Supplementary Table 1. Molecular subtypes and clinical features of patients with prion diseases (n=107a)
	
	MM1/MV1 (n=56)c
	% MD
	VV2 (n=21)
	% MD
	MV2K (n=11)
	% MD
	MM2C (n=6)
	% MD
	VV1  (n=3)
	% MD
	gCJD (n=5)
	% MD
	FFI (n=5)
	% MD

	Median disease duration in months (range)
	3 (1-21)
	0
	5 (3-9)
	0
	10 (6-16)
	0
	11.8 (4.5-19)
	0
	10 (9-13)
	0
	4 (1.5-17)
	0
	12 (4.9-19.5)
	0

	Myoclonus n (%b)
	54 (96.4)
	0
	14 (66.7)
	0
	10 (90.9)
	0
	5 (100)
	16.7
	3 (100)
	0
	5 (100)
	0
	4 (80)
	0

	Cerebellar signs n (%b)
	36 (65.5)
	1.8
	21 (100)
	0
	9 (81.8)
	7.7
	2 (40)
	16.7
	2 (66.7)
	0
	3 (60)
	0
	3 (60)
	0

	Parkinsonism n (%b)
	25 (45.5)
	1.8
	10 (47.6)
	0
	5 (45.5)
	0
	4 (66.7)
	0
	1 (33.3)
	0
	0
	0
	1 (20)
	0

	Pyramidal signs n (%b)
	26 (48.2)
	1.8
	6 (28.6)
	0
	1 (9.1)
	0
	2 (40)
	16.7
	2 (66.7)
	0
	3 (60)
	0
	1 (20)
	0

	Visual signs n (%b)
	31 (56.4)
	1.8
	10 (50)
	4.8
	1 (9.1)
	0
	2 (33.3)
	16.7
	0
	0
	2 (40)
	0
	3 (60)
	0

	Akinetic mutism n (%b)
	30 (54.6)
	1.8
	8 (38.1)
	0
	4 (36.4)
	0
	3 (60)
	16.7
	2(66.7)
	0
	4 (100)
	20
	0
	0

	Seizures n (%b)
	5 (11.4)
	19.6
	0
	9.5
	0
	36.4
	0
	33.3
	1 (33.3%)
	0
	3 (75)
	20
	1 (33.3)
	40

	MRI sensitivityd
	82%
	10.7
	85.7%
	0
	50%
	9.1
	66.7%
	0
	100%
	0
	4 (80)
	0
	0
	0

	EEG sensitivity
	65.1%
	23.2
	10%
	4.8
	28.6%
	36.4
	25%
	33.3
	0%
	0
	2 (50)
	20
	0
	0

	14-3-3 sensitivity
	88.6%
	21.4
	100%
	14.3
	71.4%
	36.4
	50%
	33.3
	100%
	33.3
	3 (100)
	40
	0
	90


MD = Missing data (in the case of ancillary tests it means it was not performed or results were not available); gCJD = Genetic CJD; FFI = Fatal familial insomnia. 
a. One patient excluded because of unclassifiable histotype. 
b. Percentages are calculated over all subjects with reliable information (missing values are excluded). 
c. Genotypes: MM (n=51), MV (n=3), unknown genotype (n=2). 
[bookmark: _GoBack]d. CJD suggestive findings: cortical and/or basal ganglia hyperintentisies on DWI and/or FLAIR MRI sequences.
