
Ron Rieger Kopito 
Professor of Biology. kopito@stanford.edu. 650.723.7581 Born: 

December 21, 1954 

U.S. Citizen 

Stanford University Department 

of Biology 

327 Campus Drive Stanford, California 94305 

 

Professional Experience 

Stanford University Professor, 

Department of Biology Stanford, 

California 94305 

 

 

1996 – present 

Associate Professor, Department of Biology 

Stanford, California 94305 

1992 - 1996 

Assistant Professor, Department of Biology 

Stanford, California 94305 

1987 - 1992 

MIT/Whitehead Institute 
Postdoctoral Fellow 

 

 
1982-1986 

Mentor: Harvey Lodish 

Cambridge, Massachusetts 02142 

 

Education 
Massachusetts Institute of Technology 

Ph.D. Nutritional Biochemistry and Metabolism 

Mentor: Henri Brunengraber 

Cambridge, Massachusetts 02139 

 

June 1982 

Bowdoin College 

A.B. Biochemistry 

Brunswick, Maine 04011 

June 1976 

Honors and Awards 

 

1982 NIH Postdoctoral Fellowship 

1985 Lucille P. Markey Scholar in Biomedical Science 

1989 National Science Foundation Presidential Young Investigator 

1989 March of Dimes Basil O'Connor Starter Scholar Research Award 

mailto:kopito@stanford.edu


1993 American Heart Association Established Investigatorship Award 2018

 Fellow of the American Society for Cell Biology 

Conferences Organized 
 

1995 Chair, Gordon Research Conference: "Mechanisms of Membrane Transport" 

2002 Chair, FASEB Summer conference: “Amyloids and other abnormal protein folding 
 processes” 

2002 Co-chair, Society of General Physiologists Conference: “Assembly and trafficking of 
 transporters” 

2011 - 2015 Co-organizer, Cold Spring Harbor Conference: “The Ubiquitin Family” 

Reviewing and Editorial 
1988 - Ad hoc reviewer, NIH 

1989 – 1999 Editorial Board, J. Biol. Chem. 

1995 - Editorial Board, J. Cell Sci. 

2005 - Editorial Board, J. Membrane Biol. 

2006 - Editorial Board, Autophagy 

2011 – 2016 Member, MBPP study section NIH 

2011 - Editorial Board, Journal of Huntingtonʼs Disease 

 

Professional Societies 
1982 – present American Society for Cell Biology 

1988 – present Society of General Physiologists 

1990 – present Biophysical Society 

1991 – present American Society for Biochemistry and Molecular Biology 

Patents 
2010 “Composition and Methods for High Throughput Screening of Pharmacological 

Chaperones” - Ron R. Kopito and Wei Zhang: US Patent 7,790,364 B2 

Departmental and University Service 
2020 – present Chair, Biology Department Safety Committee 

2024- present, Member, University Health and Safety Committee 

2000- present, Member, Advisory Board, Protein and Nucleic Acid (PAN) facility 

 

Publications 
1. Gray, B.N., R.R. Kopito, L.L. Anderson, O.L. Baralt, C.K. Connery and E. Watkins, Jr. (1976) 

Sialoproteinaemia: lack of correlation with inhibition of in vitro lymphoblastosis induced by 

phytohaemagglutinin or alloantigen. Clin Exp Immunol, 25(2), 227-33. 

2. Kopito, R.R. and H. Brunengraber (1980) (R)-mevalonate excretion in human and rat urines. 

Proc Natl Acad Sci U S A, 77(10), 5738-40. 

3. Brunengraber, H., S.B. Weinstock, D.L. Story and R.R. Kopito (1981) Urinary clearance and 

metabolism of mevalonate by the isolated perfused rat kidney. J Lipid Res, 22(6), 916-20. 



4. Kopito, R.R., S.B. Weinstock, L.E. Freed, D.M. Murray and H. Brunengraber (1982) Metabolism of plasma 

mevalonate in rats and humans. J Lipid Res, 23(4), 577-83. 

5. Tomera, J.F., R.R. Kopito and H. Brunengraber (1983) Assessment of the flux of mitochondrial acetyl-CoA 

in liver and kidney by using the differential production of 14CO2 from tracers of 

(1-14C)- and (2-14C)-labeled 4-methyl-2-oxovalerate. Biochem J, 210(1), 265-8. 

6. Kopito, R.R., D.M. Murray, D.L. Story and H. Brunengraber (1984) The shunt pathway of 

mevalonate metabolism in the isolated perfused rat kidney. J Biol Chem, 259(1), 372-7. 

7. Weinstock, S.B., R.R. Kopito, G. Endemann, J.F. Tomera, E. Marinier, D.M. Murray and H. 

Brunengraber (1984) The shunt pathway of mevalonate metabolism in the isolated perfused rat liver. J 

Biol Chem, 259(14), 8939-44. 

8. Kopito, R.R. and H.F. Lodish (1985) Primary structure and transmembrane orientation of the murine 

anion exchange protein. Nature, 316(6025), 234-8. 

9. Kopito, R.R. and H.F. Lodish (1985) Structure of the murine anion exchange protein. J Cell Biochem, 

29(1), 1-17. 

10. Parker, T.S., R.R. Kopito and H. Brunengraber (1985) Radioenzymatic assay of plasma 

mevalonate. Methods Enzymol, 110, 58-71. 

11. Alper, S.L., R.R. Kopito and H.F. Lodish (1987) A molecular biological approach to the study of anion 

transport. Kidney Int Suppl, 23, S117-33. 

