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-/- MEF:
Prolonged association of folding-incompetent
glycoproteins with calnexin

Protein Location Function Animal and cellular models Disease References
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Calnexin menlftl)qrane Chaperone assisting Pzl deat?/_ir;clilsr.notor EERERE Okazaki et al., 2000;Denzel et
(CNX) (Cell glycoprotein folding, S sl e e e i, e el A Alzheimer disease al., 2002; Molinari et al., 2004;
Ca2+ binding Hoshino et al., 2007
surface) stress levels then wt cells
No UPR induction
/- mice: : .
Chaperone assisting Embryonic lethality at E14.5 due to defective Lzl e:t al:, LBt o s e.t
PR ER lumen glycoprotein folding embryonic cardiac development Cardiac hypertrophy 2l 205 EnE e i el 2005
Calreticulin o ' ; L Afshar et al., 2005; Eggleton and
Cytosol Ca2+ binding, -/-cells: Alzheimer . -
(CRT) N o . L . - . . Llewellyn, 1999; Molinari et al.,
ucleus Transcriptional Similar viability, proliferation rate, morphology and | Autoimmune disease 2004: Kang et al.. 2006
regulation stress levels then wt cells ’ 9 v
No upr induction
ERdj1
ERdj2 /- cells (RNAI): Cunnea et al., 2003, 2007;
ERdj3 ER lumen BiP co-chaperones decreased degradation of SS linked glycoproteins Cancer (ERdj5) Corazzari et al., 2007; Nagata
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ERdj5
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lycoproteins defective in antigen 'resentation Pkl i G el 2008 Eaiit] e
glycop gen pre 2006; Solda et al., 2006
no UPR induction
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ERp72 ER lumen bond catalysis ND ND Satoh et al., 2005
Ero1 RNAi in C elegans: Frand and Kaiser, 1998, 1999;
shortened life span, UPR activation Pollard et al., 1998; Cuozzo and
ER Oxidative protein Ero1-1 mutant yeast cells: Cancer Kaiser, 1999; Chen et al., 2003;
Erola ERGIC folding, recharging of defective protein oxidation and PDI oxidation, Hypoxia Harding et al., 2003; May et al.,
PDI increased sensitivity to DTT Diabetes 2005; Qiang et al., 2007; Wang
Ero1 deleted yeast cells: et al., 2007; Ceppi S. and Sitia
lethal R., unpublished results
Glycoprotein quality Congenital disorder .
Glucosidase | | ER lumen control N-glycan /- cells: Lec23 of glycosylation Do Pl el sk 20805 Valar e
4 al., 2002
c’ processing (CDG-II)
: Glycoprotein quality . Autosomal-dominant | Reynolds et al., 2000; Davila et
.E GIucoITldase ER lumen control N-glycan MeuEs i hé/r:ngec/:l\esil line Phar 2.7 polycystic liver al., 2004; Li et al., 2003; Drenth
b processing ymp : disease (ADPCLD) et al., 2004, 2005
] ER Iumen Chaperone -/- mice: Cancer Kokame et al., 1996; Rao et al.,
e (Cell Ca2+ binding embryonic lethality at E3.5 due to failure of embryo Alzheimer 2002; Hetz et al., 2003;Reddy et
GRP78 (BiP) surface) ER stress sensor implantation Parkinson al., 2003; Dong et al., 2005; Luo
UPR regulator /- cells: Prion disease et al., 2006; Li and Lee, 2006;
Anti-apoptosis non viable Atherosclerosis Fu and Lee, 2006
Chaperone Reddy et al., 1999; Fu and Lee,
GRP4 ER(gje“l"le“ Ca2+ binding -/- mice: Prigagicsi;se 2006; Hetz et al., 2003
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ER 2004); (Drenth et al., 2005);
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/- mice:
. . Variable phenotype, most mice embryonic lethal at
Glycoprotein quality . - A - .
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2007
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Cannot form tumors in mice
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