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Role of endoplasmic reticulum stress on accelerated aging in the progeroid
Werner syndrome.

Kaneko, Hiyori
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In our transcriptome analysis, we found that Werner (WS) fibroblasts have
elevated gene expression for various collagen and endoplasmic reticulum-related genes.Considering
the possibility that the accumulation of unfolded proteins may result in endoplasmic reticulum(ER)
stress, we quantified denatured collagen with fluorescent dyes and found accumulation in WS
fibroblasts.

In addition, electron microscopy of skin tissues from several WS patients showed expansion of the
endoplasmic reticulum, an indicator of ER stress in WS in vivo.

Furthermore, treatment of WS- iPS cell-derived mesenchymal stem cells with Tauroursodeoxycholic
acid, which aids in correct protein folding and suppresses ER stress, also improved cell
proliferation.
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