12. Kopito, R.R., M.A. Andersson and H.F. Lodish (1987) Multiple tissue-specific sites of transcriptional 

initiation of the mouse anion antiport gene in erythroid and renal cells. Proc Natl Acad Sci U S A, 

84(20), 7149-53. 

13. Kopito, R.R., M. Andersson and H.F. Lodish (1987) Structure and organization of the murine band 3 

gene. J Biol Chem, 262(17), 8035-40. 

14. Alper, S.L., R.R. Kopito, S.M. Libresco and H.F. Lodish (1988) Cloning and characterization of a murine band 

3-related cDNA from kidney and from a lymphoid cell line. J Biol Chem, 263(32), 17092-9. 

15. Kellokumpu, S., L. Neff, S. Jamsa-4, R. Kopito and R. Baron (1988) A 115-kD polypeptide 

immunologically related to erythrocyte band 3 is present in Golgi membranes. Science, 242(4883), 

1308-11. 

16. Kopito, R.R., M.M. Andersson, D.A. Herzlinger, Q. al-Awqati and H.F. Lodish (1988) Structure and tissue-

specific expression of the mouse anion-exchanger gene in erythroid and renal cells. Soc Gen Physiol Ser, 

43, 151-61. 

17. Kopito, R.R., B.S. Lee, D.M. Simmons, A.E. Lindsey, C.W. Morgans and K. Schneider (1989) Regulation of 

intracellular pH by a neuronal homolog of the erythrocyte anion exchanger. Cell, 59(5), 927-37. 

18. Lux, S.E., K.M. John, R.R. Kopito and H.F. Lodish (1989) Cloning and characterization of band 3, the human 

erythrocyte anion-exchange protein (AE1). Proc Natl Acad Sci U S A, 86(23), 9089-93. 

19. Stewart, E.A., R. Kopito and A.M. Bowcock (1989) A PstI polymorphism for the human erythrocyte 

surface protein band 3 (EPB3) demonstrates close linkage of EPB3 to the nerve growth factor receptor. 

Genomics, 5(3), 633-5. 

20. Thomas, H.A., T.E. Machen, A. Smolka, R. Baron and R.R. Kopito (1989) Identification of a 185-kDa 

band 3-related polypeptide in oxyntic cells. Am J Physiol, 257(3 Pt 1), C537-44. 

21. Kopito, R.R. (1990) Molecular biology of the anion exchanger gene family. Int Rev Cytol, 123, 177-99. 



22. Lindsey, A.E., K. Schneider, D.M. Simmons, R. Baron, B.S. Lee and R.R. Kopito (1990) Functional expression 

and subcellular localization of an anion exchanger cloned from choroid plexus. Proc Natl Acad Sci U S 

A, 87(14), 5278-82. 

23. Lee, B.S., R.B. Gunn and R.R. Kopito (1991) Functional differences among nonerythroid anion 

exchangers expressed in a transfected human cell line. J Biol Chem, 266(18), 11448-54. 

24. Raley-Susman, K.M., E.J. Cragoe, Jr., R.M. Sapolsky and R.R. Kopito (1991) Regulation of 

intracellular pH in cultured hippocampal neurons by an amiloride-insensitive Na+/H+ 

exchanger. J Biol Chem, 266(5), 2739-45. 

25. Ward, C.L., M.E. Krouse, D.C. Gruenert, R.R. Kopito and J.J. Wine (1991) Cystic fibrosis gene expression 

is not correlated with rectifying Cl- channels. Proc Natl Acad Sci U S A, 88(12), 5277-81. 

26. Morgans, C.W. and R.R. Kopito (1993) Generation of truncated brain AE3 isoforms by alternate mRNA 

processing. J Cell Sci, 106 (Pt 4), 1275-82. 

27. Morgans, C.W. and R.R. Kopito (1993) Association of the brain anion exchanger, AE3, with the repeat 

domain of ankyrin. J Cell Sci, 105 (Pt 4), 1137-42. 

28. Raley-Susman, K.M., R.M. Sapolsky and R.R. Kopito (1993) Cl-/HCO3- exchange function differs in adult 

and fetal rat hippocampal neurons. Brain Res, 614(1-2), 308-14. 

29. Ruetz, S., A.E. Lindsey, C.L. Ward and R.R. Kopito (1993) Functional activation of plasma membrane 

anion exchangers occurs in a pre-Golgi compartment. J Cell Biol, 121(1), 37-48. 

30. Ruetz, S., A.E. Lindsey and R.R. Kopito (1993) Function and biosynthesis of erythroid and 

nonerythroid anion exchangers. Soc Gen Physiol Ser, 48, 193-200. 

31. Ding, Y., J.R. Casey and R.R. Kopito (1994) The major kidney AE1 isoform does not bind ankyrin (Ank1) in 

vitro. An essential role for the 79 NH2-terminal amino acid residues of band 3. J Biol Chem, 269(51), 

32201-8. 

32. Gunderson, K.L. and R.R. Kopito (1994) Effects of pyrophosphate and nucleotide analogs suggest a role 

for ATP hydrolysis in cystic fibrosis transmembrane regulator channel gating. J Biol Chem, 269(30), 

19349-53. 

33. Kobayashi, S., C.W. Morgans, J.R. Casey and R.R. Kopito (1994) AE3 anion exchanger isoforms in the 

vertebrate retina: developmental regulation and differential expression in neurons and glia. J Neurosci, 

14(10), 6266-79. 

