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Applications:
W

Reactivity:
H M R

Sensitivity:
Endogenous

MW (kDa):
49

Source/Isotype:
Rabbit

UniProt ID:
#Q96LT7

Entrez-Gene Id:
203228

Product Usage
Information

Application Dilution
Western Blotting 1:1000

Storage Supplied in 10 mM sodium HEPES (pH 7.5), 150 mM NaCl, 100 µg/ml BSA and 50% glycerol. Store at –
20°C. Do not aliquot the antibody.

Speci�city/Sensitivity C9orf72 Antibody recognizes endogenous levels of total C9orf72 protein.

Source / Puri�cation Polyclonal antibodies are produced by immunizing animals with a synthetic peptide corresponding to
residues surrounding Ala202 of human C9orf72 protein. Antibodies are puri�ed by protein A and
peptide a�nity chromatography.

Background The expansion of hexanucleotide GGGGCC repeats in the C9orf72 gene causes chromosome 9p-linked
neurodegenerative diseases amyotrophic lateral sclerosis (ALS) and frontotemporal dementia (FTD)
(1,2). The speci�c mechanism by which of these repeats contributes to disease etiology is currently an
active area of investigation (3). Several gain of function mechanisms have been proposed. These
mechanisms include toxicity from C9orf72 RNA containing the hexanucleotide repeats (4) and toxicity
generated from dipeptide repeat proteins produced by repeat-associated non-ATG translation (5). In
addition to gain of function mechanisms, the genetic hexanucleotide repeat expansions may cause a
loss of function of the C9orf72 protein. C9orf72 contains a predicted DENN (di�erentially expressed in
normal and neoplastic cells) domain that typically functions as guanine exchange factors for Rab
GTPases, proteins that play key regulatory roles in membrane tra�cking (6). Consistent with C9orf72
normally functioning in membrane tra�cking, biochemical and genetic studies revealed that C9orf72
forms a protein complex with Sim-Magenis chromosome region 8 (SMCR8) and WD repeat-containing
protein 41 (WDR41) to regulate the autophagy-lysosomal pathway (7), suggesting that C9orf72-
dependent alterations in the autophagy-lysosomal pathway might contribute to ALS/FTD pathology.

Background References 1. DeJesus-Hernandez, M. et al. (2011) Neuron 72, 245-56.
2. Renton, A.E. et al. (2011) Neuron 72, 257-68.
3. Balendra, R. and Isaacs, A.M. (2018) Nat Rev Neurol 14, 544-58.
4. Zhang, Y.J. et al. (2019) Science 363, pii: eaav2606. doi: 10.1126/science.aav2606.
5. Cleary, J.D. et al. (2018) J Biol Chem 293, 16127-41.
6. Amick, J. and Ferguson, S.M. (2017) Tra�c 18, 267-76.
7. Sullivan, P.M. et al. (2016) Acta Neuropathol Commun 4, 51.

Species Reactivity Species reactivity is determined by testing in at least one approved application (e.g., western blot).

Western Blot Bu�er IMPORTANT: For western blots, incubate membrane with diluted primary antibody in 5% w/v BSA, 1X
TBS, 0.1% Tween® 20 at 4°C with gentle shaking, overnight.

Applications Key W: Western Blotting

Cross-Reactivity Key H: Human M: Mouse R: Rat

Trademarks and Patents Cell Signaling Technology is a trademark of Cell Signaling Technology, Inc.

All other trademarks are the property of their respective owners. Visit cellsignal.com/trademarks for
more information.

Limited Uses Except as otherwise expressly agreed in a writing signed by a legally authorized representative of CST,
the following terms apply to Products provided by CST, its a�liates or its distributors. Any Customer's
terms and conditions that are in addition to, or di�erent from, those contained herein, unless
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separately accepted in writing by a legally authorized representative of CST, are rejected and are of no
force or e�ect.

Products are labeled with For Research Use Only or a similar labeling statement and have not been
approved, cleared, or licensed by the FDA or other regulatory foreign or domestic entity, for any
purpose. Customer shall not use any Product for any diagnostic or therapeutic purpose, or otherwise in
any manner that con�icts with its labeling statement. Products sold or licensed by CST are provided for
Customer as the end-user and solely for research and development uses. Any use of Product for
diagnostic, prophylactic or therapeutic purposes, or any purchase of Product for resale (alone or as a
component) or other commercial purpose, requires a separate license from CST. Customer shall (a) not
sell, license, loan, donate or otherwise transfer or make available any Product to any third party,
whether alone or in combination with other materials, or use the Products to manufacture any
commercial products, (b) not copy, modify, reverse engineer, decompile, disassemble or otherwise
attempt to discover the underlying structure or technology of the Products, or use the Products for the
purpose of developing any products or services that would compete with CST products or services, (c)
not alter or remove from the Products any trademarks, trade names, logos, patent or copyright notices
or markings, (d) use the Products solely in accordance with CST Product Terms of Sale and any
applicable documentation, and (e) comply with any license, terms of service or similar agreement with
respect to any third party products or services used by Customer in connection with the Products.
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