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Sample size 2012

N=972

All ,valid” persons

N=644 \l, N=49 | | N=279
\ 4 \'4
‘ Haemophilia ‘ Hereditary d.ef|C|ency of Von Willebrand’s disease
other clotting factors
Children*

N =233
Adults | Reported | Examined | Treated
N=411 N =369 N =252 N=177

* Persons under 19 years old in 2012
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Sample size 2015

N=1349

All ,valid” persons

N=741 \l, N=91 | | N=517
\ 4 \'4
‘ Haemophilia ‘ Hereditary d.ef|C|ency of Von Willebrand’s disease
other clotting factors
Children*

N =246
Adults | Reported | Examined | Treated
N =495 N =491 N =331 N =287

* Persons under 19 years old in 2015
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Participating centres in CNHP

Valid persons Valid persons
Paediatric centres N % Adult centres N %
FN Motol — Dpt. of Pediatric Haematology and 90 121 EN Brno — OKH 143 193
Oncology
FN Brno — DN — Dpt. of Pediatric Haematology 51 6.9 FN Ostrava —Blood centre 72 3.7
FNHK — Dpt. of Pediatric Medicine 29 3.9 FN Olomouc — Haemato-Oncology Dpt. 62 8.4
UnL — Pediatric Dpt. — Haematology 28 3.8 FN Plzen — UKBH 49 6.6
FN Ostrava — Dpt. of Pediatric Medicine 25 3.4 FN a LF HK = IV. IHK 47 6.3
FN Plzen — Pediatric Dpt. 14 1.9 KN Liberec — OKH 43 5.8
CB — Pediatric Dpt. 13 1.8 CB - OKH 28 3.8
FN Olomouc — Dpt. of Pediatric Medicine 12 1.6 UnL— OKH 26 3.5
Plzen - hemacentrum 9 1.2

Czech National
‘4 Hemophilia .
Program




Adults

Type and severity of haemophilia [l [v=45

Haemophilia A (N=431) Haemophilia B (N=64)
Mild (N=223) Mild (N=17)
[ | Moderate (N=44) [ | Moderate (N=19)

B severe (N=164) B severe (N=28)

51.7%
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Adults

Actual age according to type and | n=sss
severity of haemophilia

70 - 80 -
- - median -
60 - - 70 -
I h 90th T [ ] [ ]
10t —
v i percentile v 60 -
5 >0 5
= 0 =50 - 0
o 40 - t] )
Qo Qo
= S 40 - 0 0 0
5 30 - :
£ £ 30 -
(@] - [ ] (@] [ ]
20 - 20 - - C -
10 - 10 -
0 T 1 O T T T 1
Haem A Haem B Mild Moderate Severe Inhibitor
Haemophilia A Haemophilia B Current age* (years) Mild* Moderate* Severe* Inhibitor*
431 64 N 240 63 192 8
42.5 44.8 Mean 43.9 41.5 41.9 49.0
40 (19-93) 46.5 (19 - 90) Median (min—max)  41(19-93) 41(19-74) 40(19-76) 44 (27-74)

* including persons with inhibitor
*Current age = age reached in year 2015 *in 2015
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Adults

Frequency of bleeding requiring | 2
treatment in 2012

35% - 60% -
30% - 50% -
g 25% 4 é 40% -
g 20% - S 309 - _
o o
e 15% - R 0
10% -
10% -
5% -
0% T T
0%
0 1 2-3 4-5 6-10 11-15 16-20 >20
0 1 2-3 45 6-10 11-15 16-20 >20 -10% -
Bleeds per year Bleeds per year
Haemophilia A Haemophilia B Frequency of bleeding Mild* Moderate* Severe* Inhibitor
211 41 N total 64 36 144 4
157 24 N valid 51 26 98 4
10.5 15.3 Mean 0.8 6.5 17.7/6.3" 8.5
. . 12.5/4
5(0-144) 5(0-132) Median (min — max) 0(0-7) 3.5(0-31) (0- 144) 3.5(1-26)
* without inhibitor
Frequency of bleeding is missing in 188 adults. t mean and median of frequency of bleeding in adults with

severe haemophilia without inhibitor on permanent prophylaxis
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Adults

