216
https://www.mybiosource.com/category/ercc8
http://www.ncbi.nlm.nih.gov/entrez/viewer.fcgi?db=protein&id=4557467
http://www.ncbi.nlm.nih.gov/sites/entrez?db=gene&cmd=Retrieve&dopt=full_report&list_uids=1161
http://www.ncbi.nlm.nih.gov/entrez/viewer.fcgi?val=NP_000073.1
http://www.uniprot.org/uniprot/Q13216
http://www.uniprot.org/uniprot/Q13216


GenBank Nucleotide # NP_000073.1

NCBI Official Full Name DNA excision repair protein ERCC-8 isoform 1

NCBI Official Synonym Full Names ERCC excision repair 8, CSA ubiquitin ligase complex subunit

NCBI Official Symbol ERCC8

NCBI Official Synonym Symbols CSA; CKN1; UVSS2

UniProt Protein Name DNA excision repair protein ERCC-8

UniProt Synonym Protein Names Cockayne syndrome WD repeat protein CSA

Protein Family DNA excision repair protein

UniProt Gene Name ERCC8

UniProt Synonym Gene Names CKN1; CSA

UniProt Entry Name ERCC8_HUMAN

NCBI Protein Information DNA excision repair protein ERCC-8

NCBI Summary for ERCC8 This gene encodes a WD repeat protein, which interacts with Cockayne syndrome type B (CSB) protein and with

p44 protein, a subunit of the RNA polymerase II transcription factor IIH. Mutations in this gene have been identified

in patients with hereditary disease Cockayne syndrome (CS). CS cells are abnormally sensitive to ultraviolet

radiation and are defective in the repair of transcriptionally active genes. Several transcript variants encoding

different isoforms have been found for this gene. [provided by RefSeq, Mar 2014]

UniProt Comments for ERCC8 ERCC8: Substrate-recognition component of the CSA complex, a DCX (DDB1-CUL4-X-box) E3 ubiquitin-protein

ligase complex, involved in transcription-coupled nucleotide excision repair. The CSA complex (DCX(ERCC8)

complex) promotes the ubiquitination and subsequent proteasomal degradation of ERCC6 in a UV-dependent

manner; ERCC6 degradation is essential for the recovery of RNA synthesis after transcription-coupled repair. It is

required for the recruitment of XAB2, HMGN1 and TCEA1/TFIIS to a transcription- coupled repair complex which

removes RNA polymerase II-blocking lesions from the transcribed strand of active genes. Defects in ERCC8 are the

cause of Cockayne syndrome type A (CSA). Cockayne syndrome is a rare disorder characterized by cutaneous

sensitivity to sunlight, abnormal and slow growth, cachectic dwarfism, progeroid appearance, progressive

pigmentary retinopathy and sensorineural deafness. There is delayed neural development and severe progressive

neurologic degeneration resulting in mental retardation. Two clinical forms are recognized: in the classical form or

Cockayne syndrome type 1, the symptoms are progressive and typically become apparent within the first few years

or life; the less common Cockayne syndrome type 2 is characterized by more severe symptoms that manifest

prenatally. Cockayne syndrome shows some overlap with certain forms of xeroderma pigmentosum. Unlike

xeroderma pigmentosum, patients with Cockayne syndrome do not manifest increased freckling and other

pigmentation abnormalities in the skin and have no significant increase in skin cancer. Defects in ERCC8 are the

cause of UV-sensitive syndrome type 2 (UVSS2). An autosomal recessive disorder characterized by cutaneous

photosensitivity and mild freckling in the absence of neurological abnormalities or skin tumors. 2 isoforms of the

human protein are produced by alternative splicing.

Protein type: DNA repair, damage; Helicase; Ubiquitin conjugating system

Chromosomal Location of Human Ortholog: 5q12.1

Cellular Component: nucleoplasm; nucleotide-excision repair complex; nuclear matrix; protein complex; nucleus

Molecular Function: DNA-dependent ATPase activity; protein binding; DNA helicase activity; ubiquitin-protein ligase

activity; protein complex binding

Biological Process: proteasomal ubiquitin-dependent protein catabolic process; protein autoubiquitination; positive

regulation of DNA repair; protein polyubiquitination; nucleotide-excision repair; transcription-coupled nucleotide-

excision repair; response to oxidative stress; DNA repair; response to DNA damage stimulus; response to X-ray;

response to UV

Disease: Cockayne Syndrome A; Uv-sensitive Syndrome 2
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http://www.ncbi.nlm.nih.gov/entrez/viewer.fcgi?val=NP_000073.1
https://www.mybiosource.com/proteins-family/dna-excision-repair-protein


Research Articles on ERCC8 1. 21 Han Chinese patients with Cockayne syndrome type A were investigated to identify mutations in

ERCC8/ERCC6, of which thirteen cases with CS-A were identified with the mutations of ERCC8. 5 types mutations

of ERCC8 were identified. Exon 4 rearrangement mutation and c.394_398delTTACA were the major mutations

present in Han Chinese patients with CS-A, and also discovered three novel mutations.

Precautions All of MyBioSource's Products are for scientific laboratory research purposes and are not for diagnostic,

therapeutics, prophylactic or in vivo use. Through your purchase, you expressly represent and warrant to

MyBioSource that you will properly test and use any Products purchased from MyBioSource in accordance with

industry standards. MyBioSource and its authorized distributors reserve the right to refuse to process any order

where we reasonably believe that the intended use will fall outside of our acceptable guidelines.

Disclaimer While every efforts were made to ensure the accuracy of the information provided in this datasheet, MyBioSource

will not be liable for any omissions or errors contained herein. MyBioSource reserves the right to make changes to

this datasheet at any time without prior notice.

It is the responsibility of the customer to report product performance issues to MyBioSource within 30 days of

receipt of the product. Please visit our Terms & Conditions page for more information.

Product Note Select online data sheet information is drawn from bioinformatics databases, occasionally resulting in ambiguous or

non-relevant product information. It is the responsibility of the customer to review, verify, and evaluate the

information to make sure it matches their requirements before purchasing the kit. Our ELISA Kit assays are dynamic

research tools and sometimes they may be updated and improved. If the format of this assay is important to you

then please request the current manual or contact our technical support team with a presales inquiry before placing

an order. We will confirm the current details of the assay. We cannot guarantee the sample manual posted online is

the most current manual, it is intended to serve as an example only. Please refer to the instructions For Use

provided with the assay kit for precise details.

For Research Use Only. Not for use in diagnostic or therapeutic procedures.

MyBioSource  |  Tel: +1.858.633.0165  |  Fax: +1.858.633.0166  |  mybiosource.com/contact-us
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