Supplementary File 3. Summary of effect of 70 µM N-AT on WT and LQTS and LQTS-like mutants for homozygous (left panel) and heterozygous
expression (right panel)


	
	
	
	
	+Kv7.1wt or KCNE1wt

	
	ΔV50 
(mV)
	ΔΔGo 
(kJ/mol)
	AN-AT/
ACtrl
	T50,openN-AT/ 
T50,openCtrl
	T50,closeN-AT/ 
T50,closeCtrl
	n
	
	ΔV50 
(mV)
	ΔΔGo 
(kJ/mol)
	AN-AT/
ACtrl
	T50,openN-AT/ 
T50,openCtrl
	T50,closeN-AT/
T50,closeCtrl
	n

	Kv7.1 (WT) +E1
	–27.0 ± 2.5
	–4.9 ± 0.7
	[bookmark: OLE_LINK3]1.9 ± 0.3
	0.6 ± 0.0
	1.2 ± 0.1
	5
	
	N/A
	N/A
	N/A
	N/A
	N/A
	

	
	
	
	
	
	
	
	
	
	
	
	
	
	

	Kv7.1/F193L +E1 
	–34.7 ± 2.0
	–6.9 ± 0.5
	2.2 ± 0.3
	0.4 ± 0.0
	1.1 ± 0.0
	11
	
	–37.5 ± 5.9
	–6.8 ± 1.1
	2.3 ± 0.6
	0.6 ± 0.1
	1.0 ± 0.0
	8

	Kv7.1/V215M +E1
	–39.1 ± 2.1
	–8.4 ± 0.4
	9.3 ± 2.5
	0.6 ± 0.0
	1.2 ± 0.1
	8
	
	–34.6 ± 2.0
	–6.7 ± 0.5
	3.2 ± 0.7
	0.4 ± 0.0
	1.3 ± 0.0
	9

	Kv7.1/S225L +E1
	–49.4 ± 3.6
	–9.0 ± 1.1
	5.4 ± 1.3
	0.6 ± 0.0
	1.2 ± 0.1
	6
	
	–44.3 ± 1.4
	–8.2 ± 0.4
	4.0 ± 0.4
	0.5 ± 0.0
	1.2 ± 0.1
	8

	Kv7.1/L251A +E1
	–43.3 ± 6.0
	–6.6 ± 1.2
	3.7 ± 0.5
	0.6 ± 0.1
	1.1 ± 0.2
	5
	
	–28.6 ± 2.0
	–5.3 ± 0.5
	1.5 ± 0.2
	0.6 ± 0.1
	1.1 ± 0.2
	7

	Kv7.1/F351A +E1
	~ –30 
	nd
	nd
	nd
	nd
	6
	
	–41.2 ± 4.4
	–7.1 ± 0.8
	[bookmark: OLE_LINK4]3.3 ± 0.3
	0.5 ± 0.1
	1.2 ± 0.1
	6

	Kv7.1/R583C +E1
	–33.2 ± 3.3
	–5.4 ± 0.7
	2.1 ± 0.5
	0.8 ± 0.1
	1.5 ± 0.2
	8
	
	–36.5 ± 1.8
	–5.7 ± 0.4
	4.3 ± 1.3
	0.7 ± 0.1
	0.9 ± 0.1
	7

	
	
	
	
	
	
	
	
	
	
	
	
	
	

	Kv7.1 + E1/K70N
	[bookmark: OLE_LINK2]–28.6 ± 0.9
	–5.9 ± 0.3
	3.1 ± 0.2
	0.7 ± 0.1
	1.6 ± 0.1
	7
	
	–34.9 ± 2.2
	–6.4 ± 0.5
	2.6 ± 0.5
	0.6 ± 0.1
	1.4 ± 0.2
	12

	Kv7.1 + E1/S74L
	–35.2 ± 2.9
	–8.2 ± 0.7
	7.5 ± 2.5
	0.4 ± 0.0
	1.5 ± 0.0
	8
	
	–32.1 ± 4.2
	–5.7 ± 0.7
	1.4 ± 0.3
	0.7 ± 0.1
	1.2 ± 0.1
	6



[bookmark: _GoBack]AN-AT/ACtrl is the ratio between the current amplitude for N-AT and control solution in the end of a test pulse for 5 s to +40 mV. T50,open and T50,close are defined as in Supplementary File 1. The N-AT induced ΔV50 for F351A+KCNE1 is an approximation due to the much shifted voltage dependence of this mutant. The current at +40 mV for F351A+KCNE1 was too small to analyze current amplitude and kinetics. E1 = KCNE1. nd = not determined. N/A = not applicable. Mean ± SEM. 




