Supplementary Tables
Supplementary Table 1. Severity scores for all reviews (n=361).
	Variable
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	n
	361
	175
	108
	56
	17

	ISC total score1
	63 [45,88]
(n = 239)
	73 [59,95]
(n = 115)
	48 [30,68]
(n = 69)
	46 [34,61]
(n = 41)
	89 [80,96]
(n = 13)

	ISC physician score1
	21 [9,31]
(n = 253)
	29 [20,39]
(n = 127)
	10 [7,21]
(n = 70)
	6 [5,11]
(n = 41)
	23 [18,28]
(n = 14)

	ISC patient score1
	42 [26,56]
(n = 338)
	46 [36,56]
(n = 158)
	27 [11,52]
(n = 106)
	36 [24,52]
(n = 54)
	65 [60,74]
(n = 15)

	BEBS total score1
	24 [12,37]
(n = 328)
	36 [27,44]
(n = 154)
	13 [6,23]
(n = 101)
	12 [8,16]
(n = 53)
	27 [23,36]
(n = 15)

	ISC skin score1
	7 [2,15]
(n = 247)
	13 [9,20]
(n = 115)
	2 [1,5]
(n = 77)
	2 [0,4]
(n = 41)
	11 [6,19]
(n = 11)

	BEBS skin score1
	8 [2,14]
(n = 329)
	14 [9,20]
(n = 155)
	2 [0,6]
(n = 101)
	1 [0,3]
(n = 53)
	22 [14,26]
(n = 15)

	QOLEB total score1 (adults only)
	18 [13,25] (n=240)
	24 [19,31] (n=81)
	14 [6,21] (n=91)
	15 [11,20] (n=49)
	30 [26,35] (n=14)

	PedsQL total,2 parent score
	48 [38,56] (n=86)
	47 [38,55] (n=81)
	57 [57,67] (n=5)
	
	

	PedsQL total,2 patient score
	54 [46,64] (n=63)
	54 [46,64] (n=61)
	57 [56,58] (n=2)
	
	

	Annual dressing time, hrs
	364 [87,637]
(n = 313)
	546 [364,910]
(n = 173)
	61 
[18,182]
(n = 89)
	61 
[12,121]
(n = 29)
	520 [364,1274]
(n = 17)

	Dressing frequency3
	
	
	
	
	

	· All at once
	270 (75)
	140 (80)
	80 (75)
	28 (51)
	17 (100)

	· Few at a time
	46 (13)
	34 (20)
	9 (8)
	3 (5)
	0 (0)

	· None required
	27 (8)
	0 (0)
	8 (7)
	19 (35)
	0 (0)

	· Infrequent
	15 (4)
	0 (0)
	10 (9)
	5 (9)
	0 (0)


BEBS, Birmingham EB Severity score; ISC, iscorEB.
1 Higher score = greater severity
2 Lower score = greater severity
3 Three missing scores



Supplementary Table 2. Background and procedural pain VAS by RDEB subtype considering all reviews (n=361).
	Variable
	Category
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	n
	
	361
	175
	108
	56
	17

	Background and/or procedural pain (VAS>0mm)1
	309 (93)
	158 (98)
	82 (81)
	49 (96)
	15 (100)

	Background pain VAS2
	40 [20,60]
(n = 335)
	40 [25,60]
(n = 162)
	30 [0,60]
(n=101)
	40 [20,60]
(n = 52)
	55 [48,72]
(n = 15)

	Procedural pain VAS4
	60 [35,80]
(n = 297)
	65 [40,80]
(n = 164)
	40 [20,62]
(n = 83)
	58 [30,69]
(n = 30)
	85 [80,95]
(n = 15)

	VAS difference between procedural3 and background pain (Procedural – Background pain)
	10 [0,25]
(n = 294)
	20 [5,30]
(n = 161)
	0 [0,20]
(n = 83)
	5 [0,16]
(n = 30)
	25 [10,42]
(n=15)


VAS, visual analogue scale measured from 0-100mm.
Results are presented as n (%) or median [IQR] (n), reporting data used in figure 1
1 Another 25 reviews from 11 participants reported no background or procedural pain VAS, and 27 reviews were missing both pain VAS 
2 All participants, regardless of dressing change frequency. 
3 Excludes participants reporting no/infrequent dressing change 



Supplementary Table 3. Correlations between VAS background pain scores and severity scores by subtype when considering all reviews (n=361).
	Variable 1
	Variable 2
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Background pain VAS
	iscorEB clinician score
	0.31
[0.19,0.42]
(n = 234)
	0.41
[0.25,0.55]
(n = 120)
	0.32
[0.08,0.52]
(n = 64)
	0.34
[0.02,0.60]
(n = 37)
	0.40
[-0.23,0.79]
(n = 12)

	ISP overall pain
	iscorEB clinician score
	0.32
[0.19,0.45]
(n = 176)
	0.39
[0.20,0.56]
(n = 86)
	0.37
[0.09,0.59]
(n = 48)
	0.12
[-0.25,0.45]
(n = 31)
	0.12
[-0.55,0.70]
(n = 10)

	Background pain VAS
	iscorEB patient score
	0.68
[0.62,0.74]
(n = 317)
	0.51
[0.38,0.62]
(n = 150)
	0.77
[0.68,0.84]
(n = 99)
	0.80
[0.67,0.88]
(n = 50)
	0.20
[-0.39,0.68]
(n = 13)

	ISP overall pain
	iscorEB patient score
	0.79
[0.74,0.83]
(n = 259)
	0.57
[0.43,0.68]
(n = 121)
	0.89
[0.83,0.93]
(n = 78)
	0.76
[0.60,0.86]
(n = 44)
	0.77
[0.35,0.93]
(n = 12)

	Background pain VAS
	iscorEB total score
	0.65
[0.56,0.72]
(n = 223)
	0.59
[0.46,0.70]
(n = 111)
	0.77
[0.65,0.86]
(n = 63)
	0.81
[0.67,0.90]
(n = 37)
	0.38
[-0.29,0.80]
(n = 11)

	ISP overall pain
	iscorEB total score
	0.68
[0.59,0.75]
(n = 171)
	0.58
[0.42,0.71]
(n = 82)
	0.80
[0.66,0.88]
(n = 47)
	0.70
[0.47,0.85]
(n = 31)
	0.39
[-0.31,0.82]
(n = 10)

	Background pain VAS
	iscorEB skin score
	0.39
[0.28,0.50]
(n = 225)
	0.39
[0.22,0.54]
(n = 106)
	0.55
[0.36,0.69]
(n = 70)
	0.13
[-0.21,0.43]
(n = 37)
	0.18
[-0.55,0.76]
(n = 9)

	ISP overall pain
	iscorEB skin score
	0.39
[0.27,0.49]
(n = 236)
	0.35
[0.17,0.51]
(n = 109)
	0.45
[0.24,0.61]
(n = 74)
	0.12
[-0.20,0.41]
(n = 41)
	0.17
[-0.56,0.75]
(n = 9)

