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	Humanised mice on Prnp0/0 background
	First reference
	Studies carried out on the mouse line

	Tg110
	Hu(V129)
	(Telling et al., 1994)
	· Comparison of transmission properties between humanised PrP and chimeric human-mouse PrP (Telling et al., 1994)

	Tg152
	Hu(V129)
	(Telling et al., 1994)
	· Comparison of transmission properties between humanised PrP and chimeric human-mouse PrP (Telling et al., 1994)
· Susceptibility to BSE in humanised mice (Collinge et al., 1995)
· Identification of the same prion strains in vCJD and BSE (Hill et al., 1997)
· Comparison of incubation times between humanised PrP and chimeric human-mouse PrP (Korth et al., 2003)
· Transmission properties of inherited prion disease due to 6-OPRI mutation (Mead et al., 2006)
· Kuru prions have equivalent transmission properties with sCJD prions (Wadsworth et al., 2008) 
· No transmission of chronic wasting disease (Sandberg et al., 2010) 
· Prion strain resistance upon repeated exposure to therapeutic compounds (Berry et al., 2013)
· Transmission properties of inherited prion disease due to Y163X truncation mutation (Mead et al., 2013)

	Tg35
	Hu(M129)
	(Asante et al., 2002)
	· Neuropathological and molecular phenotypes following central infection with BSE and vCJD prion strains in M129 homozygous mice (Asante et al., 2002)
· No transmission of chronic wasting disease (Sandberg et al., 2010)
· Transmission properties of inherited prion disease due to Y163X truncation mutation (Mead et al., 2013)

	Tg45
	Hu(M129)
	(Asante et al., 2002)
	· Neuropathological and molecular phenotypes following central infection with BSE and vCJD prion strains in M129 homozygous mice (Asante et al., 2002)
· No transmission of chronic wasting disease (Sandberg et al., 2010)

	Tg45/152
	Hu(MV129)
	(Asante et al., 2006)
	· Neuropathological and molecular phenotypes following infection with BSE and vCJD strains in PrP129 heterozygous mice (Asante et al., 2006)

	Tg440
	Hu(M129)
	(Telling et al., 1995)
	· Comparison of incubation times between humanised PrP and chimeric human-mouse PrP (Korth et al., 2003; Telling et al., 1995)
· No transmission of chronic wasting disease CWD (Tamguney et al., 2006)
· Cervid PrPSc can induce conversion of human PrPC after CWD strain has been stabilized by successive passages in vitro or in vivo (Barria et al., 2011)

	Tg1
	Hu(M129)
	(Kong et al., 2005)
	· Species barrier for transmission of elk CWD to humans (Kong et al., 2005)

	Tg40
	Hu(M129)
	(Kong et al., 2005)
	· Species barrier for transmission of elk CWD to humans (Kong et al., 2005)
· The human transmission risk of atypical BSE strains (Kong et al., 2008)
· Transmission characteristics of variably protease-sensitive prionopathy (Notari et al., 2014)

	Tg650
	Hu(M129)
	(Beringue et al., 2008)
	· Assessment of transmission efficiency and strain phenotype in brain and spleen following central and peripheral injections of vCJD and sCJD inocula (Beringue et al., 2008)
· Human susceptibility to small ruminants-passaged BSE prions (Padilla et al., 2011)
· Transmission efficiency and strain properties of MM2-sCJD intracerebral inoculates (Chapuis et al., 2016)

	Tg2669
	Hu(M129)
	(Berry et al., 2013)
	· Prion strain resistance upon repeated exposure to therapeutic compounds (Berry et al., 2013) 

	Tg183
	Hu(V127M129)
	(Asante et al., 2015)
	· HuPrP V127 resistance to prion disease development  (Asante et al., 2015)

	Tg190
	Hu(V127M129)
	(Asante et al., 2015)
	· HuPrP V127 resistance to prion disease development  (Asante et al., 2015)

	Tg35c
	Hu(G127M129)
	(Asante et al., 2015)
	· HuPrP V127 resistance to prion disease development  (Asante et al., 2015)

	Tg152c
	Hu(G127V129)
	(Asante et al., 2015)
	· HuPrP V127 resistance to prion disease development  (Asante et al., 2015)

	Tg340
	Hu(M129)
	(Padilla et al., 2011)
	· Human susceptibility to small ruminants-passaged BSE prions (Padilla et al., 2011)
· Zoonotic potential of scrapie prions (Cassard et al., 2014)