34. Ward, C.L. and R.R. Kopito (1994) Intracellular turnover of cystic fibrosis transmembrane conductance 

regulator. Inefficient processing and rapid degradation of wild-type and mutant proteins. J Biol Chem, 

269(41), 25710-8. 

35. Casey, J.R., Y. Ding and R.R. Kopito (1995) The role of cysteine residues in the erythrocyte plasma 

membrane anion exchange protein, AE1. J Biol Chem, 270(15), 8521-7. 

36. Gunderson, K.L. and R.R. Kopito (1995) Conformational states of CFTR associated with channel gating: the 

role ATP binding and hydrolysis. Cell, 82(2), 231-9. 

37. Sekler, I., R.S. Lo and R.R. Kopito (1995) A conserved glutamate is responsible for ion selectivity and pH 

dependence of the mammalian anion exchangers AE1 and AE2. J Biol Chem, 270(48), 28751-8. 

38. Sekler, I., R. Kopito and J.R. Casey (1995) High level expression, partial purification, and functional 

reconstitution of the human AE1 anion exchanger in Saccharomyces cerevisiae. J Biol Chem, 270(36), 

21028-34. 

39. Sekler, I., R.S. Lo, T. Mastrocola and R.R. Kopito (1995) Sulfate transport mediated by the 

mammalian anion exchangers in reconstituted proteoliposomes. J Biol Chem, 270(19), 11251-

6. 



40. Ward, C.L., S. Omura and R.R. Kopito (1995) Degradation of CFTR by the ubiquitin-proteasome pathway. 

Cell, 83(1), 121-7. 

41. Bastani, B., F.P. Ross, R.R. Kopito and S.L. Gluck (1996) Immunocytochemical localization of vacuolar 

H+-ATPase and Cl--HCO3- anion exchanger (erythrocyte band-3 protein) in avian osteoclasts: effect of 

calcium-deficient diet on polar expression of the H+-ATPase pump. Calcif Tissue Int, 58(5), 332-6. 

42. Ding, Y., S. Kobayashi and R. Kopito (1996) Mapping of ankyrin binding determinants on the erythroid 

anion exchanger, AE1. J Biol Chem, 271(37), 22494-8. 

43. Reddy, M.M., P.M. Quinton, C. Haws, J.J. Wine, R. Grygorczyk, J.A. Tabcharani, J.W. Hanrahan, 

K.L. Gunderson and R.R. Kopito (1996) Failure of the cystic fibrosis transmembrane conductance 

regulator to conduct ATP. Science, 271(5257), 1876-9. 

44. Sato, S., C.L. Ward, M.E. Krouse, J.J. Wine and R.R. Kopito (1996) Glycerol reverses the misfolding 

phenotype of the most common cystic fibrosis mutation. J Biol Chem, 271(2), 635-8. 

45. Sekler, I., S. Kobayashi and R.R. Kopito (1996) A cluster of cytoplasmic histidine residues specifies pH 

dependence of the AE2 plasma membrane anion exchanger. Cell, 86(6), 929-35. 

46. Ward, C.L.a.K., R.R., (1996) Biosynthesis and degradation of CFTR, In Cystic Fibrosis*Current Topics, 

J.A. In Dodge, Brock, J.H. and Widdicombe, J.H. (eds),ed. John wiley & Sons Ltd., New York. pp. 107-

115. 

47. Kobayashi, S. and R.R. Kopito (1997) A cluster of cytoplasmic histidine residues specifies pH 

dependence of the AE2 plasma membrane anion exchanger. Cell, 90(6), following 1159. 

48. Kopito, R.R. (1997) ER quality control: the cytoplasmic connection. Cell, 88(4), 427-30. 

49. Yu, H., G. Kaung, S. Kobayashi and R.R. Kopito (1997) Cytosolic degradation of T-cell receptor alpha 

chains by the proteasome. J Biol Chem, 272(33), 20800-4. 

50. Zeng, W., M.G. Lee, M. Yan, J. Diaz, I. Benjamin, C.R. Marino, R. Kopito, S. Freedman, C. Cotton, 

S. Muallem and P. Thomas (1997) Immuno and functional characterization of CFTR in submandibular and 

pancreatic acinar and duct cells. Am J Physiol, 273(2 Pt 1), C442-55. 

51. Johnston, J.A., C.L. Ward and R.R. Kopito (1998) Aggresomes: a cellular response to misfolded proteins. J 

Cell Biol, 143(7), 1883-98. 

52. Kopito, R.R., (1998) Ubiquitination of integral membrane proteins and proteins in the secretory 

pathway, In Ubiquitin and the Biology of the Cell, J.-M. Peters, Harris, J.R. and Finley, D.,ed. 

Plenum, New York. pp. 389-407. 

53. Reddy, M.M., R.R. Kopito and P.M. Quinton (1998) Cytosolic pH regulates GCl through control of 

phosphorylation states of CFTR. Am J Physiol, 275(4 Pt 1), C1040-7. 

54. Sato, S., C.L. Ward and R.R. Kopito (1998) Cotranslational ubiquitination of cystic fibrosis 

transmembrane conductance regulator in vitro. J Biol Chem, 273(13), 7189-92. 

55. Tang, X.B., J. Fujinaga, R. Kopito and J.R. Casey (1998) Topology of the region surrounding Glu681 of 

human AE1 protein, the erythrocyte anion exchanger. J Biol Chem, 273(35), 22545-53. 

56. Harrington, M.A., K.L. Gunderson and R.R. Kopito (1999) Redox reagents and divalent cations alter the 

kinetics of cystic fibrosis transmembrane conductance regulator channel gating. J Biol Chem, 274(39), 

27536-44. 