	Background pain VAS
	BEBS total score
	0.38
[0.28,0.47]
(n = 306)
	0.25
[0.09,0.40]
(n = 144)
	0.55
[0.40,0.68]
(n = 95)
	0.31
[0.03,0.55]
(n = 49)
	0.14
[-0.44,0.64]
(n = 13)

	ISP overall pain
	BEBS total score
	0.42
[0.31,0.51]
(n = 243)
	0.28
[0.10,0.45]
(n = 111)
	0.55
[0.36,0.69]
(n = 75)
	0.24
[-0.07,0.50]
(n = 43)
	0.28
[-0.43,0.77]
(n = 10)

	Background pain VAS
	BEBS skin score
	0.36
[0.26,0.46]
(n = 307)
	0.27
[0.11,0.41]
(n = 145)
	0.49
[0.32,0.63]
(n = 95)
	0.12
[-0.17,0.39]
(n = 49)
	0.17
[-0.42,0.66]
(n = 13)

	ISP overall pain
	BEBS skin score
	0.40
[0.29,0.50]
(n = 244)
	0.38
[0.21,0.53]
(n = 112)
	0.39
[0.18,0.56]
(n = 75)
	0.00
[-0.30,0.30]
(n = 43)
	0.18
[-0.51,0.73]
(n = 10)


BEBS, Birmingham EB Severity score; ISP, iscorEB pain question score; VAS, visual analogue scale.
Results presented as correlation [95% CI] (n), calculated using Spearman’s rank correlation. 
Variable 1: Patient-reported pain scores
Variable 2: Severity scores, clinician (iscorEB clinician and BEBS) and self-reported (iscorEB patient)
Results are significant if 95% CI does not include 0; correlations where n<10 should be considered with caution as associations could be spurious. 
Significant associations: large (bold text), r=.50-1.0; medium (italics), r=.30-.49. Associations not highlighted in groups where n<10.  	 

Supplementary Table 4. Correlations between VAS procedural pain scores, for those reporting dressing changes, and severity scores by subtype at index review (n=61).
	Variable 1
	Variable 2
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Procedural pain VAS
	iscorEB clinician score
	0.41
[0.15,0.62]
(n = 50)
	0.40
[-0.01,0.70]
(n = 23)
	0.35
[-0.14,0.70]
(n = 18)
	0.80
[-0.70,1.00]
(n = 4)
	1.00
[1.00,1.00]
(n = 4)

	Procedural pain VAS 
	iscorEB patient score
	0.70
[0.53,0.81]
(n = 54)
	0.61
[0.28,0.81]
(n = 25)
	0.61
[0.23,0.83]
(n = 20)
	1.00
[1.00,1.00]
(n = 4)
	0.80
[-0.70,1.00]
(n = 4)

	Procedural pain VAS 
	iscorEB total score
	0.66
[0.46,0.79]
(n = 50)
	0.64
[0.31,0.83]
(n = 23)
	0.53
[0.08,0.80]
(n = 18)
	1.00
[1.00,1.00]
(n = 4)
	0.80
[-0.70,1.00]
(n = 4)

	Procedural pain VAS 
	iscorEB skin score
	0.46
[0.22,0.66]
(n = 51)
	0.39
[-0.02,0.69]
(n = 23)
	0.40
[-0.07,0.72]
(n = 19)
	0.40
[-0.91,0.98]
(n = 4)
	1.00
[1.00,1.00]
(n = 4)

	Procedural pain VAS 
	BEBS total score
	0.39
[0.14,0.60]
(n = 53)
	0.36
[-0.06,0.66]
(n = 24)
	0.41
[-0.04,0.72]
(n = 20)
	0.80
[-0.70,1.00]
(n = 4)
	1.00
[1.00,1.00]
(n = 4)

	Procedural pain VAS 
	BEBS skin score
	0.41
[0.16,0.61]
(n = 53)
	0.33
[-0.09,0.65]
(n = 24)
	0.37
[-0.08,0.70]
(n = 20)
	0.40
[-0.91,0.98]
(n = 4)
	1.00
[1.00,1.00]
(n = 4)

	Procedural pain VAS 
	Dressing time (hrs)
	0.44
[0.20,0.64]
(n = 53)
	0.31
[-0.10,0.63]
(n = 25)
	0.40
[-0.05,0.71]
(n = 20)
	n/a
(n = 3)
	1.00
[1.00,1.00]
(n = 4)


BEBS, Birmingham EB Severity score; VAS, visual analogue scale.
All reviews reporting frequent dressing changes were considered. 
Variable 1: Patient-reported pain scores
Variable 2: Severity scores, clinician (iscorEB clinician and BEBS) and self-reported (iscorEB patient)
Results presented as correlation [95% CI] (n), calculated using Spearman’s rank correlation. Results are significant if 95% CI does not include 0; correlations where n<10 should be considered with caution as associations could be spurious. 
Significant associations: large (bold text), r=.50-1.0; medium (italics), r=.30-.49. Associations not highlighted in groups where n<10.  

Supplementary Table 5. Correlations between VAS procedural pain scores and severity scores by subtype considering all reviews reporting regular dressing changes (n=316).
	Variable 1
	Variable 2
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Procedural pain VAS *
	iscorEB clinician score
	0.37
[0.25,0.48]
(n = 215)
	0.47
[0.32,0.59]
(n = 123)
	0.09
[-0.17,0.35]
(n = 56)
	0.81
[0.59,0.92]
(n = 23)
	-0.15
[-0.66,0.47]
(n = 12)

	Procedural pain VAS *
	iscorEB patient score
	0.67
[0.61,0.73]
(n = 280)
	0.54
[0.41,0.64]
(n = 152)
	0.74
[0.63,0.83]
(n = 81)
	0.80
[0.62,0.90]
(n = 29)
	0.44
[-0.15,0.80]
(n = 13)

	Procedural pain VAS *
	iscorEB total score
	0.69
[0.62,0.76]
(n = 203)
	0.65
[0.52,0.74]
(n = 113)
	0.64
[0.45,0.77]
(n = 55)
	0.85
[0.67,0.93]
(n = 23)
	0.34
[-0.32,0.78]
(n = 11)

	Procedural pain VAS *
	iscorEB skin score
	0.43
[0.31,0.54]
(n = 198)
	0.38
[0.21,0.53]
(n = 108)
	0.40
[0.15,0.60]
(n = 57)
	0.50
[0.09,0.77]
(n = 21)
	0.03
[-0.65,0.68]
(n = 9)

	Procedural pain VAS *
	BEBS total score
	0.45
[0.35,0.54]
(n = 270)
	0.33
[0.18,0.47]
(n = 147)
	0.46
[0.26,0.62]
(n = 77)
	0.72
[0.47,0.86]
(n = 28)
	0.18
[-0.41,0.66]
(n = 13)