Frequency of bleeding requiring (=4
treatment in 2013

60% -~ 90% -~
50% 80%
° 70% -
(%] [%)
S 40% - S 60% -
@ T 50% -
& 30% - o
\‘g \‘g 40% -
20% - 30% -
10% 20%
’ 10% -
0% 0% -+
0 1 2-3 4-5 6-10 11-15 16-20 >20 0 1 2-3 4-5 6-10 11-15 16-20 >20
Bleeds per year Bleeds per year
Haemophilia A Haemophilia B Frequency of bleeding Mild* Moderate* Severe* Inhibitor
352 53 N total 185 54 159 5
350 52 N valid 185 53 157 5
4.9 4.8 Mean 0.4 2.5 11.2/6.3" 1.8
0(0-124) 1.5(0-53) Median (min-max)  0(0-17)  1(0-30) (05_ /12 g 2003

* without inhibitor
Frequency of bleeding is missing in 188 adults. t mean and median of frequency of bleeding in adults with
severe haemophilia without inhibitor on permanent prophylaxis
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Adults

Frequency of bleeding requiring | M-

(reported)
treat tin 2015
70% - 90% -
60% | 80% N
70% -
2 50% - P
5§ S 60% -
3 40% - S 50% -
:‘\E 30% - :\‘E 40% -
30% -
20% - °
20% -
10% - 10% -
0% 0% -+
0 1 2-3  4-5 6-10 11-15 16-20 >20 0 1 2-3 45 6-10 11-15 16-20 >20
Bleeds per year Bleeds per year
Haemophilia A Haemophilia B Frequency of bleeding Mild* Moderate* Severe* Inhibitor
424 64 N valid 236 61 183 8
3.3 4.0 Mean 0.4 2.7 7.4 5.6
0(0-59) 1(0-24) Median (min — max) 0(0-27) 1(0-20) 3(0-59) 1(0-22)
1Frequency of bleeding is missing in 3 adults. * without inhibitor
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Adults

Location of bleeds in 2015 ™=

Npers Nbleeds
212 (43.4%) adults 136 1094 Joints 72.0%
experienced bleeding
requiring treatment at 50 134 Muscles

least once in year; 1663
bleeds were recorded in
total, 61 bleeds required
hospitalization.

189 of these 212 adults

15 24 Subcutaneous

17 20 Urogenital tract

have recorded location of 7 7 GIT

their bleeds. Localization

. . 2 2 CNS

is not known in 23 adults.

276 (56.6%) adults have 61 143 Other _32_3%

recorded no bleed during | . . . .
year 2015 189 1424 Total 0% 20% 40% 60% 80%

% of persons

IFrequency of bleeding is missing in 3 adults.
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<

% of children

Type of treatment 2015

100% -

80% -

60% -

40% -

20% -

0%

N=285 N=285

Centre N=128

treatment
(N=57);
20.0%

On demand
(N=157);
55.1%
Temporary
prophylaxis

Home (N=27);
treatment T S U >T%
(N=228);

80.0% Prophylaxis Permanent
(N=128); prophylaxis

44.9% (N=101);
78.9%

Czech National
Hemophilia
Program

Adults
N=285
(treated)

type of treatment type of treatment type of prophylaxis




Adults

Bleeding requiring treatment N=179
. . (examined)
according to prophylaxis 2012
= 60 1 [0 median
(]
> 50 - th_ ot
] T T s
£ 40 -
b
= 30 -
5
S 20 -
o [ 155 15.5
S 10 - 5
= 6
[ | R D 3 - 4
o e = ' ' permanent
no ves no ves no ves no yes prop hy laxis
Frequency of bleeding Mild* Moderate* Severe*
N 50 1 20 6
Mean 0.8 3.0 6.3 7.5 22.8 6.3 1.5 15.5
Median (min — max) 0(0-7) 3 1(0-31) 6(2-16)|15.5(0-144) 4(0-31) |.5(1-2) 15.5(5-26)
e 1(1.7%) 8 (22.9%) 38 (27%) 2 (50%)
% of drugs (FVIII and FIX)
consumed by adults on 1.4% 6.5% 42.8% 0.9%

permanent prophylaxix
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Adults