57. Kopito, R.R. (1999) Biosynthesis and degradation of CFTR. Physiol Rev, 79(1 Suppl), S167-73. 

58. Yu, H. and R.R. Kopito (1999) The role of multiubiquitination in dislocation and degradation of the alpha 

subunit of the T cell antigen receptor. J Biol Chem, 274(52), 36852-8. 

59. Johnston, J.A., M.J. Dalton, M.E. Gurney and R.R. Kopito (2000) Formation of high molecular weight 

complexes of mutant Cu, Zn-superoxide dismutase in a mouse model for familial amyotrophic 

lateral sclerosis. Proc Natl Acad Sci U S A, 97(23), 12571-6. 



60. Kopito, R.R. and R. Sitia (2000) Aggresomes and Russell bodies. Symptoms of cellular 

indigestion? EMBO Rep, 1(3), 225-31. 

61. Kopito, R.R. (2000) Aggresomes, inclusion bodies and protein aggregation. Trends Cell Biol, 10(12), 

524-30. 

62. Kopito, R.R. and D. Ron (2000) Conformational disease. Nat Cell Biol, 2(11), E207-9. 

63. Bence, N.F., R.M. Sampat and R.R. Kopito (2001) Impairment of the ubiquitin-proteasome system 

by protein aggregation. Science, 292(5521), 1552-5. 

64. Rajan, R.S., M.E. Illing, N.F. Bence and R.R. Kopito (2001) Specificity in intracellular protein 

aggregation and inclusion body formation. Proc Natl Acad Sci U S A, 98(23), 13060-5. 

65. Gelman, M.S., E.S. Kannegaard and R.R. Kopito (2002) A principal role for the proteasome in 

endoplasmic reticulum-associated degradation of misfolded intracellular cystic fibrosis 

transmembrane conductance regulator. J Biol Chem, 277(14), 11709-14. 

66. Harrington, M.A. and R.R. Kopito (2002) Cysteine residues in the nucleotide binding domains regulate 

the conductance state of CFTR channels. Biophys J, 82(3), 1278-92. 

67. Illing, M.E., R.S. Rajan, N.F. Bence and R.R. Kopito (2002) A rhodopsin mutant linked to autosomal 

dominant retinitis pigmentosa is prone to aggregate and interacts with the ubiquitin 

proteasome system. J Biol Chem, 277(37), 34150-60. 

68. Johnston, J.A., M.E. Illing and R.R. Kopito (2002) Cytoplasmic dynein/dynactin mediates the assembly 

of aggresomes. Cell Motil Cytoskeleton, 53(1), 26-38. 

69. Lenk, U., H. Yu, J. Walter, M.S. Gelman, E. Hartmann, R.R. Kopito and T. Sommer (2002) A role for 

mammalian Ubc6 homologues in ER-associated protein degradation. J Cell Sci, 115(Pt 14), 3007-14. 

70. M.S. Gelman and R.R. Kopito (2002) Rescuing protein conformation: prospects for 

pharmacological therapy in cystic fibrosis. J. Clin. Invest.110:1591-1597. 

71. Fayadat L and R.R. Kopito (2003) Recognition of a Single Transmembrane Degron by Sequential  

Quality Control Checkpoints. Molecular Biology of the Cell, Vol.14, 1268-1278, March 2003 

72. Yechiel Elkabetz, Anat Kerem, Lilach Tencer, Dorit Winitz, R.R. Kopito and Shoshana Bar-Nun (2003). 

Immunoglobulin Light Chains Dictate Vesicular Transport-dependent and 

–independent Routes for IgM Degradation by the Ubiquitin-Proteasome Pathway. The Journal of 

Biological Chemistry. Vol. 278, No. 21,18922-18929. 

73. Gelman MS,Kopito RR. (2003) Cystic fibrosis: premature degradation of mutant proteins as a molecular 

disease mechanism. Methods Mol Biol. 232,27-37. 

74. Kopito RR. (2003) The missing linker: an unexpected role for a histone deacetylase. Mol Cell, 12(6): 

1349-51. 

75. Rajan, R.S. and R.R. Kopito, (2005) Suppression of wild-type rhodopsin maturation by mutants linked to 

autosomal dominant retinitis pigmentosa. J Biol Chem. 280:1284-1291. 

76. Gilchrist C.A., D.A. Gray, A. Stieber, N.K. Gonatas, R.R. Kopito. (2005) Effect of ubiquitin expression on 

neuropathogenesis in a mouse model of familial amyotrophic lateral sclerosis. Neuropathol Appl 

Neurobiol. 31:20-33. 

77. Bennett, E.J., N.F. Bence, R. Jayakumar, and R.R. Kopito. (2005) Global impairment of the ubiquitin-

proteasome system by nuclear or cytoplasmic protein aggregates precedes inclusion body formation. 

Mol Cell. 17: p351-365. 

78. Jackson, W.T., T.H. Giddings, Jr., M.P. Taylor, S. Mulinyawe, M. Rabinovitch, R.R. Kopito and K. Kirkegaard. 

(2005) Subversion of cellular autophagosome, machinery by RNA viruses. PLOS Biology. 3(5):e156. 



79. Mukai, H., T. Isagawa, E. Goyama, S. Tanaka, N.F. Bence, A. Tamura, Y. Ono, and R.R. Kopito. (2005) 

Formation of morphologically similar globular aggregates from diverse 

aggregation-prone proteins in mammalian cells. Proc Natl Acad Sci U S A. 102: p.10887-92. 