	Procedural pain VAS *
	BEBS skin score
	0.46
[0.36,0.55]
(n = 271)
	0.32
[0.16,0.46]
(n = 148)
	0.40
[0.19,0.57]
(n = 77)
	0.55
[0.23,0.77]
(n = 28)
	0.19
[-0.41,0.67]
(n = 13)

	Procedural pain VAS *
	Dressing time (hrs)
	0.42
[0.32,0.51]
(n = 295)
	0.21
[0.06,0.35]
(n = 164)
	0.61
[0.45,0.73]
(n = 83)
	0.61
[0.30,0.80]
(n = 28)
	-0.11
[-0.59,0.43]
(n = 15)


BEBS, Birmingham EB Severity score; VAS, visual analogue scale.
All reviews reporting frequent dressing changes were considered. 
Variable 1: Patient-reported pain scores
Variable 2: Severity scores, clinician (iscorEB clinician and BEBS) and self-reported (iscorEB patient)
Results presented as correlation [95% CI] (n), calculated using Spearman’s rank correlation. Results are significant if 95% CI does not include 0; correlations where n<10 should be considered with caution as associations could be spurious. 
Significant associations: large (bold text), r=.50-1.0; medium (italics), r=.30-.49. 


Supplementary Table 6. Correlations between QOL and background pain VAS scores by subtype considering all reviews reporting regular dressing changes (n=316).
	Variable 1
	Variable 2
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	QOLEB
functioning score
	VAS
Background pain
	0.57
[0.48,0.65]
(n = 237)
	0.54
[0.36,0.68]
(n = 80)
	0.69
[0.56,0.78]
(n = 91)
	0.83
[0.71,0.90]
(n = 48)
	-0.37
[-0.77,0.22]
(n = 13)

	QOLEB
emotions score
	VAS
Background pain
	0.45
[0.34,0.54]
(n = 240)
	0.38
[0.17,0.55]
(n = 80)
	0.53
[0.36,0.66]
(n = 92)
	0.50
[0.26,0.69]
(n = 50)
	-0.15
[-0.65,0.44]
(n = 13)

	QOLEB
total score
	VAS
Background pain
	0.60
[0.52,0.68]
(n = 236)
	0.58
[0.41,0.71]
(n = 80)
	0.67
[0.54,0.77]
(n = 90)
	0.85
[0.75,0.92]
(n = 48)
	-0.38
[-0.77,0.21]
(n = 13)

	PedsQL
physical (parent)
	VAS
Background pain
	-0.20
[-0.41,0.02]
(n = 79)
	-0.13
[-0.35,0.10]
(n = 74)
	-0.72
[-0.98,0.45]
(n = 5)
	
	

	PedsQL
physical (patient)
	VAS
Background pain
	-0.10
[-0.34,0.16]
(n = 59)
	-0.11
[-0.36,0.15]
(n = 57)
	n/a
(n = 2)
	
	

	PedsQL
psychosocial (parent)
	VAS
Background pain
	-0.21
[-0.41,0.01]
(n = 78)
	-0.15
[-0.37,0.08]
(n = 73)
	-0.72
[-0.98,0.45]
(n = 5)
	
	

	PedsQL
psychosocial (patient)
	VAS
Background pain
	-0.13
[-0.37,0.14]
(n = 58)
	-0.13
[-0.38,0.14]
(n = 56)
	n/a
(n = 2)
	
	

	PedsQL
total score (parent)
	VAS
Background pain
	-0.23
[-0.43,-0.01]
(n = 78)
	-0.17
[-0.38,0.06]
(n = 73)
	-0.72
[-0.98,0.45]
(n = 5)
	
	

	PedsQL
total score (patient)
	VAS
Background pain
	-0.14
[-0.38,0.12]
(n = 58)
	-0.16
[-0.40,0.11]
(n = 56)
	n/a
(n = 2)
	
	


VAS, visual analogue scale.
Only participants with frequent dressing changes were included in procedural pain correlations.
Results presented as correlation [95% CI] (n), calculated using Spearman’s rank correlation. Results are significant if 95% CI does not include 0; correlations where n<10 should be considered with caution as associations could be spurious. 
Significant associations: large (bold text), r=.50-1.0; medium (italics), r=.30-.49. 


Supplementary Table 7. Correlations between QOL and procedural pain VAS scores by subtype considering all reviews reporting regular dressing changes (n=316).
	Variable 1
	Variable 2
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	QOLEB
functioning score
	VAS
Procedural pain 
	0.67
[0.58,0.74]
(n = 199)
	0.63
[0.48,0.75]
(n = 80)
	0.64
[0.48,0.76]
(n = 73)
	0.79
[0.60,0.90]
(n = 28)
	-0.19
[-0.67,0.40]
(n = 13)

	QOLEB
emotions score
	VAS
Procedural pain 
	0.48
[0.36,0.58]
(n = 201)
	0.33
[0.12,0.51]
(n = 80)
	0.49
[0.29,0.64]
(n = 74)
	0.72
[0.49,0.86]
(n = 29)
	0.37
[-0.23,0.77]
(n = 13)

	QOLEB
total score
	VAS
Procedural pain 
	0.71
[0.63,0.77]
(n = 198)
	0.63
[0.48,0.75]
(n = 80)
	0.63
[0.47,0.75]
(n = 72)
	0.81
[0.63,0.91]
(n = 28)
	-0.03
[-0.57,0.53]
(n = 13)

	PedsQL
physical (parent)
	VAS
Procedural pain 
	-0.18
[-0.38,0.04]
(n = 82)
	-0.12
[-0.33,0.11]
(n = 77)
	-0.80
[-0.99,0.28]
(n = 5)
	
	

	PedsQL
physical (patient)
	VAS
Procedural pain 
	-0.11
[-0.36,0.14]
(n = 61)
	-0.12
[-0.36,0.15]
(n = 59)
	n/a
(n = 2)
	
	

	PedsQL
psychosocial (parent)
	VAS
Procedural pain 
	-0.18
[-0.39,0.04]
(n = 81)
	-0.13
[-0.35,0.09]
(n = 76)
	-0.80
[-0.99,0.28]
(n = 5)
	
	

	PedsQL
psychosocial (patient)
	VAS
Procedural pain 
	-0.12
[-0.36,0.14]
(n = 60)
	-0.12
[-0.37,0.14]
(n = 58)
	n/a
(n = 2)
	
	

	PedsQL
total score (parent)
	VAS
Procedural pain 
	-0.19
[-0.39,0.03]
(n = 81)
	-0.13
[-0.35,0.10]
(n = 76)
	-0.80
[-0.99,0.28]
(n = 5)
	
	

	PedsQL
total score (patient)
	VAS
Procedural pain 
	-0.15
[-0.39,0.11]
(n = 60)
	-0.15
[-0.39,0.11]
(n = 58)
	n/a
(n = 2)
	
	


VAS, visual analogue scale.
Only participants with frequent dressing changes were included in procedural pain correlations.
Results presented as correlation [95% CI] (n), calculated using Spearman’s rank correlation. Results are significant if 95% CI does not include 0; correlations where n<10 should be considered with caution as associations could be spurious. 
Significant associations: large (bold text), r=.50-1.0; medium (italics), r=.30-.49. 




