MATERIAL SUPPLEMENTARY

Table 1: patient’s clinical and laboratory data

Pre- During During During During During
treatment: treatment:; | treatment: | treatment: | treatment: treatment:
6 months 2 months | 4 months | 6 months | 9 months 13 months
Clinical data
Number of attacks 13 0 0 0 0 2
Peripheral cutaneous | 10 0 0 0 0 2
attacks
Facial cutaneous | 2 0 0 0 0 0
attacks
Laryngeal attacks 1 0 0 0 0 0
Number of emergency | 1 0 0 0 0 0
admissions
Number of | 7 0 0 0 0 0
unscheduled visits
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LTP Amchafibrin | CLINHsc | C1LINHsc | C1INHsc | CLINHsc | C1INHsc

Drug and doses 19 mg/kg/day | 2000 U/3 | 2000 U/4 | 2000 U/5| 2000 U/6 | 2000 U/7
days days days days days

Number of acute | 10 0 0 0 0 2

treatments

administered

Icatibant 9 0 0 0 0 2

pdC1INH iv 1 0 0 0 0 0

C4 level (mg/dL) 5 19 ND ND ND ND

(Normal range:

10-40)

C1INH level (mg/dL) | 14.0 22.9 20.0 18.7 19.9 20.9

(Normal range:

22-38)

C1 INH function (%) | 33 67 59 37 60 55

(Normal range:

70-130)

ND: not done.
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