Annual bleeding rate according to N=285
treat t ' 2015 —
g Treatment regimen:
35 - 0D = on demand and/or
5 [] median temporary prophylaxis
g2 30 - -m prophy = permanent prophylaxis
g{ 10th — 90t
oo 25 - percentile
£
T 20 -
Q
2 15 -
o
>
2 10 - 00
()
% 5 ! 5 5.5
i 2
0 T I = | | 1
prophy oD prophy oD prophy | OD/ITT prophy tr eqtment
regimen
Frequency of bleeding Mild* Moderate* Severe* Inhibitor
N total 69 0 33! 9 76" 92 6 0
Mean 14 4.3 3.3 12.5 4.6 7.5
Median (min — max) 1(0-27) 2.5(0-20) 3(0-9)| 10(0-59) 2(0-53) |5.5(1-22)
Total no of recorded bleeds 94 137 30 934 423 45
dult t
acu :r‘;:,f;:,‘:;“e" 0 (0%) 9(21.4%) 92 (54.8%) 0 (0%) * without inhibitor
% of drugs (FVIII and FIX) 1 Frequency of
consumed by adults on 0.0% 58.4% 79.9% 0.0% bleeding is missing

permanent prophylaxix

Czech National
‘{ Hemophilia
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Adults

Joint and other bleeds according to il
prophylaxis 2013

Frequency of bleeding Mild* Moderate* Severe* Inhibitor

N total 122 0 34 7 90 57 5 0
N valid 107 0 25 6 60 35 3 0
JOINT BLEEDS
Mean 0.1 1.6 3.7 15.2 3.8 0
Median (range) 0(0-5) 0(0-17) 1(0-12) |10(0-124) 2(0-30) 0
Total bleeding rate 10 41 22 909 133 0
OTHER BLEEDS
Mean 0.2 1.1 0.0 2.6 1.6 0.7
Median (range) 0(0-3) 0(0-13) 0 1(0-24) 1(0-8) 0(0-2)
Total bleeding rate 19 27 0 154 55 2
5 40 - * without inhibitor
[¢J] -
> 35 -
)]
2 30 -
o
£ 25 -
ks
o 20 - O median
2 15 -
S 10 - II 10 L I 10 — 90
O percentile
[ 5 -
()
>
g 0 T
o no permanent prophylaxis

Joint bleeds Other bleeds
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Adults

Joint and other bleeds according to N=260"

. (treated)
treatment regimen 2015
Frequency of bleeding Mild* Moderate*

Treatment regimen oD prophy oD prophy oD prophy oD prophy
N valid 67 0 30 9 63 86 5 0
JOINT BLEEDS
Mean 0.4 3.0 2.8 10.7 3.0 4
Median (range) 0(0-9) 0(0-19) 3(0-9) 7(0-59) 1(0-35) |1(0-18)
Total no of recorded bleeds 30 89 25 676 254 20
OTHER BLEEDS
Mean 0.9 1.4 0.6 2.0 1.0 3
Median (range) 0(0-18) 1(0-8) 0(0-5) | 1(0-17) 0(0-15) §1(0-10)
Total no of recorded bleeds 58 41 5 124 87 15
5 30 - * without inhibitor
g 1 missing location of bleeds in
o 25 - 25 adults
o
2 20
@
o 15 1 O median
0
5 107 10t — 90
. gf 5 - 7 percentile
Treatment regimen: o
OD = on demand and/or temporary g O T
prophylaxis - OD prophy OD prophy treatment regimen
prophy = permanent prophylaxis Joint bleeds Other bleeds

Czech National .
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Adults

Annual bleeding rate according to (haem A)
N=238
g Treatment regimen:
35 - 0D = on demand and/or
5 [] median — temporary prophylaxis
g 30 - prophy = permanent prophylaxis
g’_ 10th — 90th
oo 25 - percentile
£
T 20 -
Q
2 15 -
o
>
2 10 - 010
()
S 5 - 5 5.5
i = 2
0 i T T 1
oD prophy oD prophy oD prophy | OD/ITT prophy tr ‘-"{'tme"t
regimen
Frequency of bleeding Mild* Moderate* Severe* Inhibitor
N total 62 0 21! 8 60" 81 6 0
Mean 1.3 4.3 3.5 13.4 4.7 7.5
Median (min — max) 1(0-27) 2.5(0-20) 3(0-9)| 10(0-59) 2(0-53) |5.5(1-22)
Total no of recorded bleeds 80 86 28 791 379 45
adults on permanent . o
ST ERE 0(0%) 8(27.6%) 81 (57.4%) 0(0%) * without inhibitor
% of drugs (FVIII and FIX) 1 Frequency of
consumed by adults on 0.0% 73.8% 82.6% 0.0% bleeding is missing

permanent prophylaxix

Czech National
‘{ Hemophilia
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in 1 adult.