Supplementary Table 8. Pain frequency by RDEB subtype for all reviews (n=361).
	Variable
	Category
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	n
	
	361
	175
	108
	56
	17

	Weekly sleep disturbed pain,1
	0 nights
	117 (34)
	40 (24)
	58 (56)
	18 (33)
	1 (6)

	
	1-3 nights
	100 (29)
	59 (36)
	21 (20)
	19 (35)
	1 (6)

	
	4-6 nights
	45 (13)
	26 (16)
	9 (9)
	5 (9)
	4 (25)

	
	Every night
	82 (24)
	40 (24)
	16 (15)
	12 (22)
	10 (62)

	Frequency of EB causing physical pain (QOLEB Q3)2
	No pain
	19 (8)
	0 (0)
	15 (16)
	3 (6)
	1 (7)

	
	Occasional pain
	91 (37)
	30 (37)
	40 (43)
	20 (39)
	0 (0)

	
	Frequent pain
	70 (29)
	28 (35)
	24 (26)
	14 (27)
	2 (14)

	
	Constant pain
	65 (27)
	23 (28)
	15 (16)
	14 (27)
	11 (79)

	Frequency of aches and pains? (PedsQL parent)3
	Never
	2 (2)
	1 (1)
	1 (20)
	
	

	
	Almost never
	10 (11)
	10 (12)
	0 (0)
	
	

	
	Sometimes
	33 (38)
	31 (38)
	2 (40)
	
	

	
	Often
	25 (29)
	23 (28)
	2 (40)
	
	

	
	Almost always
	17 (20)
	17 (21)
	0 (0)
	
	

	Frequency of aches and pains? (PedsQL patient)4
	Never
	2 (3)
	2 (3)
	0 (0)
	
	

	
	Almost never
	5 (8)
	5 (8)
	0 (0)
	
	

	
	Sometimes
	29 (45)
	29 (47)
	0 (0)
	
	

	
	Often
	12 (19)
	10 (16)
	2 (100)
	
	

	
	Almost always
	16 (25)
	16 (26)
	0 (0)
	
	


Results are presented as n (%). All reviews are considered. Participant with RDEB-PT is only included in the ‘Overall’ subtype category.
1 n=344; missing data in 17 reviews
2 n=245; missing QOLEB data in 15 adult reviews 
3 n=87; PedsQL data not required for 8 child reviews (age<2y) and missing from 6 reviews 
4 n=64; PedsQL data not required for 22 child reviews (age<4y) and missing from 15 reviews 



Supplementary Table 9. Pain location and intensity by RDEB subtype, data used for figure 2.
	Variable
	Category
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Considering index reviews, n
	61
	25
	22
	9
	4

	Overall pain
	None
	6 (10)
	0 (0)
	5 (24)
	0 (0)
	1 (25)

	
	Mild
	17 (29)
	6 (25)
	7 (33)
	4 (44)
	0 (0)

	
	Moderate
	13 (22)
	7 (29)
	4 (19)
	1 (11)
	1 (25)

	
	Severe
	17 (29)
	10 (42)
	4 (19)
	3 (33)
	0 (0)

	
	Worst possible
	6 (10)
	1 (4)
	1 (5)
	1 (11)
	2 (50)

	Skin pain
	None
	7 (12)
	0 (0)
	5 (24)
	1 (11)
	1 (25)

	
	Mild
	14 (24)
	3 (12)
	7 (33)
	4 (44)
	0 (0)

	
	Moderate
	16 (27)
	9 (38)
	5 (24)
	1 (11)
	1 (25)

	
	Severe
	17 (29)
	10 (42)
	4 (19)
	3 (33)
	0 (0)

	
	Worst possible
	5 (8)
	2 (8)
	0 (0)
	0 (0)
	2 (50)

	Mouth pain
	None
	9 (15)
	2 (8)
	5 (24)
	0 (0)
	1 (25)

	
	Mild
	18 (31)
	9 (38)
	6 (29)
	3 (33)
	0 (0)

	
	Moderate
	16 (27)
	6 (25)
	5 (24)
	3 (33)
	2 (50)

	
	Severe
	12 (20)
	7 (29)
	3 (14)
	2 (22)
	0 (0)

	
	Worst possible
	4 (7)
	0 (0)
	2 (10)
	1 (11)
	1 (25)

	Eye pain
	None
	33 (56)
	11 (46)
	14 (67)
	4 (44)
	3 (75)

	
	Mild
	14 (24)
	8 (33)
	2 (10)
	4 (44)
	0 (0)

	
	Moderate
	8 (14)
	3 (12)
	4 (19)
	1 (11)
	0 (0)

	
	Severe
	4 (7)
	2 (8)
	1 (5)
	0 (0)
	1 (25)

	
	Worst possible
	0 (0)
	0 (0)
	0 (0)
	0 (0)
	0 (0)

	Bone/Joint pain
	None
	27 (46)
	11 (46)
	9 (43)
	5 (56)
	2 (50)

	
	Mild
	17 (29)
	8 (33)
	8 (38)
	1 (11)
	0 (0)

	
	Moderate
	6 (10)
	1 (4)
	3 (14)
	1 (11)
	1 (25)

	
	Severe
	8 (14)
	3 (12)
	1 (5)
	2 (22)
	1 (25)

	
	Worst possible
	1 (2)
	1 (4)
	0 (0)
	0 (0)
	0 (0)



	Variable
	Category
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Considering all reviews, n
	361
	175
	108
	56
	17

	Overall pain
	None
	30 (11)
	5 (4)
	22 (28)
	2 (4)
	1 (8)

	
	Mild
	65 (24)
	27 (21)
	25 (31)
	13 (29)
	0 (0)

	
	Moderate
	83 (31)
	46 (36)
	16 (20)
	18 (40)
	1 (8)

	
	Severe
	67 (25)
	43 (34)
	13 (16)
	7 (16)
	3 (25)

	
	Worst possible
	23 (9)
	6 (5)
	4 (5)
	5 (11)
	7 (58)

	Skin pain
	None
	33 (12)
	5 (4)
	22 (28)
	5 (11)
	1 (8)

	
	Mild
	59 (22)
	19 (15)
	25 (31)
	15 (33)
	0 (0)

	
	Moderate
	86 (32)
	51 (40)
	17 (21)
	17 (38)
	1 (8)

	
	Severe
	66 (25)
	44 (35)
	12 (15)
	3 (7)
	4 (33)

	
	Worst possible
	23 (9)
	7 (6)
	4 (5)
	5 (11)
	6 (50)

	Mouth pain
	None
	53 (20)
	21 (17)
	22 (28)
	5 (11)
	1 (8)

	
	Mild
	89 (33)
	53 (42)
	21 (26)
	9 (20)
	6 (50)

