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-Young G, Auerswald G, Jimenez-Yuste V, Lambert T, Morfini M, Santagostino E, et al. PRO-PACT: retrospective observational study on the
prophylactic use of recombinant factor Vlla in hemophilia patients with inhibitors. Thromb Res. diciembre de 2012;130(6):864-70.

- Leissinger C, Gringeri A, Antmen B, Berntorp E, Biasoli C, Carpenter S, et al. Anti-Inhibitor Coagulant Complex Prophylaxis in Hemophilia with
Inhibitors. N EnglJ Med. 3 de noviembre de 2011;365(18):1684-92.

- Konkle BA, Ebbesen LS, Erhardtsen E, Bianco RP, Lissitchkov T, Rusen L, et al. Randomized, prospective clinical trial of recombinant factor Vlla
for secondary prophylaxis in hemophilia patients with inhibitors. J Thromb Haemost JTH. septiembre de 2007;5(9):1904-13.



Table IV. Efficacy of BPA in patients with inhibitor Demonstrated in bibliography.

ESTADY AGE RESULTS
PRO-PACT (16) ALL Pre-Prophylaxis Prophylaxis
(Bleedings/month (Bleedings/month) (95%CI)
(95%Cl))
1.37 (1.26,1.49) 16.44] 0.74 (0.69,0.79) 9
ESTUDIO (17) ALL Bleeds/ 6 months episodic | Bleeding/ 6 months
treatment. Mean (SD) prophylactic treatment.
Mean (SD)
13.1+7.1 26.2 | 5.045.0 10
ESTUDIO (18) ALL Bleeding/month without Bleeds/month with
prophylaxis 270mcg/kg rFVlla

5.3 63.6

2.2 26

16. Young G, Auerswald G, Jimenez-Yuste V, Lambert T, Morfini M, Santagostino E, et al. PRO-PACT: retrospective observational study on the prophylactic use of recombinant factor Vllain

hemophilia patients with inhibitors. Thromb Res. diciembre de 2012;130(6):864-70.

17. Leissinger C, Gringeri A, Antmen B, Berntorp E, Biasoli C, Carpenter S, et al. Anti-Inhibitor Coagulant Complex Prophylaxis in Hemophilia with Inhibitors. N Engl J Med. 3 de noviembre de

2011;365(18):1684-92.

18. Konkle BA, Ebbesen LS, Erhardtsen E, Bianco RP, Lissitchkov T, Rusen L, et al. Randomized, prospective clinical trial of recombinant factor Vlla for secondary prophylaxis in hemophilia

patients with inhibitors. J Thromb Haemost JTH. septiembre de 2007;5(9):1904-13.
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Table 3: Annualized Bleeding Rate of patients treated with emicizumab

ABR ABR median. Participants with zero Participantes con ce
mean (95%CI) * (IQR) BE. tres BE. N (%0; IC¢

N (%; 95%CI)

Sangrados

1.44 (1.32 - 1.55)

0(0-2.8) 8 (61.5; 35.5-82.3)

13 (100; 77.2-100)

Sangrados espontaneos

1.24 (0,38 - 2.10)

0(0-1.9) 9 (69.2; 42.4-87.3)

13 (100; 77.2-100)

Sangrados articulares

1.24 (0,38 - 2.10)

0(0-1.9) 9 (69.2; 42.4-87.3)

13 (100; 77.2-100)

Hemorragias articulares
diana

0 (0-0) 13 (100; 77.2-100)

13 (100; 77.2-100)

Periodo de eficacia

Duracion semanas, mediana (rango)

51.1(19.3-114.7)

*Estimada mediante un modelo de regresion binomial negativa.

BE: Bleeding Episodes




Comparison of intraindividual bleeding rate*
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Figure 1: Intra-individual comparison of bleeding rate.
* Follow-up times for previous treatment and with emicizumab were the same.
N2 4 >12 years, mild hemophilia with arthropathies and target joints; Rest <12 years, all with severe hemophilia and without arthropathies

or target joints; N2. 4, 8 and 10 had inhibitor.
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