80. Iwata, A., J.C. Christianson, M. Bucci, L.M. Ellerby, N. Nukina, L.S. Forno, and R.R. Kopito. (2005) Increased 

susceptibility of cytoplasmic over nuclear polyglutamine aggregates to autophagic degradation. Proc 

Natl Acad Sci U S A. 102:13135-40. 

81. Iwata A., B.E. Riley, J.A. Johnston, R.R. Kopito. (2005) HDAC6 and microtubules are required for autophagic 

degradation of aggregated huntingtin. J Biol Chem. 280:40282-92. 

82. Bence N.F., E.J. Bennett, Kopito RR. (2005) Application and anaysis of the GFP(u) familty of ubiquitin-

proteasome system reporters. Methods Enzymol. 399:481-490. 

83. Betarbet R, Canet-Aviles RM, Sherer TB, Mastroberardino PG, McLendon C, Kim JH, Lund S, Na HM, 

Taylor G, Bence NF, Kopito R, Seo BB, Yagi T, Yagi A, Klinefelter G, Cookson MR, Greenamyre JT. (2006) 

Intersecting pathways to neurodegeneration in Parkinson's disease: effects of the pesticide rotenone on 

DJ-1, alpha-synuclein, and the ubiquitin-proteasome system. Neurobiol Dis. 22(2):404-20 

84. Ryu K.Y., R.T. Baker, R.R. Kopito. (2006) Ubiquitin-specific protease 2 as a tool for quantification of total 

ubiquitin levels in biological specimens. Anal. Biochem. 353(1):153-155. 

85. DeLaBarre , B., J.C. Christianson, R.R. Kopito, A.T. Brunger. (2006) Central pore residues mediate 

the p97/VCP activity required for ERAD. Mol. Cell. 22(4):451-462. 

86. Bennett E.J., T. Shaler, M. Gonzalez-Zulueta, H.F. Schulman, A. Iwata, B.E. Riley, J.A. Johnston. 

M. Bucci, N. Nukina, L. Ellerby, R.R. Kopito. (2006) Cellular Mechanisms of Protein Quality Control. Rinsho 

Shinkeigaku (Clinical Neurology)., 46(11):805. 

87. Bruns, C.K. and R.R. Kopito. (2007) Impaired posttranslational folding of familial ALS-linked Cu, Zn 

superoxide dismutase mutants. EMBO J. 26(3):855-866. PMCID: PMC2892477 

88. Ryu, K.Y., Maehr, R., Gilchrist, C.A., Long, M.A., Bouley D.M., Mueller, B., Ploegh, H.L., R.R. Kopito. The 

mouse polyubiquitin gene UbC is essential for fetal liver development, cell-cycle progression and stress 

tolerance. EMBO J., 2007, 26(11):2693-2706. PMCID: PMC1888680 

89. Bennett, E.J., Shaler T.A., Woodman, B., Ryu, K.Y., Zaitseva, T.S., Becker, C.H., Bates, G.P., Schulman, H., 

R.R. Kopito. Global changes to the ubiquitin system in Huntingtonʼs disease. Nature, 2007, 

448(7154):704-708. 

90. Ryu, K.Y., Sinnar, S.A., Reinholdt, L.G., Vaccari, S., Hall, S., Garcia, M.A., Zaitseva, T.S., Bouley, D.M., 

Boekelheide, K., Handel, M.A., Conti, M., R.R. Kopito. The mouse polyubiquitin gene Ubb is essential for 

meiotic progression. Mol. Cell Biol., 2008, 28(3):1136-46. PMCID: PMC2223379 

91. Christianson, J.C., Shaler, T.A., Tyler, R.E., R.R. Kopito. OS-9 and GRP94 deliver mutant alpha1-

antitrypsin to the Hrd1?SEL1L ubiquitin ligase complex for ERAD. Nat. Cell Biol. 2008, 10(3):272-82. 

PMCID: PMC2757077 

92. Ryu, K.Y., Garza, J.C., Lu, X.Y., Barsh, G.S., R.R. Kopito. Hypothalamic neurodegeneration and adult-

onset obesity in mice lacking the Ubb polyubiquitin gene. Proc. Natl. Acad. Sci. USA, 2008, Mar 

11;105(10):4016-21. PMCID: PMC2268782 

93. Kaganovich D., Kopito R., Frydman J. Misfolded proteins partition between two distinct quality control 

compartments. Nature, 2008, Aug 28;454(7208):1088-95. PMCID: PMC2746971. 

94. Ren, P.H., Lauckner, J.E., Kachirskaia, I., Heuser, J.E., Melki, R., R.R. Kopito. Cytoplasmic penetration 

and persistent infection of mammalian cells by polyglutamine aggregates. Nat. Cell. Biol. 2009, Feb; 

11(2):219-225. PMCID: PMC2757079 



95. Bett, J.S., Benn, C.L., Ryu, K.Y., Kopito, R.R., G.P. Bates. The polyubiquitin Ubc gene modulates histone 

H2A monoubiquitylation in the R6/2 mouse model of Huntingtonʼs disease. J. Cell. Mol. Med. 2009 

Aug; 13(8B):2645-2657. PMCID: PMC2892477 

96. Wang, Y., Pearce, M.M., Sliter, D.A., Olzmann, J.A., Christianson, J.C., Kopito, R.R., Boeckmann, S., Gagen, 

C., Leichner, G.S., Roitelman, J., R.J. Wojcikiewicz. SPFH1 and SPFH2 mediate the ubiquitination and 

degradation of inositol 1,4,5-trisphosphate receptors in muscarinic receptor-expressing HeLa cells. 

