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Sample size

N=972

All ,valid“ persons

I 1
N=644 1' N=49 | | N=279
A4 \4
‘ Haemobhilia ‘ Hereditary deficiency of Von Willebrand’s
P other clotting factors disease
| : Children*
N =233
: Adults
N=411

* Persons under 19 years old in 2012
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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 36 13.4 FN Brno — OKH 124 19.3
Oncology FN Ostrava — Blood centre 74 11.5
FN Brno — DN — Dpt. of Pediatric Haematology 46 7.1
FN Olomouc — Haemato-Oncology Dpt. 57 8.9
FNHK — Dpt. of Pediatric Medicine 35 5.4
FN Plzen — UKBH 38 5.9
UnL — Pediatric Dpt. — Haematology 29 4.5
CB - OKH 26 4.0
FN Ostrava — Dpt. of Pediatric Medicine 29 4.5
FNHK — OKH 22 34
FN Olomouc — Dpt. of Pediatric Medicine 11 1.7 )
KN Liberec — OKH 20 3.1
FN Plzen — Pediatric Dpt. 10 1.6
UnL — OKH 8 1.2
CB — Pediatric Dpt. 9 1.4
Plzen — Health Centre — Haematology 7 1.1
UHKT Praha 6 0.9
Kolin — Haematology and Transfusion Dpt. 5 0.8
Pelhrimov - OHT 2 0.3
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Age

Age at diagnosis (years)

N 477*

Mean 7.6
Median (min - max) 2(0-69)

40,0 -
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* Missing information on year of diagnosis in 167 persons.
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All
N=644

Current age (years)

N

Mean

644

30.5

Median (min - max) 26 (0—90)

25,0

20,0

15,0

10,0

% of persons

5,0

0,0

0-9 10-18 19-25 26-35 36-45 46-55 56-65

age (years)




Children

Type and severity of haemophilia | =2

Type of haemophilia Severity of haemophilia (N=216)
Haemophilia A (N=204) Mild (N=101)
- Haemophilia B (N=29) Moderate (N=48)

- Severe (N=84)

87,6%
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Haemophilia A (N=204)

Type and severity of haemophilia Il

Children
N=233
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Mild (N=89)

Moderate (N=40)

- Severe (N=75)

Haemophilia B (N=29)

Mild (N=12)

Moderate (N=8)

- Severe (N=9)




Children

Age at diagnosis according to N=233
type and severity of haemophilia
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Haem A Haem B Mild Moderate Severe Inhibitor
Haemophilia A Haemophilia B Age at diagnosis (years) Mild* Moderate* Severe* Inhibitor
204 29 N 101 48 84 5
2.6 2.3 Mean 4.0 2.6 0.9 0
1(0-17) 1(0-13) Median (min — max) 3(0 -13) 1(0-17) 0(0-11) 0(0-2)

* including persons with inhibitor
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Children

Actual age according to type and  [n-2s3
severity of haemophilia
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Haem A Haem B Mild Moderate Severe Inhibitor
Haemophilia A Haemophilia B Current age* (years) Mild* Moderate* Severe* Inhibitor
204 29 N 101 48 84 5
9.8 9.6 Mean 9.8 10.5 9.3 5.4
10(0-18) 9(2-18) Median (min — max) 10(0-18) 11(0-18) 9.5(0-18) 5(1-11)
*Current age = age reached in year 2012 * including persons with inhibitor
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Children
N=233

Hepatitis experienced

Experienced hepatitis

- Yes (N=2)

No (N=230)
Not known (N=1)

98,7% i

0,9%

N=2
‘ One child has hepatitis C, type of

hepatitis not specified in one child.

0,4%

Data from last annual report of each person.
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HIV

HIV

- Positive (N=2)

Negative (N=494)
Not known / not available (N=148)

Data from last annual report of each person.
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Both HIV-positive persons are adults.

