Supplementary material has been published as submitted. It has not been copyedited, or typeset by Acta Dermato-Venereologica

Table SI. Reported Cases of DEB Treated with JAK Inhibitors or Dupilumab

Author Case Age/Sex Diagnosis Treatment Duration(weeks) Baseline Final Percent change in pruritus
M(P25,P75) VAS score VAS score VAS score(%)
M(P25,P75) M(P25,P75) M(P25,P75)

Zhou, Xingli et al. 1 M/27 RDEB Tofacitinib 28 8 2 75.00%
Chen, K-J et al. 1! F/26 EBP Tofacitinib 4 9 6 33.33%
Jiang, Xingyuan et al. 1 M/40 EBP Baricitinib 24 8 3 62.50%
He, Zhe et al. 1 M/28 EBP Baricitinib 48 7 2 71.43%
Kwon, Il Joo et al. 12 F/39 RDEB Baricitinib 2 8 6 25.00%

23 M/12 RDEB Upadacitinib 2 8 8 0

3 F/30 RDEB Upadacitinib 8 5 4 20.00%

4 F/51 RDEB Baricitinib 5 8 2 75.00%

5 F/21 DDEB Baricitinib 16 8 1 87.50%

6 M/25 RDEB Upadacitinib 12 5 2 60.00%

7 F/16 DDEB Upadacitinib 32 10 1 90.00%

8 F/19 RDEB Baricitinib 8 10 3 70.00%

1 Follow-up was interrupted because of preparation for pregnancy;

2 concerns about the recurrence of cutaneous squamous cell carcinoma (SCC);

3 Lack of efficacy;
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4 fatigue and frequent otitis media;

5 hada slightly elevated lipid profile
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¢ The itching worsens before each injection and relieves after adjusting the dose;

7 Poor response to dupilumab;

8 Good response to 1st cycle of dupilumab ,Poor response to 2nd cycle of dupilumab;



3 F/3 RDEB Dupilumab 64 10 2 80.00%

4 F/4 RDEB Dupilumab 88 7 4 42.86%

5 F/12 RDEB Dupilumab 24 7 3 57.14%

6 F/18 RDEB Dupilumab 24 7 4 42.86%

7 M/9 RDEB Dupilumab 64 10 3 70.00%

8 M/21  DDEB Dupilumab 100 8 3 62.50%

9 M/9 DDEB Dupilumab 60 8 2 75.00%
Summary of Dupilumab in DEB 27 17(12,56) 8(7,8.75)  3(2,4) 0.59(0.44,0.71)
P-value 0.176 0.595 0.018 0.029*

Note: This table lists all reports found using the Pubmed search tool whose titles included  JAK inhibitor° or  ‘Tofacitinib” or ‘Baricitinib” or ‘Upadacitinib” or
‘Abrocitinib” or  ‘dupilumab’ and ‘dystrophic epidermolysis bullosa * .Papers whose patient-specific VAS score were not described were

excluded. (Abbreviation:F:Female;M:Male;DEB:dystrophic epidermolysis bullosa;DDEB:dominant dystrophic epidermolysis bullosa;RDEB:recessive dystrophic epidermolysis

bullosa;EBP:Dystrophic epidermolysis bullosa pruriginosa ;VAS:Visual analogue scale;JAK inhibitor:Janus kinase inhibitor )* p < 0.05 for the comparison between JAK inhibitors

and Dupilumab, based on Wilcoxon signed-rank test.
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