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    Location of mutations in Anderson’s Disease/Chylomicron Retention Disease
    STAR motif : Hydrophobic patch which facilitates the stable recruitment of both Sar1 and Sec23(GAP)/24 to the membrane and the recognition of mSec12. 

    Switch 1 region: Surface loop that is predicted to undergo conformational change upon GTP binding. Mg2+ is coordinated by the ( phosphate of GTP and the hydroxyl of Thr56.

    Switch 2 region: Important for the hydrolysis of GTP. Mg2+ is coordinated by the ( phosphate of GDP and interacts with the backbone of Gly76. Mutation of His79 inhibits the hydrolysis of GTP and the disassembly of the COPII complex.

    ( loop: Acts in the control of membrane constriction.

    (1’helix: Affects Sec23 promoted hydrolysis, essential to anchor Sar1 to the membrane, proposed to interact with Sec12 and may be involved in membrane deformation and vesicle fusion.

    Guanine nucleotide binding motifs: Mg2+ is coordinated by the ( phosphate of GDP and the hydroxyl of Thr39. Mutation of Thr39 to Asn results in reduced affinity for GTP, and interferes with the interaction with Sec12 (GEF). Mutation of Asp34 in yeast interferes with GTP loading and destroys the ability of Sar1 to function in vesicle budding. Mutation of Asn134 to Ile also inhibits ER to Golgi transport.

    Regions of Sar1 that interact with Sec23.

    Residues important for initial events of COPII vesicle budding related to Sar1 recruitment and/or activation.

    Regions of Sar1 that juxtapose the ER membrane.

    Regions of Sar1 that interact with Sec31.

    Alpha helical structure.

    Beta sheet structure.
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