Adults

Joint and other bleeds according to (raem &)

N=2191
treatment regimen 2015
Frequency of bleeding Mild* Moderate*

Treatment regimen oD prophy oD prophy oD prophy oD prophy
N valid 61 0 20 8 48 77 5 0
JOINT BLEEDS
Mean 0.4 3.2 2.9 11.7 2.9 4
Median (range) 0(0-9) 0.5(0-19) 3(0-9) | 7(0-59) 1(0-35) }|1(0-18)
Total no of recorded bleeds 24 64 23 561 225 20
OTHER BLEEDS
Mean 0.9 1.1 0.6 2.2 1.0 3
Median (range) 0(0-18) 1(0-4) 0(0-5) | 1(0-17) 0(0-15) §1(0-10)
Total no of recorded bleeds 53 21 5 101 78 15
5 35 - * without inhibitor
g 30 - 1 missing location of bleeds in
E’_ ] 19 adults
[oY0) 25 .
£
K 20 -
7] median
o 15 - O
G
2 10 10t — 90th
. 2 7 percentile
Treatment regimen: 5 5
OD = on demand and/or temporary g O T
prophylaxis - OD prophy OD prophy treatment regimen
prophy = permanent prophylaxis Joint bleeds Other bleeds

Czech National .
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ABR according to treatment

regimen and age 2015

Adults
(haem A)
N=231

Frequency of bleeding Mild* Moderate* Severe* Inhibitor
Treatment regimen oD Prophy oD Prophy oD Prophy oD/ITT Prophy
N total 50 0 15 4 56 58 6 0
Mean 1.2 5.1 3.8 13.9 5.3 7.5
Median (min — max) 0(0-27) 25(0-20) 3(0-9) f10(0-59) 2(0-53) |55(1-22)
Total no of recorded bleeds 59 72 15 764 307 45
adults on permanent
orophylaxis 0 (0%) 4(21.1%) 58 (50.9%) 0 (0%)
% of drugs (FVIIl and FIX)
consumed by adults on 0.0% 61.9% 78.8% 0.0%
permanent prophylaxix
Frequency of bleeding Mild* Moderate* Severe* Inhibitor
Treatment regimen oD Prophy oD Prophy oD Prophy OD/ITT Prophy
N total 12 0 6 2 4 18 0 0
Mean 1.8 2.3 0.5 6.8 2.1
Median (min — max) 1(0-11) 25(1-3) 05(0-1)|4.5(1-17) 1(0-7)
Total no of recorded bleeds 21 14 1 27 37
adults on permanent o o o
L 0 (0%) 2 (25%) 18 (81.8%) -
% of drugs (FVIII and FIX)
consumed by adults on 0.0% 83.5% 92.9% -

permanent prophylaxix

Czech National
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Joint and other bleeds according to
treatment regimen and age 2015

Adults
(haem A)
N=212

<

Frequency of bleeding Mild* Moderate*
Treatment regimen oD prophy oD prophy oD prophy oD prophy
N valid 49 0 14 4 44 54 5 0
JOINT BLEEDS
Mean 0.4 4.2 2.5 12.3 3.2 4
Median (range) 0(0-9) 0.5(0-19) 3(0-4) |\ 75(0-59) 1.5(0-35) |1(0-18)
Total no of recorded bleeds 20 59 10 540 173 20
OTHER BLEEDS
Mean 0.7 0.9 1.3 2.3 1.1 3
Median (range) 0(0-18) 0.5(0-4) 0(0-5))| 1(0-17) 0(0-15) |1(0-10)
Total no of recorded bleeds 36 12 5 97 58 15
Frequency of bleeding Mild* Moderate* evere 0
Treatment regimen oD prophy oD prophy oD prophy oD prophy
N valid 12 0 6 2 4 18 0 0
JOINT BLEEDS
Mean 0.3 0.8 0.5 5.3 1.2
Median (range) 0(0-3) 0.5(0-2) 05(0-1)) 3(0-15) 0.5(0-7)
Total no of recorded bleeds 4 5 1 21 21
OTHER BLEEDS
Mean 1.4 1.5 0.0 1.3 0.9
Median (range) 1(0-8) 1(1-3) 0(0-0) 1(0-3) 0.5(0-5)
Total no of recorded bleeds 17 9 0 4 16