Biochim Biophys Acta. 2009, Nov; 1793(11):1710-1718. PMCID: PMC2764810 

97. Ryu, K.Y., Fujiki, N., Kazantzis, M., Garza, J.C., Bouley, D.M., Stahl, A., Lu, X.Y., Nishino, S., R.R. Kopito. Loss 

of polyubiquitin gene Ubb leads to metabolic and sleep abnormalities in mice. Neuropathol. Appl. 

Neurobiol. 2010, Jun; 36(4):285-99. PMCID: PMC3029017 

98. Brundin, P., Melki, R., R.R. Kopito. Prion-like transmission of protein aggregates in 

neurodegenerative diseases. Nat. Rev. Mol. Cell. Biol. 2010 Apr; 11(4):301-307. PMCID: 

PMC2892479. 

99. Riley, B.E., Kaiser, S.E., Shaler, T.A., Ng, A.C., Hara, T., Hipp, M.S., Lage, K., Xavier, R.J., Ryu, K.Y., Taguchi, K., 

Yamamoto, M., Tanaka, K., Mizushima, N., Komatsu, M., R.R. Kopito. Ubiquitin accumulation in 

autophagy-deficient mice is dependent on the Nrf2-mediated stress response pathway: a potential role 

for protein aggregation in autophagic substrate selection. J Cell Biol. 2010, Nov 1; 191(3):537-52. PMCID: 

PMC3003313 

100. Riley, B.E., Kaiser, S.E., R.R. Kopito. Autophagy inhibition engages Nrf2-p62 Ub-associated 

signaling. Autophagy 2011, Mar; 7(3):338-40. PMCID: PMC3359479. 

101. Sinnar, S.A., Small, C.L., Evanoff, R.M., Reinholdt, L.G., Griswold, M.D., Kopito, R.R., KY Ryu. 

Altered testicular gene expression patterns in mice lacking the polyubiquitin gene Ubb. 

Molecular Reproduction and Development 2011, Jun; 78(6):415-425. PMCID: PMC3133727. 

102. Christianson, J.C., Olzmann, J.A., Shaler, T.A., Sowa, M.E., Bennett, E.J., Richter, C.M., Tyler, R.E., 

Greenblatt, E.J., Harper, J.W., R.R. Kopito. Defining human ERAD networks through an integrative 

mapping strategy. Nat. Cell Biol., Nov 27; 14(1):93-105. PMCID: PMC3250479. 

103. Greenblatt, E.J., Olzmann, J.A., R.R. Kopito. Delin-1 is a rhomboid pseudoprotease required for the 

dislocation of mutant -1 antitrypsin from the endoplasmic reticulum. Nature Structure and 

Molecular Biology 2011, Sep 11; 18(10):1147-1152. PMCID: PMC3196324. 

104. Olzmann, J.A., R.R. Kopito. Lipid droplet formation is dispensable for Endoplasmic Reticulum-

associated degradation. J. Biol. Chem. 2011, Aug 12; 286(32):27872-27874. PMCID: PMC3151032. 

105. Kaiser, S.E., Riley, B.E., Shaler, T.A., Trevino, R.S., Becker, C.H., Schulman, H., R.R. Kopito. Protein 

standard absolute quantification (PSAQ) method for the measurement of cellular ubiquitin pools. 

Nature Methods 2011, Jul 10; 8(8):691-696. PMCID: PMC3196335. 

106. Ryu, K.Y., Park, H, Rossi, D.J., Weissman, I.L., R.R. Kopito. Perturbation of the hematopoietic system 

during embryonic liver development due to disruption of polyubiquitin gene Ubc in Mice. PLoS ONE 

2012, 7(2):e32956. PMCID: PMC3290595. 

107. Hipp, M.S., Patel, C.N., Bersuker, K., Riley, B.E., Kaiser, S.E., Shaler, T.A., Brandeis, M., R.R. Kopito. 

Indirect inhibition of 26S proteasome activity in a cellular model of Huntington ʼs disease. J. Cell 

Biol. 2012, Mar 5; 196(5):573-587. PMCID: PMC3307690. 

108. Hipp, M.S., Bersuker, K, R.R. Kopito. Live-cell imaging of ubiquitin-proteasome system 

function. Methods Mol. Biol. 2012; 832(4):463-472. PMCID: PMC3711503. 

109. Trevino, R.S., Lauckner, J.E., Sourigues, Y., Pearce, M.M., Bousset, L., Melki, R., R.R. Kopito. Fibrillar 

structure and charge determine the interaction of polyglutamine protein aggregates with the cell 

surface. J. Biol Chem. 2012, Aug 24; 287(35):29722-29728. PMCID: PMC3436181. 



110. Greenblatt E.J., Olzmann, J.A., R.R. Kopito. Making the cut: intramembrane cleavage by a rhomboid 

protease promotes ERAD. Nat. Struct. Mol. Biol. 2012, Oct 4; 19(10):979-981. PMCID: PMC3616633. 

111. Tyler, R.E., Pearce, M.M., Shaler, T.A., Olzmann, J.A., Greenblatt, E.J., R.R. Kopito. Unassembled CD147 is 

an endogenous endoplasmic reticulum-associated degradation substrate. Mol. Biol. Cell 2012, Dec; 

23(24):4668-78. PMCID: PMC3521676. 