	
	Moderate
	79 (29)
	37 (29)
	22 (28)
	17 (38)
	3 (25)

	
	Severe
	35 (13)
	16 (13)
	9 (11)
	9 (20)
	1 (8)

	
	Worst possible
	12 (4)
	0 (0)
	6 (8)
	5 (11)
	1 (8)

	Eye pain
	None
	136 (51)
	53 (42)
	52 (65)
	18 (40)
	9 (75)

	
	Mild
	87 (32)
	50 (39)
	15 (19)
	20 (44)
	2 (17)

	
	Moderate
	25 (9)
	13 (10)
	6 (8)
	6 (13)
	0 (0)

	
	Severe
	17 (6)
	10 (8)
	5 (6)
	1 (2)
	1 (8)

	
	Worst possible
	3 (1)
	1 (1)
	2 (2)
	0 (0)
	0 (0)

	Bone/Joint pain
	None
	120 (45)
	60 (47)
	36 (46)
	21 (47)
	3 (25)

	
	Mild
	69 (26)
	36 (28)
	25 (32)
	6 (13)
	1 (8)

	
	Moderate
	36 (13)
	17 (13)
	8 (10)
	8 (18)
	3 (25)

	
	Severe
	36 (13)
	13 (10)
	7 (9)
	8 (18)
	5 (42)

	
	Worst possible
	6 (2)
	1 (1)
	3 (4)
	2 (4)
	0 (0)


Results are presented as n (%). Index and all reviews are considered. Participant with RDEB-PT is only included in the ‘Overall’ subtype category.


Supplementary Table 10. Correlations between pain location and severity scores by subtype at index review (n=61).
	Variable 1
	Variable 2
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Skin pain
	BEBS total score
	0.52
[0.30,0.68]
(n = 58)
	0.23
[-0.20,0.59]
(n = 23)
	0.66
[0.32,0.85]
(n = 21)
	0.32
[-0.43,0.81]
(n = 9)
	0.95
[-0.14,1.00]
(n = 4)

	Mouth pain
	BEBS total score
	0.12
[-0.14,0.37]
(n = 58)
	-0.05
[-0.45,0.37]
(n = 23)
	0.36
[-0.08,0.69]
(n = 21)
	0.36
[-0.40,0.83]
(n = 9)
	0.40
[-0.91,0.98]
(n = 4)

	Eye pain
	BEBS total score
	0.16
[-0.11,0.40]
(n = 58)
	-0.05
[-0.45,0.37]
(n = 23)
	0.26
[-0.19,0.62]
(n = 21)
	0.47
[-0.28,0.86]
(n = 9)
	0.26
[-0.93,0.98]
(n = 4)

	Bone/Joint pain
	BEBS total score
	0.19
[-0.08,0.42]
(n = 58)
	0.18
[-0.25,0.55]
(n = 23)
	0.48
[0.06,0.75]
(n = 21)
	0.10
[-0.60,0.72]
(n = 9)
	0.11
[-0.95,0.97]
(n = 4)

	Skin pain
	BEBS skin score
	0.55
[0.34,0.71]
(n = 58)
	0.23
[-0.20,0.59]
(n = 23)
	0.66
[0.32,0.85]
(n = 21)
	0.34
[-0.42,0.82]
(n = 9)
	0.95
[-0.14,1.00]
(n = 4)

	Mouth pain
	BEBS skin score
	0.05
[-0.21,0.30]
(n = 58)
	-0.02
[-0.43,0.40]
(n = 23)
	0.23
[-0.22,0.60]
(n = 21)
	-0.13
[-0.73,0.58]
(n = 9)
	0.40
[-0.91,0.98]
(n = 4)

	Eye pain
	BEBS skin score
	0.08
[-0.19,0.33]
(n = 58)
	-0.10
[-0.49,0.33]
(n = 23)
	0.11
[-0.34,0.52]
(n = 21)
	0.37
[-0.39,0.83]
(n = 9)
	0.26
[-0.93,0.98]
(n = 4)

	Bone/Joint pain
	BEBS skin score
	0.17
[-0.09,0.41]
(n = 58)
	0.17
[-0.26,0.54]
(n = 23)
	0.44
[0.01,0.73]
(n = 21)
	0.02
[-0.65,0.67]
(n = 9)
	0.11
[-0.95,0.97]
(n = 4)

	Skin pain
	Dressing time (hrs)
	0.60
[0.39,0.75]
(n = 51)
	0.37
[-0.04,0.67]
(n = 24)
	0.58
[0.17,0.82]
(n = 19)
	n/a
(n = 3)
	0.95
[-0.14,1.00]
(n = 4)

	Mouth pain
	Dressing time (hrs)
	0.26
[-0.02,0.50]
(n = 51)
	0.40
[-0.01,0.69]
(n = 24)
	0.08
[-0.39,0.51]
(n = 19)
	n/a
(n = 3)
	0.40
[-0.91,0.98]
(n = 4)

	Eye pain
	Dressing time (hrs)
	0.13
[-0.15,0.39]
(n = 51)
	0.08
[-0.33,0.47]
(n = 24)
	-0.10
[-0.53,0.37]
(n = 19)
	n/a
(n = 3)
	0.26
[-0.93,0.98]
(n = 4)

	Bone/Joint pain
	Dressing time (hrs)
	0.19
[-0.09,0.44]
(n = 51)
	0.44
[0.04,0.72]
(n = 24)
	0.15
[-0.33,0.56]
(n = 19)
	n/a
(n = 3)
	0.11
[-0.95,0.97]
(n = 4)


Results presented as correlation [95% CI] (n), calculated using Spearman’s rank correlation. Results are significant if 95% CI does not include 0; correlations where n<10 should be considered with caution as associations could be spurious. 
Significant associations: large (bold text), r=.50-1.0; medium (italics), r=.30-.49. 


Supplementary Table 11. Correlations between pain location and severity scores by subtype when considering all reviews (n=361).
	Variable 1
	Variable 2
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Skin pain
	BEBS total score
	0.47
[0.36,0.56]
(n = 242)
	0.22
[0.04,0.39]
(n = 110)
	0.55
[0.36,0.69]
(n = 75)
	0.36
[0.07,0.60]
(n = 43)
	0.29
[-0.41,0.78]
(n = 10)

	Mouth pain
	BEBS total score
	0.09
[-0.03,0.22]
(n = 243)
	0.06
[-0.13,0.24]
(n = 111)
	0.41
[0.21,0.59]
(n = 75)
	0.38
[0.09,0.61]
(n = 43)
	-0.03
[-0.65,0.61]
(n = 10)

	Eye pain
	BEBS total score
	0.20
[0.07,0.32]
(n = 243)
	0.19
[-0.00,0.36]
(n = 111)
	0.18
[-0.05,0.39]
(n = 75)
	0.31
[0.02,0.56]
(n = 43)
	-0.35
[-0.80,0.36]
(n = 10)