Czech National
Hemophilia
Program




30

[ median

Annual bleeding rate according to
treatment regimen 2015

Adults
(haem B)
N=47

Treatment regimen:

0D = on demand and/or
temporary prophylaxis

prophy = permanent prophylaxis

©
> 25
g I 10th — 9t(.)|th -
ercentile
@ )0 - P
<
b
5 15
©
Z 10
o 7
?',' 5
= 1 2.5 0: 2
0 | | I | | 1
oD prophy oD prophy oD prophy | OD/ITT prophy tr ‘-"{"m‘-’" t
regimen
Frequency of bleeding Mild* Moderate* Severe* Inhibitor
N total 7 0 12 1 16 11 0 0
Mean 2.0 4.3 2.0 8.9 4.0
Median (min — max) 1(0-7) 2.5 (0-20) 2 7(0-24) 2(0-24)
Total no of recorded bleeds 14 51 2 143 44
adults on permanent . o
ST ERE 0 (0%) 1(7.7%) 11 (40.7%) - * without inhibitor
% of drugs (FVIII and FIX) 1 Frequency of
consumed by adults on 0.0% 5.2% 61.2% - bleeding is missing

Czech National
‘{ Hemophilia
Program

permanent prophylaxix

in 1 adult.




Joint and other bleeds according to

treatment regimen 2015

Adults
(haem B)
N=411

Frequency of bleeding Mild* Moderate* Severe* Inhibitor
Treatment regimen oD prophy oD prophy oD prophy oD prophy
N valid 6 0 10 1 15 9 0 0
JOINT BLEEDS
Mean 1.0 2.5 2.0 7.7 3.2
Median (range) 0(0-4) 0(0-18) 2 9(0-24) 0(0-23)
Total no of recorded bleeds 6 25 2 115 29
OTHER BLEEDS
Mean 0.8 2.0 0.0 1.5 1.0
Median (range) 0.5(0-3) 1(0-8) 0 1(0-7) 1(0-3)
Total no of recorded bleeds 5 20 0 23 9
5 25 * without inhibitor
g - - 1 missing location of bleeds in
g 20 6 adults
&
'g 15
@ O median
2 10 [] 9
2 10t — 90th
. o 5 percentile
Treatment regimen: o E
OD = on demand and/or temporary g O - "._'I—G—v—ﬁ 1 1
prophylaxis - OD prophy OD prophy treatment regimen
prophy = permanent prophylaxis Joint bleeds Other bleeds

Czech National .

Hemophilia
Program




Adults

Bleeding requiring treatment N=26
according to centres 2012

Moderate Frequency of bleeding in adults with haemophilia (A and B)
- Severe without inhibitor on permanent prophylaxis
Adult centres 0.0 10.0 20.0 y Mean Median Min Max Severity
EN B OKH ] 16.0 1 16.0 16.0 Moderate
rno — :

2.0 12 5.0 2.0 0 20 Severe

6.0 2 6.0 6.0 2 10 Moderate
FN Ostrava — Blood centre : 6.0 ; = 50 > ” .