All
N=644




All valid persons
N = 644

<

=N

Adults
N=411

=N
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Persons with annual
report in 2012
N =584

N

Children

—>| repo 2012
N =215

Adults reported

in 2012
N =369

Data from year 2012 — sample size

Persons examined
in 2012
N =453

9 of them with inhibitor

Children examined

—> in 2012

5 of them with inhibitor

Adults examined

—> in 2012

N =252

4 of them with inhibitor
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All

Persons with haemophilia —
with inhibitor

* inhibitor was recorded in 8 persons in year 2012

e other 1 person has recorded inhibitor in 2011 (data from
2012 are not available)

ﬁj> currently 9 persons with inhibitor

(5 children and 4 adults) + 6in other centre




Children

Frequency of bleeding requiring [t
treatment in 2012
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Bleeds per year Bleeds per year
Haemophilia A Haemophilia B Frequency of bleeding Mild* Moderate* Severe* Inhibitor
175 26 N total 79 47 70 5
170 26 N valid 77 47 67 5
4.3 4.4 Mean 0.8 3.6 8.0/6.1" 15.2
1(0-49) 1(0-26) Median (min — max) 0(0-12) 2(0-30) 6/5(0-49) 11(3-32)

* without inhibitor
Frequency of bleeding is missing in 19 children. T mean and median of frequency of bleeding in children with
severe haemophilia without inhibitor on permanent prophylaxis
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Location of (any) bleeds in 2012

131 (66.8%) children experienced
bleeding requiring treatment at
least once in year; 840 bleeds
were recorded in total, 50 bleeds
required hospitalization.

65 (33.2%) children recorded no
bleed during year 2012.
Information on frequency of
bleeding is missing in 5 examined
children.

Overall 143 persons have
recorded location of any bleeds*.

*all recorded bleeds, regardless of requirement
of treatment
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Children

N=201
.
Joints (N=86) — 60,1%
Muscles (N=50) _ 35,0%
Subcutaneous (N=57) 39,9%
Tooth extraction (N=27) 18,9%
Urogenital tract (N=2) [ 1,4%
GIT (N=0) | 0,0%
| 0,7%
Other (N=54) 37,8%
Surgery (N=15) 10,5%
Without bleeding (N=65) _ 33,2%
0% 2(;% 40I% 60I% 80I%

% of persons
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Immunate
Fanhdi
Immunine
Octanate
Octanine
Haemoctin
Feiba

Not known

Advate
Kogenate
Recombinate
Other FIX
NovoSeven
Other FVIII
Not known
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Treatment

Children
N=201

| 37
] 13

9
% 1 Plasma-derived
— |:> e

/ N =77
]l 1
] 1

| 30
12 Recombinant
1s |:> factors
N =63

1a
] 1
13
0 20 40 60 80

number of persons

135 (67.2%) children received
drugs in 2012 (11 of them
more different drugs).
Plasma-derived factors were
administered in 77 (38.3%)
children, recombinant factors
in 63 (31.3%).

Five children were treated
with both plasma-derived and
recombinant factor.
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Home treatment \
(N=325)

«~ (N=151)
~

- 6,6%

Type of prophylaxis (N=151)

Prophylaxis }ﬁ)e of treatment
-

~ -

Temporary (N=30)

i Permanent (N=111)
Not available (N=10)




Children

Bleeding requiring treatment N=201
according to prophylaxis

40 7 :
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hut 5 1 5
[N -
2
0 ‘_u 0 | 1 u | T L T | permanent
no ves no ves no ves . no ves prophylaxis
Frequency of bleeding Mild* Moderate* Severe* Inhibitor
N 77 38 9 18 49 4 1
Mean 0.8 3.9 2.2 13.2 6.1 16.3 11.0
Median (min — max) 0(0-12) 1(0-30) 2(1-4):7.5(0-49) 5(0-25) 15(3-32) 11
children on permanent
v 0 (0%) 9(19.1%) 51 (72.9%) 1(20%)
% of drugs (FVIII and FIX)
consumed by children on 0% 9% 70 % 4%
permanent prophylaxix

* without inhibitor
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Children

Bleeding requiring treatment N=201

according to centres

Moderate Frequency of bleeding in children with haemophilia (A and B)
i Severe without inhibitor on permanent prophylaxis
Child centres 0 2 4 6 8 N Mean Median Min Max Severity

FN Motol — Dpt. of Pediatric I 45 2 4.5 4.5 3 6 Moderate
Haematology and Oncology 6,0 30 7.6 6.0 0 31 Severe

FN Brno — DN - Dpt. of Pediatric | 5,0 1 5.0 5.0 Moderate
Haematology 50 12 53 5.0 0 13 Severe

