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IgG
Human;Mouse;Rat
WB

FBN1
Fibrillin-1

The antiserum was produced against synthesized peptide derived from human
Fibrillin-1. AA range:2811-2860

FBN1 Monoclonal Antibody detects endogenous levels of FBN1 protein.

Liquid in PBS containing 50% glycerol, 0.5% BSA and 0.02% sodium azide.

Monoclonal, Mouse,lgG

The antibody was affinity-purified from mouse antiserum by
affinity-chromatography using epitope-specific immunogen.
WB 1:500-2000

1 mg/ml
290%
-20°C/1 year

FBN1; FBN; Fibrillin-1

Secreted . Fibrillin-1 and Asprosin chains are still linked together during the
secretion from cells, but are subsequently separated by furin
(PubMed:24982166). .; [Fibrillin-1]: Secreted, extracellular space, extracellular
rp]atrilx .; [Asprosin]: Secreted . Secreted by white adipose tissue and circulates in
the plasma. .

Brain,Fibroblast,Liver,Placenta,

disease:Defects in FBN1 are a cause of isolated ectopia lentis (EL) [MIM:129600].
The symptoms of this autosomal dominant fibrillinopathy overlap with those of
Marfan syndrome, with the exclusion of the skeletal and cardiovascular
manifestations.,disease:Defects in FBN1 are a cause of Marfan syndrome (MFS)
[MIM:154700]. MFS is an autosomal dominant disorder that affects the skeletal,
ocular, and cardiovascular systems. A wide variety of skeletal abnormalities
occurs with MFS, including scoliosis, chest wall deformity, tall stature, abnormal
joint mobility. Ectopia lentis occurs in up to about 80% of MFS patients and is
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almost always bilateral. The leading cause of premature death in MFS patients is
progressive dilation of the aortic root and ascending aorta, causing aortic
incompetence and dissection. The majority of the more than 600 mutations in
FBN1 currently known are point mutations

Background This gene encodes a member of the fibrillin family of proteins. The encoded
preproprotein is proteolytically processed to generate two proteins including the
extracellular matrix component fibrillin-1 and the protein hormone asprosin.
Fibrillin-1 is an extracellular matrix glycoprotein that serves as a structural
component of calcium-binding microfibrils. These microfibrils provide
force-bearing structural support in elastic and nonelastic connective tissue
throughout the body. Asprosin, secreted by white adipose tissue, has been shown
to regulate glucose homeostasis. Mutations in this gene are associated with
Marfan syndrome and the related MASS phenotype, as well as ectopia lentis
syndrome, Weill-Marchesani syndrome, Shprintzen-Goldberg syndrome and
neonatal progeroid syndrome. [provided by RefSeq, Apr 2016],

matters needing Avoid repeated freezing and thawing!
attention
Usage suggestions This product can be used in immunological reaction related experiments. For

more information, please consult technical personnel.

Products Images

mouse-liver Western Blot analysis of various cells using FBN1
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