: : . evere
FN Olomouc — Haemato-Oncology = 6.0 1 6.0 6.0 Moderate

Dpt. 6.0 1 6.0 6.0 Severe

FN Plzen — UKBH g 10 1 4.0 4.0 Severe

FNHK — OKH
. 5.0 1 5.0 5.0 Severe

Czech National
‘{ Hemophilia .
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PWHSs on prophy

Annual bleeding rate on permanent| inadutt centres

hylaxis in adult centres 2015 —
Moderate Frequency of bleeding in PWHs without
" Severe inhibitor on permanent prophylaxis
Adult centre 0 > 10 N Mean Median Min Max Severity
) 3 1 3.0 3.0 3 3 Moderate
FN Brno — Dpt. of clin. haem. 75 52 38 5c 0 24 Severe
. ; ; v
3 3 4.0 3.0 0 9 Moderate
FN Ostrava — Blood centre > 19 33 50 0 18 s
; ; evere
0
FN Plzen — UKBH
z 0 14 3.1 0.0 0 20 Severe
KN Liberec
! T 7 26 3.0 0 7 Severe
FN Olomouc — Haemato-Oncology ; 3 1 3.0 3.0 3 3 Moderate
Dpt. 3 5 3.2 3.0 1 7 Severe
0
FN a LF HK = IV. IHC
B 5 158 2.0 0 53 Severe
UnL - Dot. of clin. h 0 1 0.0 0.0 0 0 Moderate
Nk~ Upt-otdin-haem- o 4 40 0.5 0 15 Severe
0
Plzerr — Haemacentre 3 o 8.0 6 - s
. : evere
_ | 5 1 2.0 2.0 2 2 Moderate
CB — Dpt. of clin. haem. 3 5 8.0 8.0 5 14 Severe

Czech National
‘{ Hemophilia .
Program




Adults

Bleeding requiring treatment N=110

according to centres 2012

Moderate Frequency of bleeding in adults with haemophilia (A and B)
- Severe without inhibitor regardless of prophylaxis
o,
Adult centres 0.0 500N Mean Median Min Max % (;:\o:r:;rl\aaxr;:nt
EN Brno — OKH ILLO 11 4.2 1.0 0 16 9.1
7.0 35 9.0 7.0 0 28 34.3
15.0 7 144 15.0 2 31 28.6
FN Ostrava — Blood centre :
12.5 24 16.5 12.5 2 64 29.2
FN Olomouc — Haemato-Oncology 5 2.2 1.0 1 6 20.0
Dpt. 36.0 9 292 36.0 1 64 11.1

FN Plzen — UKBH
20.0 8 17.0 20.0 4 25 12.5

1.0 1 1.0 1.0 0.0

FNHK — OKH
34.0 6 59.8 34.0 5 144 16.7

UnL — OKH
_ 440 4 395 44.0 20 50 0.0

Czech National
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PWHs in

Annual bleeding rate regardless adult centres

hylaxis in adult centres 2015 .
Moderate Frequency of bleeding in PWHs without
B severe inhibitor regardless of prophylaxis
Adult centre N Mean Median Min Max % on permanent
0 5 10 15 prophylaxis
20 2.4 0.0 0 20 5.0%
FN Brno — Dpt. of clin. haem. & 3.0 43 54 3.0 0 32 55 S:A
10 4.3 3.0 0 9 30.0%
FN Ostrava — Blood centre ;3305 30 57 35 0 24 63 3;
° . . . (¢)
_ 0.0 5 1.2 0.0 0 3 0.0%
FN Plzen — UKBH mceg 30 26 638 3.0 0 25 53.8%
. 0.0 2 00 0.0 0 0 0.0%
KN Liberec e 30 1 33 3.0 0 9 53.8%
FN Olomouc — Haemato-Oncology i 1.0 8 2.3 1.0 0 7 12.5%
Dpt. 115 22 12.2 11.5 0 39 20.8%
0.0 3 0.7 0.0 0 2 0.0%
FN a LF HK = IV. IHC

i I 4.0 13 103 4.0 0 53 38.5%
) 0.5 4 3.8 0.5 0 14 25.0%
UnL —Dpt. of clin. haem. h 4.0 10 17.2 4.0 0 59 40.0%

0
Plzerh — Haemacentre 5 18.8 13.0 6 35 60.0%
. . (1)
. 4 0.5 0.0 0 2 25.0%
CB — Dpt. of clin. haem. 12 27 2.0 0 14 16 7%l:

Czech National
‘{ Hemophilia
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Adults

Prophylaxis according to centres 2013 | n=164

Frequency of bleeding
(median, 10t and 90" percentile)