10 3 1.3 1.0 1 2 Moderate
FNHK — Dpt. of Pediatric Medicine % 20 5 56 20 0 21 Severe
UnL — Pediatric Dpt. — Haematology s ) 15 15 1 ) Severe
FN Ostrava — Dpt. of Pediatric 20 1 2.0 2.0 Moderate
Medicine 4,0 5 6.6 4.0 1 20 Severe
FN Olomouc — Dpt. of Pediatric | 3 1 3.0 3.0 Moderate
Medicine
I\ Plzen ~Pediatric DP". — 5,0 1 50 50 Severe
o 20 3 2.7 2.0 2 4 Moderate
CB — Pediatric Dpt. E 2,0 2 2.0 2.0 1 3 Severe
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Children

Bleeding requiring treatment N=201

according to centres

Moderate Frequency of bleeding in children with haemophilia (A and B)
i Severe without inhibitor regardless of prophylaxis
: . . % on premanent
Child centres 0 2 4 6 g N Mean Median Min Max e
FN Motol — Dpt. of Pediatric I 3i0 16 6.1 3.0 0 30 12.5
Haematology and Oncology 70 41 8.9 7.0 0 31 73.2
FN Brno — DN — Dpt. of Pediatric I 1i0 8 1.3 1.0 0 > 12.5
Haematology 5,0 15 6.0 5.0 0 14 80.0
o . 2,0 9 1.8 2.0 0 3 33.3
FNHK — Dpt. of Pediatric Medicine 20 5 56 2.0 0 21 P
0.0 2 0.0 0.0 0 0 0.0
UnL — Pediatric Dpt. — Haematology ﬁ 10 3 13 1.0 1 ) o
FN Ostrava — Dpt. of Pediatric l zio 9 4.8 2.0 0 19 11.1
Medicine 5,0 8 11.5 5.0 0 36 62.5
FN Olomouc — Dpt. of Pediatric | 1,0 3 13 1.0 0 3 33.3
Medicine
PN Plzen — Pediatric Do i 55 4 153 55 1 a9 25.0
_ 2,0 3 2.7 2.0 4 100.0
CB — Pediatric Dpt. 30 3 33 3.0 6 o
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Children
N=201

Consumption of drugs

T, Number of  Average annual Number of  Average annual
otal annual . . .
Drug consumption treated consumptloq per exa_mlned consur_nptlon per
persons treated child children examined child
Immunate 2 000 250 I1U 37 54 060.8 U 11 430.0 IU
Fanhdi 1099 750 IU 13 84 596.2 IU 6284.3 1U
Octanate 1222 500 IU 11 111 136.4 1U 6 985.7 IU
Haemoctin 163 500 |U 1 163 500.0 1U 934.3 IU
FVIll  Advate 1775712 1U 30 591904 IU 175 10 146.9 IU
Kogenate 1853825 I1U 26 71 301.0 IU 10 593.3 IU
Recombinate 464 000 U 3 154 666.7 1U 26514 1U
Other recombinant 290 500 |U 4 72 625.0 lU 1 660.0 |IU
FVIII celkem | 88700371U 117 75812.3 1IU 50 685.9 IU
Immunine 517 200 U 9 57 466.7 |U 19 892.3 IU
Octanine 273 500 U 7 390714 1U 10519.2 11U
FIX  Other plasma-derived 26
LOther reCOMBINANE .. vvvvvivvssesssersssrsssesssesssemssesssssssssesssessss e
FIX celkem 790 700 IU 15 52713.31U 30411.51U
aPCC Feiba 60 000 1U 1 60 000.0 U
rFVila NovoSeven 629 mg 4 157.3 mg
Plasma-derived factors - TOTAL* 5336 700 IU 77 69 307.8 IU 26 252.2 1U
Recombinant factors - TOTAL* 4 384 037 IU 60 73 067.3 IU 201 218111 1U
TOTAL CONSUMTION * 97207371V 133 73 088.2 IU 48 361.9 IU

*plasma-derived factors = Immunate, Fanhdi, Octanate, Immunine, Octanine, Other plasma-derived

°recombinant factors = Advate, Kogenate, Recombinate, BAX 326, Other recombinant

*TOTAL CONSUMPTION = all mentioned drugs excluding Feiba and NovoSeven
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