112. Dowlatshahi, D.P., Sandrini, V., Vivona, S., Shaler, T.A., Kaiser, S.E., Melandri, F., Sundquist, W.I., R.R. 

Kopito. ALIX is a Lys63-specific polyubiquitin binding protein that functions in retrovirus budding. 

Dev Cell 2012, Dec 11; 23(6):1247-54. PMCID: PMC3522770. 

113. Olzmann, J.A., Kopito, R.R., J.C. Christianson. The mammalian endoplasmic 

reticulum-associated degradation system. Cold Spring Harb Perspect Biol 2013, Sep 1; 5(9). PMCID: 

PMC3753711. 

114. Olzmann, J.A., Richter, C.M., R.R. Kopito. Spatial regulation of UBXD8 and p97/VCP controls ATGL-

mediated lipid droplet turnover. Proc Natl Acad Sci USA 2013, Jan 22; 110(4):1345-50. PMCID: 

PMC3557085. 

115. Streets, A.M., Sourigues, Y., Kopito, R.R., Melki, R., S.R. Quake. Simultaneous measurement of amyloid 

fibril formation by dynamic light scattering and fluorescence reveals complex aggregation kinetics. 

PLoS ONE 2013, 8(1):e54541. PMCID: PMC3547910. 

116. Bersuker, K., Hipp, M.S., Calamini, B., Morimoto, R.I., R.R. Kopito. Heat shock response activation 

exacerbates inclusion body formation in a cellular model of Huntington disease. J. Biol. Chem. 2013, 

288(33):23633-23638. PMCID: PMC3745309. 

117. Pearce, M.M., Spartz, E.J., Hong, W., Luo, L., R.R. Kopito. Prion-like transmission of neuronal huntingtin 

aggregates to phagocytic glia in the Drosophila brain. Nat. Commun. 2015, 6:6768. PMCID: 

PMC4515032. 

118. Bersuker, K., Brandeis, M., R.R. Kopito. Protein misfolding specifies recruitment to cytoplasmic 

inclusion bodies. J Cell Biol 2016, Apr 25; 213(2):229-241. PMCID: PMC5084276. 

119. Pearce, MMP and R.R. Kopito. Prion-Like Characteristics of Polyglutamine-Containing 

Proteins. Cold Spring Harbor Perspectives in Medicine. 2018, 8(2):a024257. 

120. R.R. Kopito. Unfolding the Secrets of Protein Aggregation. Trends in Cell Biology. 2016, 

26(8):559-560. 

121. Schrul, B. and R.R. Kopito. Peroxin-Dependent Targeting of a Lipid Droplet-Destined 

Membrane Protein to ER-subdomains. Nature Cell Biology. 2016, 18(7):740-751. PMCID: 

PMC4925261 

122. Pearce, MMP and R.R. Kopito. Prion-Like Characteristics of Polyglutamine-Containing 

Proteins. Cold Spring Harb Perspect Med doi: 10.1101/cshperspect.a024257 

123. Ben Yehuda, A., Risheq, M., Novoplansky, O., Bersuker, K., Kopito, R.R., Goldberg, M., Brandeis, 

M. Ubiquitin Accumulation on Disease Associated Protein Aggregates Is Correlated with Nuclear 

Ubiquitin Depletion, Histone De-Ubiquitination and Impaired DNA Damage Response. PLoS One 2017, 

12(1): e0169054. PMCID: PMC5215683 

124. Sweeney, P., Park, H., Baumann, M., Dunlop, J., Frydman, J., Kopito, R., McCampbell, A., Leblanc, G., 

Venkateswaran, A., Nurmi, A., Hodgson, R. Protein misfolding in neurodegenerative diseases: 

implications and strategies. Transl Neurodegener. 2017, 6: 6. PMCID: PMC5348787 

125. Hwang, J., Walczak, C.P., Shaler, T.A., Olzmann, J.A., Zhang, L., Elias, J.E. and R.R. Kopito. 

Characterization of protein complexes of the endoplasmic reticulum associated degradation E3 

ubiquitin ligase Hrd1. J. Biol. Chem. 2017, 292(22):9104-9116. PMCID: PMC5454095. 



126. Van der Goot, A.T., Pearce, M.M.P., Leto, D.E., Shaler, T.A. and R.R. Kopito. Redundant and 

Antagonistic Roles of XTP3B and OS9 in Decoding Glycan and Non-glycan Degrons in 

ER-Associated Degradation. Molecular Cell. 2018, 70(3):516-530. PMCID: PMC5935522. 

127. Pataki, C.I., Rodrigues, J., Zhang, L., Qian, J., Efron, B., Hastie, T., Elias, J.E., Levitt, M. and R.R. Kopito. 

Proteomic analysis of monolayer-integrated proteins on lipid droplets identifies amphipathic 

interfacial -helical membrane anchors. PNAS. 2018, 115(35):E8172-E8180. PMCID: PMC6126764. 

128. Leto, D.E., Morgens, D.W., Zhang, L., Walczak, C.P., Elias, J.E., Bassik, M.C. and R.R. Kopito. Genome-

wide CRISPR Analysis Identifies Substrate-Specific Conjugation Modules in 

ER-Associated Degradation. Molecular Cell. 2019, 73(2):377-389.e11. PMCID: PMC6338494. 

129. Walczak, C.P., Leto, D.E., Zhang, L., Riepe, C., Muller, R.Y., DaRosa, P.A., Ingolia, N.T., Elias, J.E. and R.R. 

Kopito. Ribosomal protein RPL26 is the principal target of UFMylation. PNAS 2019, 116(4):1299-1308. 