0 20 40 60
Adult centres Severity _of % WIth/WIthPut Dosing of prophyalms: IU/.kg per week | | |
haemophilia prophylaxis N Mean Median Min Max -
B permanent prophylaxis
Moderate N=21 —k 95.2 ] O - O without prophylaxis
FN Brno — OKH
Severe N=39 53.8 46.2 21 513 484 269 1053 O—g——
FN Ostrava — | —m 86 | O —e
Blood centre, Severe N=31 m T3 1 ] © e e—
N Olomouc . Moderate N=8 }E 875 ] 1 118 118 9
HOK  Severe N=23 g = | 2 289 285 149 429 o .
EN Plzen — Moderate N=5 100 | .
UKBH Severe N=19 638.4 ] O D——
EN a LE HK — Moderate N=1 100 | °
IV.IHK' Severe N=10 -m- 60.0 | 3 237 21.7 0.9 48.4 o ° 124

Czech National
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PWHs in

Prophylactic regimens and treatment | aduit centres
. N=232
outcomes in adult centres 2015

Annual bleeding rate| ON
ON permanent perm
prophylaxis oph

Annual bleeding rate
WITHOUT perm prophy

Dosing of prophylaxis (IU/kg per
week)

Adult centre | Severity Total N

Moderate| 20 50% 950% | 1 429 429 429 429
FN Brno — DCH

Severe 43  55.8% 442% |22 511 36.8 12.1 1750 3.8 2.5 30 7.5 5.0 52
EN Ostrava— Moderatel 10  30.0% 70.0% |3 459 500 244 632 4.0 3.0 63 4.4 3.0 62
Blood centre ~ Severe 30 633% 367% |19 414 395 143 723| 33 2.0 36 9.8 11.0 58
FN Plzen— Moderate| 5 0.0% 100.0% | 0 1.2 0.0 39
UKBH Severe 26  53.8% 462% |8 113 114 57 200| 3.1 0.0 46 11.1 10.0 46
Moderate| > 0.0% 100.0% | 0 0.0 0.0 38

KN Liberec > ?
Severe 13 53.8% 462% |7 412 403 214 62.7| 26 3.0 37 4.2 3.0 47
FN Olomouc Moderate| g 125% 87.5% | 1 349 349 349 349| 3.0 3.0 25 2.1 1.0 42
—HOC Severe 24 20.8% 792% |5 344 429 141 520| 3.2 3.0 25 14.8 13.0 51
FN a LF HK — |v. Moderate| 3 0.0% 100.0% | O 0.7 0.0 20
IHC Severe 13 385% 615% | 4 408 44.4 217 526| 158 2.0 35 6.9 4.0 39
UnL— DCH Moderate| 4 25.0% 750% |1 750 750 750 75.0| 0.0 0.0 23 5.0 1.0 23
Severe 10  40.0% 60.0% |3 563 51.4 323 852| 4.0 0.5 28 26.0 22.0 40
Plzen- ~ Moderate| 1 0.0% 100.0% | 0 na 46
Haemacentre  severe 60.0% 40.0% | 1 250 250 250 250| 163 8.0 42 225 225 34
e T e S 25.0% 750% | 0 na 2.0 2.0 49 0.0 0.0 62
Severe 12 16.7% 833% |0 na 8.0 8.0 49 1.6 1.0 49

Czech National
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Adults

Consumption of drugs 2012 =

Number of  Average annual Number of Average annual

Total annual

Drug : treated consumption per examined consumption per
consumption .
persons treated person adults examined adult
Immunate 4 503 500 IU 63 71484.11U 21 343.6 IU
Fanhdi 4 657 250 IU 53 87 872.6 IU 22 072.31U
Octanate 335500 IU 6 55916.7 IU 1590.0 IU
Haemoctin 191 000 IU 2 95 500.0 IU 905.2 IU
FVIII  Advate 1087 657 1U 8 135957.11U 211 5154.8 1U
Kogenate 870500 IU 7 124 357.1 1U 4125.61U
Recombinate 1525500 IU 15 101 700.0 IU 7 229.9 1U
Other recombinant
FVIII celkem 13170 907 IU 148 88 992.6 |U 62 421.4 U
Immunine 984 000 IU 23 42 782.6 IU 24 000.0 U
Octanine 473100 U 5 94 620.0 IU 11 539.0 IU
FIX Other plasma-derived 77 400 IU 1 77 400.0 U 41 1887.8 IU
Other recombinant 379916 IU 2 189 958.0 IU 9.266.2 IU
FIX celkem 1914416 1U 28 68 372.0 U 46 693.1 IU
aPCC Feiba
rFVila NovoSeven 176 mg 1 176 mg
Plasma-derived factors - TOTAL* 12171 750 IU 160 76 073.4 1U 48 300.6 U
Recombinant factors - TOTAL* 3863573 IU 32 120 736.7 1U 252 15 331.6 IU
TOTAL CONSUMTION * 16 035 323 1U 187 85 750.4 IU 63 632.2 |IU