	Tg361
	Hu(V129)
	(Cassard et al., 2014)
	· Zoonotic potential of scrapie prions (Cassard et al., 2014)

	Tg66
	Hu(M129)
	(Race et al., 2009)
	· Lack of transmission of CWD-infected squirrel monkey brain tissue to humanised mice (Race et al., 2009)  
· The effect of lack of GPI anchoring on mouse-human PrP species barrier (Race et al., 2015)

	TgRM
	Hu(M129)
	(Race et al., 2009)
	

	Tg21
	Hu(V129)
	(Notari et al., 2014)
	· Transmission characteristics of variably protease-sensitive prionopathy (Notari et al., 2014)

	Tg40h
	Hu(M129)
	
	

	Tg362
	Hu(V129)
	
	

	Knock-in V
	Hu(V129)
	(Bishop et al., 2006)
	· Predicting susceptibility and incubation time of human to human transmission of vCJD (Bishop et al., 2006)
· Assessment of transmission efficiency and strain type following secondary transmission of vCJD via blood transfusion (Bishop et al., 2008)
· Detailed characterisation of sCJD strains to allow identification of atypical and novel strains of human prion diseases (Bishop et al., 2010)

	Knock-in M
	Hu(M129)
	
	

	Knock-in MV
	Hu(MV129)
	
	

	Ki-Hu129MM
	Hu(M129)
	(Asano et al., 2006)
	· Relationship between codon129 genotype and susceptibility to BSE and vCJD prions (Asano et al., 2006)
· Two distinct subgroups of dural graft CJD caused by infection with different sCJD PrPSc strains (Kobayashi et al., 2007; Kobayashi et al., 2014)
· Identification of acquired (iatrogenic) CJD amongst presumed sCJD cases (Kobayashi et al., 2015)

	Ki-Hu129MV
	Hu(MV129)
	
	

	Ki-Hu129VV
	Hu(V129)
	
	




	PrP overexpression
	
	
	

	Tga20
	
	
	· Difference in neurology following high and low-dose inoculum (Thackray et al., 2002)
· Difference in neurology between Tga20 and wild-type mice after oral administration of RML prions (Thackray et al., 2003)
· Two distinct phases of prion propagation and toxicity (Sandberg et al., 2011)
· Globular domain and flexible tail modules of PrPC and flexible-tail mediated toxicity (Sonati et al., 2013)
· NOX2 as a major source of ROS in prion pathogenesis (Sorce et al., 2014)
· Polythiophenes as antiprion compounds (Herrmann et al., 2015)
· Neuroprotective role for microglia in prion diseases (Zhu et al., 2016)

	Tg19
	
	
	· 

	Tg37
	Hemizygous or homozygous
	(Mallucci et al., 2002)
	· Effects of post-natal PrP depletion on neuronal survival and function (Mallucci et al., 2002)
· Effects of neuronal PrPC depletion in prion-diseased mice (Mallucci et al., 2003)
· RNAi therapeutics in prion disease (White et al., 2008)
· Comparative transcriptomic analysis of wild-type and transgenic mice brain at zygotic and adult stages  (Chadi et al., 2010)
· UPR involvement in prion disease (Moreno et al., 2012)
· Globular domain and flexible tail modules of PrPC and flexible-tail mediated toxicity (Sonati et al., 2013)
· Treatments targeting UPR (Halliday et al., 2015; Moreno et al., 2013)
· Brainstem pathology in prion-diseased mice (Mirabile et al., 2015)
· Structural plasticity and protective effects of cooling in neurodegeneration (Peretti et al., 2015)

	Tg46
	
	(Mallucci et al., 2002)
	· Effects of post-natal PrP depletion on neuronal survival and function (Mallucci et al., 2002)
· Effects of neuronal PrPC depletion in prion-diseased mice (Mallucci et al., 2003)

	
	
	
	

	Post-natal deletion of PrP
	
	
	

	Tg37-Cre 22
	
	(Mallucci et al., 2002)
	· Effects of post-natal PrP depletion on neuronal survival and function (Mallucci et al., 2002)
· Effects of neuronal PrPC depletion in prion-diseased mice (Mallucci et al., 2003)
· Brainstem pathology in prion-diseased mice (Mirabile et al., 2015)

	Tg46-Cre 22
	
	(Mallucci et al., 2002)
	· Effects of post-natal PrP depletion on neuronal survival and function (Mallucci et al., 2002)
· Effects of neuronal PrPC depletion in prion-diseased mice (Mallucci et al., 2003)
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