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Changes in treatment strategies for severe haemophilia over the last 3 decades:
effects on clotting factor consumption and arthropathy

K. Fischer, J. G. van der Bom, E. P. Mauser-Bunschoten, G. Roosendaal, R. Prejs, D. E. Grobbee and
H. M. van den Berg
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Table 1. Number and treatment characteristics of all patients with severe haemophilia born 1944-94, treated in the Van Creveldkliniek
over the last 3 decades.

1970s 1980s 1990s
Number of patients 112 181 211
Total number of patient years 539 1356 1672
Age (years) 15 9 (10.1-20.1) 20 5(11.9-27.8) 24 9 (14.0-35.0)
Age at first treatment (years) 4 (1.0-2.2) 0(0.7-1.2) 1 (0.8-1.6)
Age at start of home-treatment (years) 17 3 (14.0-23.0) 12 2 (6.5-21.1) 7 (4.0-11.8)
Age at start of prophylaxis (years) 13.3 (8.0-17.8) 4 (4.0-13.7) 7 (3.1-8.4)
Percentage on home treatment 21% 67% 90%
Full prophylaxis/on demand 35%/55% 57%/31% 63%/28%
Weekly dose prophylaxis (IU kg™)* 16 (11-22) 26 (20-35) 33 (24-45)

Values are numbers, percentages or medians (interquartile ranges). *Data for patients with haemophilia A.

Table 2. Annual clotting factor consumption and outcome of all patients with severe haemophilia born 1944-94, treated in the
Van Creveldkliniek over the last 3 decades.

1970s 1980s 1990s
Clotting factor consumption
Annual use prophylaxis (IU kg™?) 886 (632-1259) 1514 (1160-2031) 1880 (1402-2538)
Annual use on demand (IU kg™") 207 (67-444) 238 (88-532) 359 (146-772)
Outcome
Joint bleeds year™ on prophylaxis 7.7 (4.0-16.4) 5.5 (3.4-13.1) 2.8 (2.0-10.1)
Joint bleeds year™ on on-demand 7.5 (2.3-15.0) 6.5 (2.0-13.3) 5.1 (1.3-11.0)
Change in Pettersson score (patients year ') 1.0 (0.6-1.4) 0.7 (0.2-1.6) 0.4 (0-1.0)

Values are medians (interquartile ranges).
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Fig. 1. Longitudinal changes in mean annual clotting factor
consumption kg™' for cohorts receiving different treatment in
their early years. For the cohort that did not receive replacement
therapy during their early years (late replacement, born < 1965),
clotting factor consumption has increased steadily over the last
3 decades. For patients who received early prophylaxis (born
1970-79), mean annual clotting factor consumption kg™
increased until 1985, when the youngest patients of the cohort
had started with prophylaxis, and remained constant after 1985.
Although they used more clotting factor, patients who received
primary prophylaxis (born 1980-89) had a similar curve, reaching
a peak level around 1995. For reasons of clarity, data on patients
receiving early replacement (born 1965-69) were omitted.
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