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BACKGROUND

Progerias are rare genetic diseases characterized by premature aging including: retarded growth, osteoporosis, alopecia, and ultimately
occlusive vascular disease. Many progeriod disorders are caused by mutations that lead to the accumulation of a lipid-modified form of
prelamin A (farnesyl-prelamin A), resulting in a disruption of the cell nucleus. Zmpste24 is a mammalian integral membrane metalloproteinase
that is critical for the processing of farnesylated proteins containing the carboxyl-terminal CAAX motif. Zmpste24, an ortholog of the yeast
protein Ste24p, acts as an endoprotease by cleaving the 15 amino acids from the C terminus of prelamin A (including the farnesyl group),

releasing mature lamin A.

INNOVATION

UCLA researchers have developed Zmpste24 knockout mice in order to determine the developmental and biochemical roll of Zmpste24.
Zmpste24 -/- mice have retarded growth, hair loss, muscle weakness, spontaneous bone fracture, and shortened life spans. Zmpste24
deficient cells demonstrate the accumulation of wildtype farnesyl-prelamin A along the nuclear envelope, leading to misshapen nuclei.
Researchers continue to utilize the Zmpste24 knockout mice to further understand the mechanism of progerias and ultimately provide

treatment options for patients.

RELATED MATERIALS

A protein farnesyltransferase inhibitor ameliorates disease in a mouse model of progeria. Science 2006.
Zmpste24 deficiency in mice causes spontaneous bone fractures, muscle weakness, and a prelamin A processing defect. PNAS 2002.

Biochemical studies of Zmpste24-deficient mice. J Biol Chem. (2001)

OTHER INFORMATION

To complete a Ready-to-Sign Agreement for this case, please view this document. [PDF]

ADDITIONAL TECHNOLOGIES BY THESE INVENTORS

A New Mechanism For Hypertriglyceridemia In Humans
Monoclonal Antibodies Against GPIHBP1

Monoclonal Antibodies Against Prelamin A

Gateway to Innovation, Research and Entrepreneurship

UCLA Technology Development Group © 2013 - 2014, The Regents of the University of California
10889 Wilshire Blvd., Suite 920,Los Angeles,CA 90095 Terms of use

Permalink

CONTACT

UCLA Technology Development
Group

ncd@tdg.ucla.edu

tel: 310.794.0558.

INTRODUCING

UC TechAlerts

New technology matches delivered to

vour email af vour preferred schedule

Q SEARCH » & SAVESEARCH

INVENTORS
Young, Stephen G.

OTHER INFORMATION

KEYWORDS

compliant electrode, dielectric
elastomers, self-clearing, self-healing,
dielectric breakdown, discharge,
artificial muscles, mechanical

actuators, solution processable metal.

CATEGORIZED AS
Medical
Disease: Genetic Diseases
and Dysmorphic Syndromes
Research Tools
Research Tools

Animal Models

RELATED CASES

2007-222-0

Yy f @



https://techtransfer.universityofcalifornia.edu/NCD/Inquiry.aspx?campus=LA&TechID=20469
https://techtransfer.universityofcalifornia.edu/NCD/20469.html
http://tdg.ucla.edu/
http://tdg.ucla.edu/
http://techtransfer.universityofcalifornia.edu/default.aspx?campus=LA
http://tdg.ucla.edu/team/
http://www.ncbi.nlm.nih.gov/pubmed/16484451
http://www.ncbi.nlm.nih.gov/pubmed/12235369
http://www.ncbi.nlm.nih.gov/pubmed/11399759
http://oip.ucla.edu/sites/default/files/Mouse_Model_agmt_non_HHMI.pdf
https://techtransfer.universityofcalifornia.edu/NCD/Inquiry.aspx?TechID=20469
https://techtransfer.universityofcalifornia.edu/UCtechalerts
https://techtransfer.universityofcalifornia.edu/categories.aspx?id=10
https://techtransfer.universityofcalifornia.edu/categories.aspx?id=88
https://techtransfer.universityofcalifornia.edu/categories.aspx?id=88
https://techtransfer.universityofcalifornia.edu/categories.aspx?id=102
https://techtransfer.universityofcalifornia.edu/categories.aspx?id=13
https://techtransfer.universityofcalifornia.edu/categories.aspx?id=114
https://techtransfer.universityofcalifornia.edu/NCD/29942.html?int_campaign=Inventors-Other-Tech-section
https://techtransfer.universityofcalifornia.edu/NCD/23751.html?int_campaign=Inventors-Other-Tech-section
https://techtransfer.universityofcalifornia.edu/NCD/23752.html?int_campaign=Inventors-Other-Tech-section
https://ucop.edu/terms/index.html
https://twitter.com/UCLAinvents
https://facebook.com/UCLAinvents
https://www.youtube.com/uclaresearch
https://www.linkedin.com/groupRegistration?gid=3399
https://tdg.ucla.edu/news.xml

https://tdg.ucla.edu Privacy Notice

Tel: 310.794.0558 | Fax: 310.794.0638 | ncd@tdg.ucla.edu



https://tdg.ucla.edu/
https://techtransfer.universityofcalifornia.edu/privacy.html