°plasma-derived factors = Immunate, Fanhdi, Octanate, Immunine, Octanine, Other plasma-derived
erecombinant factors = Advate, Kogenate, Recombinate, BAX 326, Other recombinant
*TOTAL CONSUMPTION = all mentioned drugs excluding Feiba and NovoSeven
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Adults
N =495

Consumption of drugs — adults 2015

Number of  Average annual Number of Average annual

Drug (IU) ekl anngal treated consumption per valid consumption per
consumption .
persons treated person persons valid person
Immunate 7 764 000 100 77 640.0 18 013.9
Fanhdi 3954510 62 63 782.4 9175.2
Octanate 534 000 11 48 545.5 1239.0
Other plasma-derived 341 500 3 113 833.3 792.3
FVIII  Advate 2 879 500 24 119 979.2 431 6 681.0
Kogenate 3101 000 17 182 411.8 7 194.9
Recombinate 2192 500 16 137 031.3 5087.0
Other recombinant 1 508 938 8 188 617.3 3 501.0
FVIII total (1U) | 22 275948 | 235 94 791.3 | 51 684.3 |
Immunine 1 321 600 27 48 948.1 20 650.0
Octanine 2 008 000 20 100 400.0 31 375.0
FIX Other plasma-derived 61 000 2 30 500.0 64 953.1
Other recombinant 0 0
FIX total (IU) 3 390 600 46 73 708.7 52 978.1
aPCC Feiba 27 500 2 13 750.0
rEVila  NovoSeven (mg) 1 327 3 442.3

Plasma-derived factors - TOTAL* 15984 610 221 72 328.6 32 292.1

Recombinant factors - TOTAL* 9 681 938 63 153 681.6 495 19 559.5

TOTAL CONSUMPTION (IU)* 25 666 548 281 91 340.0 51 851.6

°plasma-derived factors = Immunate, Fanhdi, Octanate, Immunine, Octanine, Other plasma-derived
erecombinant factors = Advate, Kogenate, Recombinate, Other recombinant
*TOTAL CONSUMPTION = all mentioned drugs excluding Feiba and NovoSeven
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Podékovani vSem centrum prispivajicim do registru !

Fakultni nemocnice Brno (Détska nemocnice): Oddéleni détské hematologie
Fakultni nemocnice Brno (Bohunice): Oddéleni klinické hematologie
Nemocnice Ceské Budé&jovice: Oddéleni klinické hematologie

Nemocnice Ceské Budéjovice: Détskésnddéleni

Fakultni nemocnice Hradec Kralové: IV. interni hematologicka klinika
Fakultni nemocnice Hradec Kralové: Détska klinika

Krajska nemocnice Liberec: Oddéleni klinické hematologie

Fakultni nemocnice Olomouc: Hemato-onkologicka klinika
Fakultni nemocnice Olomouc: Détska klinika

Fakultni nemocnice Ostrava: Krevni centrum

Fakultni nemocnice Ostrava: Klinika détského lIékarstvi

Fakultni nemocnice Plzen: Ustav klinické biochemie a hematologie
Fakultni nemocnice Plzen: Détska klinika

Fakultni nemocnice v Motole: Klinika détské hematologie a onkologie
Krajska zdravotni a.s., Masarykova nemocnice v Usti nad Labem: Oddéleni klinické
hematologie

Krajska zdravotni a.s., Masarykova nemocnice v USI nad Labem Detska klinika
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