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Recombinant Human Acid sphingomyelinase protein

Wheat germ

Full length protein
No

Recombinant

Human

66 kDa including tags
1to 364

MPRYGASLRQSCPRSGREQGQDGTAGAPGLLWMGLALA
LALALALALSDS
RVLWAPAEAHPLSPQGHPARLHRIVPRLRDVFGWGNLTC
PICKGLFTAIN
LGLKKEPNVARVGSVAIKLCNLLKIAPPAVCRSIVHLFEDD
MVEVWRRSV
LSPSEACGLLLGSTCGHWDIFSSWNISLPTVPKPPPKPPS
PPAPGAPVSR
ILFLTDLHWDHDYLEGTDPDCADPLCCRRGSGLPPASRP
GAGYWGEYSKC
DLPLRTLESLLSGLGPAGPFDMVYWTGDIPAHDVWHQTR
QDQLRALTTVT
ALVRKFLGPVPVYPAVGNHESTPVNSFPPPFIEGNHSSR
WLYEAMAKAWE PWLPAEALRTLRCI

Our Abpromise guarantee covers the use of ab132844 in the following tested applications.

The application notes include recommended starting dilutions; optimal dilutions/concentrations should be determined by the end user.

Applications

Western blot
SDS-PAGE
ELISA


https://www.abcam.com/products/proteins-peptides/recombinant-human-acid-sphingomyelinase-protein-ab132844.html?productWallTab=Abreviews
https://www.abcam.com/abpromise
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Liquid

Shipped on dry ice. Upon delivery aliquot and store at -80°C. Avoid freeze / thaw cycles.

pH: 8.00
Constituents: 0.31% Gilutathione, 0.79% Tris HCI

Reduced glutathione

Converts sphingomyelin to ceramide. Also has phospholipase C activities toward 1,2-
diacylglycerolphosphocholine and 1,2-diacylglycerolphosphoglycerol. Isoform 2 and isoform 3
have lost catalytic activity.

Defects in SMPD1 are the cause of Niemann-Pick disease type A (NPDA) [MIM:257200]; also
known as Niemann-Pick disease classical infantile form. It is an early-onset lysosomal storage
disorder caused by failure to hydrolyze sphingomyelin to ceramide. It results in the accumulation of
sphingomyelin and other metabolically related lipids in reticuloendothelial and other cell types
throughout the body, leading to cell death. Niemann-Pick disease type A is a primarily
neurodegenerative disorder characterized by onset within the first year of life, mental retardation,
digestive disorders, failure to thrive, major hepatosplenomegaly, and severe neurologic
symptoms. The severe neurological disorders and pulmonary infections lead to an early death,
often around the age of four. Clinical features are variable. A phenotypic continuum exists
between type A (basic neurovisceral) and type B (purely visceral) forms of Niemann-Pick disease,
and the intermediate types encompass a cluster of variants combining clinical features of both
types A and B.

Defects in SMPD1 are the cause of Niemann-Pick disease type B (NPDB) [MIM:607616]; also
known as Niemann-Pick disease visceral form. It is a late-onset lysosomal storage disorder
caused by failure to hydrolyze sphingomyelin to ceramide. It results in the accumulation of
sphingomyelin and other metabolically related lipids in reticuloendothelial and other cell types
throughout the body, leading to cell death. Clinical signs involve only visceral organs. The most
constant sign is hepatosplenomegaly which can be associated with puimonary symptoms.
Patients remain free of neurologic manifestations. However, a phenotypic continuum exists
between type A (basic neurovisceral) and type B (purely visceral) forms of Niemann-Pick disease,
and the intermediate types encompass a cluster of variants combining clinical features of both
types A and B. In Niemann-Pick disease type B, onset of the first symptoms occurs in early
childhood and patients can survive into adulthood.

Belongs to the acid sphingomyelinase family.
Contains 1 saposin B-type domain.

Lysosome.
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Please note: Al products are "FOR RESEARCH USE ONLY. NOT FOR USE IN DIAGNOSTIC PROCEDURES"

Our Abpromise to you: Quality guaranteed and expert technical support

e Replacement or refund for products not performing as stated on the datasheet
e Valid for 12 months from date of delivery

e Response to your inquiry within 24 hours

e We provide support in Chinese, English, French, German, Japanese and Spanish

e Extensive multi-media technical resources to help you

e We investigate all quality concerns to ensure our products perform to the highest standards

If the product does not perform as described on this datasheet, we will offer a refund or replacement. For full details of the Abpromise,
please visit https://www.abcam.com/abpromise or contact our technical team.

Terms and conditions

e Guarantee only valid for products bought direct from Abcam or one of our authorized distributors
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