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In this study, we analyzed the function of CYB5R3, a novel substrate of
UFM1. mCherry-GFP tandem tag analysis revealed that CYB5R3 induces ER-phagy upon UFM1 conversion. In
addition, UFM1-incompetent CYB5R3 knock-in mice were generated and analyzed, and these mutant mice
exhibited microcephaly. These findings suggest that the UFM1 system-mediated endoplasmic ER-phagy
deficiency is involved in human pathology.
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