PMCID: PMC6347690 

130. Leto, D.E. and R.R. Kopito. Methods for genetic analysis of mammalian ER-associated 

degradation. Methods in Enzymology. 2019, 619:97-120, Chapter 29, Volume Title: 

Ubiquitination and protein stability. Editor M. Hochstrasser 

131. Gottlieb CD, Thompson ACS, Ordureau A, Harper JW, Kopito RR. Acute unfolding of a single protein 

immediately stimulates recruitment of ubiquitin protein ligase E3C (UBE3C) to 26S proteasomes. J Biol 

Chem. 2019 Nov 8;294(45):16511-16524. doi: 10.1074/jbc.RA119.009654. Epub 2019 Aug 2. PubMed PMID: 

31375563; PubMed Central PMCID: PMC6851344. 

132. Donnelly KM, DeLorenzo OR, Zaya AD, Pisano GE, Thu WM, Luo L, Kopito RR, Panning Pearce 

MM. Phagocytic glia are obligatory intermediates in transmission of mutant huntingtin aggregates 

across neuronal synapses. Elife. 2020 May 28;9. doi: 10.7554/eLife.58499. PubMed PMID: 32463364; PubMed 

Central PMCID: PMC7297539. 

133. Peter, J., Magnussen, H., DaRosa, P.a., Millrine, D., Matthews, S., Lamoliatte, F., Sundaramoorthy, 

R., Kopito, R.R., Kulathu, Y (2022): Non-canonical scaffold-type ligase complex mediates protein 

UFMylation. EMBO J. 2022 Sep 19:e111015. doi: 10.15252/embj.2022111015. 

134. Lyschik S, Lauer AA, Roth T, Janitschke D, Hollander M, Will T, Hartmann T, Kopito RR, Helms V, Grimm 

MOW, Schrul B. PEX19 Coordinates Neutral Lipid Storage in Cells in a 

Peroxisome-Independent Fashion. Front Cell Dev Biol. 2022 Apr 26;10:859052. doi: 10.3389/fcell.2022.859052. 

eCollection 2022. PMID: 35557938 

135. Scavone F, Gumbin SC, Da Rosa PA, Kopito RR. RPL26/uL24 UFMylation is essential for ribosome-

associated quality control at the endoplasmic reticulum. Proc Natl Acad Sci U S A. 2023 Apr 

18;120(16):e2220340120. doi: 10.1073/pnas.2220340120. Epub 2023 Apr 10. PubMed PMID: 37036982; PubMed 

Central PMCID: PMC10120006. 

136. Roberts MA, Deol KK, Mathiowetz AJ, Lange M, Leto DE, Stevenson J, Hashemi SH, Morgens DW, Easter E, 

Heydari K, Nalls MA, Bassik MC, Kampmann M, Kopito RR, Faghri F, Olzmann JA. Parallel CRISPR-Cas9 

screens identify mechanisms of PLIN2 and lipid droplet regulation. Dev Cell. 2023 Sep 25;58(18):1782-

1800.e10. doi: 10.1016/j.devcel.2023.07.001. Epub 2023 Jul 25. PMID: 37494933; PMCID: PMC10530302. 

137. Riepe C, Wąchalska M, Deol KK, Amaya AK, Porteus MH, Olzmann JA, Kopito RR. Small molecule 

correctors divert CFTR-F508del from ERAD by stabilizing sequential folding states. bioRxiv [Preprint]. 2023 

Sep 16:2023.09.15.556420. doi: 10.1101/2023.09.15.556420. Update in: Mol Biol Cell. 2023 Nov 

29;:mbcE23080336. PMID: 37745470; PMCID: PMC10515913. 



138. Wąchalska M, Riepe C, Ślusarz MJ, Graul M, Borowski LS, Qiao W, Foltynska M, Carette JE, Bieńkowska-

Szewczyk K, Szczesny RJ, Kopito RR, Lipińska AD. The herpesvirus UL49.5 protein hijacks a cellular C-

degron pathway to drive TAP transporter degradation. Proc Natl Acad Sci U S A. 2024 Mar 

12;121(11):e2309841121. doi: 10.1073/pnas.2309841121. 

139. DaRosa PA, Penchev I, Gumbin SC, Scavone F, Wąchalska M, Paulo JA, Ordureau A, Peter JJ, Kulathu Y, 

Harper JW, Becker T, Beckmann R, Kopito RR. UFM1 E3 ligase promotes recycling of 60S ribosomal 

subunits from the ER. Nature. 2024 Mar;627(8003):445-452. doi: 10.1038/s41586-024-07073-0. Epub 2024 

Feb 21. PubMed PMID: 38383785; PubMed Central PMCID: PMC11469336. 

140. Hickey KL, Panov A, Whelan EM, Schäfer T, Mizrak A, Kopito RR, Baumeister W, 

Fernández-Busnadiego R, Harper JW. Temporal control of acute protein aggregate 

turnover by UBE3C and NRF1-dependent proteasomal pathways. Proc Natl Acad Sci U S A. 

2024 Dec 10;121(50):e2417390121. doi: 10.1073/pnas.2417390121. 

https://www.ncbi.nlm.nih.gov/pubmed/38383785/
https://www.ncbi.nlm.nih.gov/pubmed/38383785/
https://www.ncbi.nlm.nih.gov/pubmed/38383785/

	Conferences Organized
	Professional Societies
	Patents
	Departmental and University Service
	Publications