	Bone/Joint pain
	BEBS total score
	0.16
[0.03,0.28]
(n = 242)
	0.30
[0.12,0.46]
(n = 111)
	0.43
[0.22,0.60]
(n = 74)
	0.08
[-0.22,0.37]
(n = 43)
	-0.28
[-0.77,0.43]
(n = 10)

	Skin pain
	BEBS skin score
	0.48
[0.37,0.57]
(n = 243)
	0.30
[0.12,0.46]
(n = 111)
	0.42
[0.21,0.59]
(n = 75)
	0.39
[0.10,0.62]
(n = 43)
	0.26
[-0.44,0.76]
(n = 10)

	Mouth pain
	BEBS skin score
	-0.01
[-0.14,0.11]
(n = 244)
	0.08
[-0.11,0.26]
(n = 112)
	0.23
[0.01,0.44]
(n = 75)
	-0.01
[-0.31,0.29]
(n = 43)
	-0.13
[-0.70,0.54]
(n = 10)

	Eye pain
	BEBS skin score
	0.11
[-0.01,0.24]
(n = 244)
	0.23
[0.05,0.40]
(n = 112)
	-0.03
[-0.25,0.20]
(n = 75)
	0.08
[-0.22,0.38]
(n = 43)
	-0.25
[-0.76,0.45]
(n = 10)

	Bone/Joint pain
	BEBS skin score
	0.14
[0.02,0.27]
(n = 243)
	0.34
[0.17,0.50]
(n = 112)
	0.27
[0.05,0.47]
(n = 74)
	0.08
[-0.22,0.37]
(n = 43)
	-0.25
[-0.76,0.45]
(n = 10)

	Skin pain
	Dressing time (hrs)
	0.31
[0.18,0.42]
(n = 229)
	0.02
[-0.16,0.19]
(n = 126)
	0.51
[0.30,0.67]
(n = 66)
	0.54
[0.14,0.79]
(n = 21)
	0.18
[-0.44,0.68]
(n = 12)

	Mouth pain
	Dressing time (hrs)
	0.12
[-0.01,0.24]
(n = 230)
	0.20
[0.03,0.37]
(n = 127)
	0.31
[0.07,0.51]
(n = 66)
	0.55
[0.15,0.79]
(n = 21)
	0.34
[-0.29,0.76]
(n = 12)

	Eye pain
	Dressing time (hrs)
	0.13
[0.00,0.26]
(n = 230)
	0.09
[-0.08,0.26]
(n = 127)
	0.10
[-0.15,0.33]
(n = 66)
	-0.04
[-0.46,0.40]
(n = 21)
	-0.30
[-0.75,0.33]
(n = 12)

	Bone/Joint pain
	Dressing time (hrs)
	0.05
[-0.08,0.17]
(n = 229)
	0.12
[-0.05,0.29]
(n = 127)
	0.27
[0.03,0.48]
(n = 65)
	0.33
[-0.12,0.67]
(n = 21)
	-0.28
[-0.73,0.35]
(n = 12)


Results presented as correlation [95% CI] (n), calculated using Spearman’s rank correlation. Results are significant if 95% CI does not include 0; correlations where n<10 should be considered with caution as associations could be spurious. 
Significant associations: large (bold text), r=.50-1.0; medium (italics), r=.30-.49. 



Supplementary Table 12. Reported background and procedural pain VAS reported in Figure 3 according to medication usage at index review (n=61) and when considering all reviews (n=361).
	Index review
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Pain medication
	Background pain
	(n=61)
	(n=25)
	(n=22)
	(n=9)
	(n=4)

	Strong opioids
	No
	30 [20,60]
(n = 43)
	33 [22,55]
(n = 14)
	32 [8,61]
(n = 20)
	30 [30,35]
(n = 7)
	0 [0,0]
(n = 1)

	
	Yes
	50 [32,69]
(n = 18)
	48 [25,50]
(n = 11)
	85 [82,88]
(n = 2)
	54 [42,65]
(n = 2)
	60 [58,65]
(n = 3)

	Weak opioids
	No
	38 [20,60]
(n = 58)
	39 [20,54]
(n = 25)
	40 [10,70]
(n = 21)
	30 [30,32]
(n = 8)
	58 [41,62]
(n = 4)

	
	Yes
	80 [60,80]
(n = 3)
	
	40 [40,40]
(n = 1)
	80 [80,80]
(n = 1)
	

	Non-opioid NSAID
	No
	30 [20,56]
(n = 44)
	49 [20,54]
(n = 16)
	20 [0,50]
(n = 17)
	30 [30,54]
(n = 7)
	55 [28,58]
(n = 3)

	
	Yes
	50 [30,70]
(n = 17)
	36 [30,50]
(n = 9)
	70 [65,80]
(n = 5)
	35 [32,38]
(n = 2)
	70 [70,70]
(n = 1)

	Non-opioid paracetamol
	No
	30 [20,54]
(n = 30)
	39 [20,50]
(n = 10)
	22 [15,48]
(n = 12)
	30 [30,38]
(n = 6)
	58 [56,59]
(n = 2)

	
	Yes
	50 [30,68]
(n = 31)
	39 [30,57]
(n = 15)
	60 [20,69]
(n = 10)
	30 [30,54]
(n = 3)
	35 [18,52]
(n = 2)

	Adjunctive
	No
	30 [20,60]
(n = 50)
	36 [20,52]
(n = 19)
	40 [12,69]
(n = 22)
	30 [30,30]
(n = 7)
	30 [15,45]
(n = 2)

	
	Yes
	54 [44,70]
(n = 11)
	49 [34,53]
(n = 6)
	
	58 [49,68]
(n = 2)
	62 [59,66]
(n = 2)





	Index review
	
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Pain medication
	Procedural pain
	(n=61)
	(n=25)
	(n=22)
	(n=9)
	(n=4)

	Strong opioids
	No
	50 [38,70]
(n = 36)
	55 [40,69]
(n = 14)
	45 [25,66]
(n = 18)
	25 [12,38]
(n = 2)
	10 [10,10]
(n = 1)

	
	Yes
	70 [50,84]
(n = 18)
	70 [50,80]
(n = 11)
	62 [51,74]
(n = 2)
	48 [39,56]
(n = 2)
	85 [82,88]
(n = 3)

	Weak opioids
	No
	52 [40,80]
(n = 52)
	60 [40,75]
(n = 25)
	50 [30,75]
(n = 19)
	40 [22,54]
(n = 4)
	82 [62,86]
(n = 4)

	
	Yes
	60 [50,70]
(n = 2)
	
	40 [40,40]
(n = 1)
	
	

	Non-opioid NSAID
	No
	30 [20,56]
(n = 44)
	49 [20,54]
(n = 16)
	20 [0,50]
(n = 17)
	30 [30,54]
(n = 7)
	55 [28,58]
(n = 3)

	
	Yes
	50 [30,70]
(n = 17)
	36 [30,50]
(n = 9)
	70 [65,80]
(n = 5)
	35 [32,38]
(n = 2)
	70 [70,70]
(n = 1)

