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MICOS Complex Is Essential for Regulation of Mitochondrial
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Abstract Mitochondrion is a dynamic double-membrane-bounded organelle; it is the main site of energy
conversion in eukaryotic cell. Mitochondrial cristae are subcompartments of mitochondrial inner membrane. They
are arranged orderly and are main sites of ATP production in mitochondria, but the mechanism of cristae forma-

tion is poorly known. Recently, MICOS complex was identified to be a key regulator in the cristae formation and
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morphology, and it played a serious of biological functios in cells. This review will focus on the subunits of MICOS

complex, introducing the important functions of MICOS complex and its relationship with human diseases, and

giving an overlook of understanding in MICOS complex.
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The mitochondrial inner membrane consists of the inner boundary membrane (IBM), cristae membrane and the connecting crista junction. The respira-

tory complexe I~IV and the FoF1-ATP synthase are enriched in mitochondrial cristae membrane. The MICOS complex is located at cristae junction and

protein domains are exposed into the intermembrane space (IMS). MICOS is essential for maintenance of the cristae structure and forms multiple con-

tact sites with outer membrane (OM) protein complexes. Mfn and OPA1 are required for mitochondrial membrane fusion.
Bl ShfARESHIEHEXERTEE

Fig.1 Mitochondrial cristae organizing system
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Fig.2 The schematic representation of Mic10
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MTS: i {4 58 (i {5 5 [+ 41); TM: transmembrane domain; C-C: coiled-coil domain.
MTS: mitochondrial targeting signal; TM: transmembrane domain; C-C: coiled-coil domain.
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Fig.3 The schematic representation of Mic60
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