Table S1 Comparison of final preferred model using date of diagnosis and date of onset as timescale
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	Model Number
	
	Model 3
	Model S1
	Model S2

	Model Type
	
	Royston-Parmar
	Royston-Parmar
	Royston-Parmar

	Model scale
	
	PH (df 3)
	PH (df 3)
	PH (df 3)

	Model Entry time
	
	Diagnosis date
	Onset date
	Onset date

	Variable
	Strata
	HR (95%CI)
	HR (95%CI)
	HR (95%CI)

	Age dx
	Per 10 yrs increase
	1.34 (1.26 – 1.42)
	1.34 (1.26 – 1.42)
	1.34 (1.26 – 1.42)

	El Escorial
	Possible
	1
	1
	1

	
	Suspected
	0.96 (0.50 – 1.84)
	1.01 (0.53 – 1.95)
	0.88 (0.46 – 1.69)

	
	Probable
	1.30 (1.03 – 1.64)
	1.23 (0.98 – 1.55)
	1.34 (1.06 – 1.68)

	
	Definite
	1.47 (1.17 – 1.84)
	1.41 (1.13 – 1.76)
	1.41 (1.13 – 1.76)

	Site of onset (no NIV)
	Limb onset
	1
	1
	1

	
	Bulbar onset
	1.58 (1.33 – 1.87)
	1.75 (1.48 – 2.08)
	1.78 (1.51 – 2.11)

	
	General onset
	1.17 (0.83 – 1.65)
	1.21 (0.86 – 1.71)
	1.14 (0.81 – 1.61)

	Diagnostic Delay
	Per 12 weeks delay
	0.96 (0.94 – 0.97)
	0.88 (0.86 – 0.90)
	-

	
	<31 wks
	-
	-
	1

	
	31 – 55 wks
	-
	-
	0.59 (0.51 – 0.70)

	
	> 55 wks
	-
	-
	0.27 (0.22 – 0.32)

	Year of diagnosis
	1995 – 2000
	1
	1
	1

	
	2001 – 2005
	1.26 (1.06 – 1.51)
	1.21 (1.01 – 1.44)
	1.19 (1.00 – 1.42)

	
	2006 – 2010
	1.15 (0.96 – 1.39)
	1.18 (0.98 – 1.42)
	1.16 (0.96 – 1.40)

	Attend ALS clinic
	Yes
	0.74 (0.64 – 0.86)
	0.74 (0.64 – 0.86)
	0.71 (0.61 – 0.82)

	Riluzole
	Yes
	0.72 (0.61 – 0.85)
	0.77 (0.65 – 0.91)
	0.80 (0.68 – 0.94)

	NIV usage
	NIV + Limb onset
	1.49 (1.21 – 1.84)
	1.47 (1.20 – 1.81
	1.62 (1.32 – 1.99)

	
	NIV + Bulbar onset
	1.09 (0.83 – 1.44)
	1.25 (0.95 – 1.66)
	1.23 (0.93 – 1.63)

	
	NIV + General onset
	2.74 (1.31 – 5.71)
	3.45 (1.68 – 7.10)
	1.71 (0.83 – 3.54)
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