	Non-opioid paracetamol
	No
	45 [38,80]
(n = 24)
	45 [40,76]
(n = 10)
	40 [25,54]
(n = 10)
	25 [12,38]
(n = 2)
	82 [81,84]
(n = 2)

	
	Yes
	62 [42,79]
(n = 30)
	64 [50,72]
(n = 15)
	52 [40,78]
(n = 10)
	48 [39,56]
(n = 2)
	50 [30,70]
(n = 2)

	Adjunctive
	No
	50 [40,70]
(n = 43)
	60 [45,70]
(n = 19)
	45 [35,72]
(n = 20)
	15 [8,22]
(n = 2)
	48 [29,66]
(n = 2)

	
	Yes
	75 [58,80]
(n = 11)
	72 [40,79]
(n = 6)
	
	58 [54,61]
(n = 2)
	85 [82,88]
(n = 2)





	All reviews
	
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Pain medication
	Background pain
	(n=361)1
	(n=175)
	(n=108)
	(n=56)
	(n=17)

	Strong opioids
	No
	30 [10,60]
(n = 229)
	35 [20,60]
(n = 90)
	20 [0,50]
(n = 92)
	30 [20,52]
(n = 40)
	50 [25,52]
(n = 3)

	
	Yes
	50 [36,70]
(n = 106)
	42 [30,60]
(n = 72)
	70 [60,80]
(n = 9)
	60 [44,78]
(n = 12)
	58 [49,79]
(n = 12)

	Weak opioids
	No
	40 [20,60]
(n = 324)
	40 [25,60]
(n = 158)
	28 [0,60]
(n = 98)
	40 [20,60]
(n = 49)
	55 [48,72]
(n = 15)

	
	Yes
	60 [36,80]
(n = 11)
	65 [50,78]
(n = 4)
	32 [24,36]
(n = 3)
	80 [70,82]
(n = 3)
	

	Non-opioid NSAID
	No
	38 [20,60]
(n = 246)
	40 [20,60]
(n = 104)
	20 [0,40]
(n = 81)
	40 [20,60]
(n = 44)
	55 [49,79]
(n = 12)

	
	Yes
	50 [30,70]
(n = 89)
	48 [30,69]
(n = 58)
	60 [48,70]
(n = 20)
	35 [20,45]
(n = 8)
	50 [38,60]
(n = 3)

	Non-opioid paracetamol
	No
	30 [10,60]
(n = 175)
	40 [20,60]
(n = 66)
	12 [0,40]
(n = 62)
	30 [10,50]
(n = 33)
	55 [51,71]
(n = 10)

	
	Yes
	50 [30,65]
(n = 160)
	40 [29,60]
(n = 96)
	50 [30,70]
(n = 39)
	50 [40,64]
(n = 19)
	50 [25,70]
(n = 5)

	Adjunctive
	No
	34 [16,60]
(n = 260)
	40 [20,60]
(n = 113)
	25 [0,50]
(n = 99)
	30 [20,50]
(n = 39)
	55 [49,69]
(n = 8)

	
	Yes
	50 [38,70]
(n = 75)
	50 [30,60]
(n = 49)
	68 [64,71]
(n = 2)
	69 [45,80]
(n = 13)
	55 [38,72]
(n = 7)






	All reviews
	
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Pain medication
	Procedural pain
	(n=319)1
	(n=175)
	(n=90)
	(n=32)
	(n=17)

	Strong opioids
	No
	50 [30,70]
(n = 190)
	60 [38,75]
(n = 91)
	40 [20,60]
(n = 74)
	40 [10,58]
(n = 18)
	80 [45,90]
(n = 3)

	
	Yes
	70 [50,82]
(n = 107)
	70 [50,80]
(n = 73)
	80 [40,85]
(n = 9)
	75 [64,86]
(n = 12)
	85 [84,95]
(n = 12)

	Weak opioids
	No
	60 [30,80]
(n = 289)
	65 [40,80]
(n = 160)
	40 [20,62]
(n = 80)
	58 [30,69]
(n = 30)
	85 [80,95]
(n = 15)

	
	Yes
	60 [50,80]
(n = 8)
	65 [50,85]
(n = 4)
	55 [48,60]
(n = 3)
	
	

	Non-opioid NSAID
	No
	50 [30,75]
(n = 210)
	64 [40,80]
(n = 104)
	30 [15,52]
(n = 63)
	58 [30,74]
(n = 26)
	85 [80,96]
(n = 12)

	
	Yes
	65 [50,80]
(n = 87)
	65 [50,80]
(n = 60)
	65 [48,85]
(n = 20)
	55 [48,61]
(n = 4)
	85 [82,88]
(n = 3)

	Non-opioid paracetamol
	No
	50 [30,80]
(n = 139)
	64 [40,80]
(n = 65)
	30 [2,50]
(n = 46)
	40 [10,71]
(n = 14)
	90 [85,99]
(n = 10)

	
	Yes
	60 [40,80]
(n = 158)
	65 [50,80]
(n = 99)
	50 [30,80]
(n = 37)
	60 [40,66]
(n = 16)
	80 [25,85]
(n = 5)

	Adjunctive
	No
	50 [30,75]
(n = 224)
	60 [40,80]
(n = 115)
	40 [20,60]
(n = 81)
	40 [10,60]
(n = 19)
	95 [84,100]
(n = 8)

	
	Yes
	70 [60,80]
(n = 73)
	70 [50,80]
(n = 49)
	85 [80,90]
(n = 2)
	65 [50,82]
(n = 11)
	85 [80,85]
(n = 7)


Results are presented as n (%). Index and all reviews are considered. 
Participant with RDEB-PT is only included in the ‘Overall’ subtype category.
 


Supplementary Table 13. Reported background and procedural pain VAS according to regular or PRN medication usage at index review (n=61) and when considering all reviews (n=361).
	Pain medication 
	Pain
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	Index review
	Background
	(n=61)
	(n=25)
	(n=22)
	(n=9)
	(n=4)

	All medications
	None
	20 [15,35]
(n = 19)
	20 [20,52]
(n = 7)
	20 [0,25]
(n = 9)
	30 [15,30]
(n = 3)
	

	
	Regular +/- PRN 
	50 [38,70]
(n = 19)
	44 [30,54]
(n = 12)
	90 [90,90]
(n = 1)
	58 [49,68]
(n = 2)
	60 [58,65]
(n = 3)

	
	PRN only
	50 [30,62]
(n = 23)
	40 [30,53]
(n = 6)
	60 [32,70]
(n = 12)
	30 [30,42]
(n = 4)
	0 [0,0]
(n = 1)

	Strong opioids
	None
	30 [20,60]
(n = 43)
	33 [22,55]
(n = 14)
	32 [8,61]
(n = 20)
	30 [30,35]
(n = 7)
	0 [0,0]
(n = 1)

