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P 4 : Inner nuclear membrane protein Man1; LEM domain containing protein 3; LEM domain-containing

protein 3; LEMD3; MAN1_HUMAN.

BEFCGUR « MR iy REAMY FESES BxiIETRT RWEfEy

HUAEKIRE :  Rabbit

TEHESRAL : Polyclonal

XM : Human, Mouse, Rat, Rabbit,

FRRBIE ¢ ELISA=1:500-1000 IHC-P=1:400-800 IHC-F=1:400-800 ICC=1:100-500 IF=1:100-500 (f7 i) F 75
R

not yet tested in other applications.

optimal dilutions/concentrations should be determined by the end user.
2 F & : 100kDa
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e IR :  Lyophilized or Liquid

W E: img/ml
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4% % B : KLH conjugated synthetic peptide derived from human MAN1:401-500. 911
N4 it N T-{c]

alifk ¥k ¢ affinity purified by Protein A

f& FF ¥ : 0.01M TBS(pH7.4) with 1% BSA, 0.03% Proclin300 and 50% Glycerol.

ARFEL&AE © Store at -20 ° C for one year. Avoid repeated freeze/thaw cycles. The lyophilized antibody is
stable at room temperature for at least one month and for greater than a year when kept at -20° C. When
reconstituted in sterile pH 7.4 0.01M PBS or diluent of antibody the antibody is stable for at least two weeks at 2-

4 ° C.
PubMed: PubMed

P4 ¢ This locus encodes a LEM domain-containing protein. The encoded protein functions to antagonize
transforming growth factor-beta signaling at the inner nuclear membrane. Two transcript variants encoding
different isoforms have been found for this gene. Mutations in this gene have been associated with

osteopoikilosis, Buschke-Ollendorff syndrome and melorheostosis.[provided by RefSeq, Nov 2009]

Function:

Can function as a specific repressor of TGF-beta, activin, and BMP signaling through its interaction with the R-

SMAD proteins. Antagonizes TGF-beta-induced cell proliferation arrest.

Subcellular Location:

Nucleus inner membrane.

Tissue Specificity:

Heart, brain, placenta, lung, liver and skeletal muscle.

DISEASE:
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Defects in LEMD3 are the cause of Buschke-Ollendorff syndrome (BOS) [MIM:166700]; also known as
dermatoosteopoikilosis or disseminated dermatofibrosis with osteopoikilosis or dermatofibrosis lenticularis
disseminata with osteopoikilosis or osteopathia condensans disseminata. BOS refers to the association of
osteopoikilosis with disseminated connective-tissue nevi. Osteopoikilosis is a skeletal dysplasia characterized by a
symmetric but unequal distribution of multiple hyperostotic areas in different parts of the skeleton. Both elastic-
type nevi (juvenile elastoma) and collagen-type nevi (dermatofibrosis lenticularis disseminata) have been
described in BOS. Skin or bony lesions can be absent in some family members, whereas other relatives may have

both.
Defects in LEMD3 are a cause of melorheostosis (MEL) [MIM:155950].

Melorheostosis is a rare mesenchymal dysplasia and one of the sclerosing bone disorders. It is caused by a
developmental error, with a sclerotomal distribution, frequently involving one limb. It may be asymptomatic, but

pain, stiffness with limitation of motion, leg-length discrepancy and limb deformity may occur.

Similarity:

Contains 1 LEM domain.

SWISS:

Q9Y2U8

Gene ID:

23592

Important Note:

This product as supplied is intended for research use only, not for use in human, therapeutic or diagnostic

applications.



