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Production of a novel blistering disease model by regulating expression of collagen
XVII
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Collagen XVII (COL17) is a hemidesmosomal molecule which keeps adhesion between
the epidermis and dermis. Loss of C017 expression due to mutation in the COL17A1 leads to blistering
disease, epidermolysis bullosa (EB); in addition, autoimmunity to COL17 results in autoimmune blistering
disorder bullous pemphigoid (BP). The purpose of this study is to produce a novel blistering model by
regulating COL17 expression based on Tet-on system. Transgenic mice carrying human COL17 cDNA driven
under the CMV promoter with Tet response element and Tet transactivator sequences driven under the K14

romoter were produced. Upon oral administration of doxycycline (DOX), the Tg mice started to express
uman COL17 in basal keratinocytes, following by production of IgG autoantibodies directing human COL17.
The Tg mice must be useful tool for elucidating pathogenesis of EB and BP, as well as for establishing
therapies for these orphan diseases.
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