	
	Regular +/- PRN 
	60 [50,74]
(n = 11)
	50 [35,61]
(n = 6)
	90 [90,90]
(n = 1)
	77 [77,77]
(n = 1)
	60 [58,65]
(n = 3)

	
	PRN only
	39 [25,49]
(n = 7)
	39 [20,48]
(n = 5)
	80 [80,80]
(n = 1)
	30 [30,30]
(n = 1)
	

	Weak opioids
	None
	38 [20,60]
(n = 58)
	39 [20,54]
(n = 25)
	40 [10,70]
(n = 21)
	30 [30,32]
(n = 8)
	58 [41,62]
(n = 4)

	
	Regular/PRN 
	n/a
	
	
	
	

	
	PRN only
	80 [60,80]
(n = 3)
	
	40 [40,40]
(n = 1)
	80 [80,80]
(n = 1)
	

	Non-opioid NSAID
	None
	30 [20,56]
(n = 44)
	49 [20,54]
(n = 16)
	20 [0,50]
(n = 17)
	30 [30,54]
(n = 7)
	55 [28,58]
(n = 3)

	
	Regular +/- PRN 
	50 [38,75]
(n = 7)
	43 [34,58]
(n = 4)
	90 [90,90]
(n = 1)
	40 [40,40]
(n = 1)
	70 [70,70]
(n = 1)

	
	PRN only
	50 [30,65]
(n = 10)
	30 [20,39]
(n = 5)
	68 [64,72]
(n = 4)
	30 [30,30]
(n = 1)
	

	Non-opioid paracetamol
	None
	30 [20,54]
(n = 30)
	39 [20,50]
(n = 10)
	22 [15,48]
(n = 12)
	30 [30,38]
(n = 6)
	58 [56,59]
(n = 2)

	
	Regular +/- PRN 
	50 [34,74]
(n = 11)
	44 [28,54]
(n = 8)
	90 [90,90]
(n = 1)
	77 [77,77]
(n = 1)
	70 [70,70]
(n = 1)

	
	PRN only
	43 [25,61]
(n = 20)
	36 [30,57]
(n = 7)
	60 [10,65]
(n = 9)
	30 [30,30]
(n = 2)
	0 [0,0]
(n = 1)

	Adjunctive
	None
	30 [20,60]
(n = 50)
	36 [20,52]
(n = 19)
	40 [12,69]
(n = 22)
	30 [30,30]
(n = 7)
	30 [15,45]
(n = 2)

	
	Regular +/- PRN 
	55 [48,70]
(n = 9)
	49 [44,55]
(n = 4)
	
	58 [49,68]
(n = 2)
	62 [59,66]
(n = 2)

	
	PRN only
	37 [28,46]
(n = 2)
	37 [28,46]
(n = 2)
	
	
	




	Pain medication 
	Pain
	Overall
	RDEB-S
	RDEB-I
	RDEB-Inv
	RDEB-Pru

	All reviews
	Background
	(n=361)1
	(n=175)
	(n=108)
	(n=56)
	(n=17)

	All medications
	None
	20 [0,40]
(n = 106)
	35 [20,60]
(n = 36)
	0 [0,24]
(n = 50)
	20 [5,30]
(n = 17)
	52 [51,54]
(n = 2)

	
	Regular +/- PRN 
	55 [40,70]
(n = 104)
	50 [30,61]
(n = 64)
	70 [60,72]
(n = 11)
	62 [46,79]
(n = 14)
	60 [52,82]
(n = 11)

	
	PRN only
	40 [20,60]
(n = 125)
	38 [20,55]
(n = 62)
	40 [19,66]
(n = 40)
	40 [30,60]
(n = 21)
	12 [6,19]
(n = 2)

	Strong opioids
	None
	30 [10,60]
(n = 229)
	35 [20,60]
(n = 90)
	20 [0,50]
(n = 92)
	30 [20,52]
(n = 40)
	50 [25,52]
(n = 3)

	
	Regular +/- PRN 
	60 [46,75]
(n = 54)
	50 [38,68]
(n = 31)
	70 [60,80]
(n = 5)
	77 [58,80]
(n = 7)
	60 [52,82]
(n = 11)

	
	PRN only
	40 [30,60]
(n = 52)
	40 [30,50]
(n = 41)
	70 [52,72]
(n = 4)
	40 [40,60]
(n = 5)
	25 [25,25]
(n = 1)

	Weak opioids
	None
	40 [20,60]
(n = 324)
	40 [25,60]
(n = 158)
	28 [0,60]
(n = 98)
	40 [20,60]
(n = 49)
	55 [48,72]
(n = 15)

	
	Regular +/- PRN 
	65 [62,68]
(n = 2)
	65 [62,68]
(n = 2)
	
	
	

	
	PRN only
	60 [32,80]
(n = 9)
	60 [40,80]
(n = 2)
	32 [24,36]
(n = 3)
	80 [70,82]
(n = 3)
	

	Non-opioid NSAID
	None
	38 [20,60]
(n = 246)
	40 [20,60]
(n = 104)
	20 [0,40]
(n = 81)
	40 [20,60]
(n = 44)
	55 [49,79]
(n = 12)

	
	Regular +/- PRN 
	50 [38,70]
(n = 31)
	50 [38,68]
(n = 23)
	70 [70,80]
(n = 3)
	30 [25,35]
(n = 2)
	50 [38,60]
(n = 3)

	
	PRN only
	48 [28,69]
(n = 58)
	40 [26,68]
(n = 35)
	60 [40,70]
(n = 17)
	35 [22,55]
(n = 6)
	

	Non-opioid paracetamol
	None
	30 [10,60]
(n = 175)
	40 [20,60]
(n = 66)
	12 [0,40]
(n = 62)
	30 [10,50]
(n = 33)
	55 [51,71]
(n = 10)

	
	Regular +/- PRN 
	50 [40,68]
(n = 43)
	48 [30,56]
(n = 32)
	60 [50,70]
(n = 5)
	77 [68,78]
(n = 3)
	70 [60,80]
(n = 3)

	
	PRN only
	40 [28,65]
(n = 117)
	40 [25,61]
(n = 64)
	50 [22,69]
(n = 34)
	45 [40,60]
(n = 16)
	12 [6,19]
(n = 2)

	Adjunctive
	None
	34 [16,60]
(n = 260)
	40 [20,60]
(n = 113)
	25 [0,50]
(n = 99)
	30 [20,50]
(n = 39)
	55 [49,69]
(n = 8)

	
	Regular +/- PRN 
	57 [40,75]
(n = 58)
	50 [30,60]
(n = 37)
	68 [64,71]
(n = 2)
	74 [49,80]
(n = 10)
	70 [55,75]
(n = 5)

	
	PRN only
	40 [25,50]
(n = 17)
	40 [24,51]
(n = 12)
	
	50 [40,60]
(n = 3)
	25 [25,25]
(n = 2)


Results are presented as n (%). Index and all reviews are considered. 
Participant with RDEB-PT is only included in the ‘Overall’ subtype category.
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