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Demografie osob s hemofilii v CR (CNHP data)




Sample size - Haemophilia
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Age

Age at diagnosis (years)

N
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* Missing information on year of diagnosis in 142 persons.
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Current age (years)

N
Mean

Median (min - max)
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Type and severity of haemophilia | "=

Type of haemophilia Severity of haemophilia
Haemophilia A (N=602) Mild (N=323)
I Haemophilia B (N=96) [ | Moderate (N=107)

- Severe (N=268)
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Haemophilia A (N=602)

Type and severity of haemophilia Il

All
N=698
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Mild (N=293)
: Moderate (N=77)

- Severe (N=232)

Haemophilia B (N=96)

Mild (N=30)
: Moderate (N=30)

- Severe (N=36)
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Hepatitis experienced —

Experienced hepatitis

- Yes (N=166)

No (N=500)
Not known (N=32)
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0% T
Hep A Hep B Hep C type of hepatitis
(N=34) (N=65) (N=134)
Data from last annual report of each person. *Total of 233 cases of hepatitis in 166 persons. One

person may have more types of hepatitis recorded.
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HIV

HIV

- Positive (N=2)

Negative (N=541)
Not known / not available (N=155)

—>

Data from last annual report of each person.
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N=2 (+ 1 in another centre)

All HIV-positive persons are adults.
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N=698




All

Persons with haemophilia =608
with inhibitors in year 2014

* Active inhibitors were recorded in 12 persons in year 2014 (+6
adults in another centre)

- 6 children and 6 adults
- 11 haemophilia A and 1 heamophilia B
- 10HRand 2 LR

- 4 patients were treated with rFVlla, 2 patients with aPCC,
other 2 patients with both rFVIla and aPCC

- 2 patients were without , by-pass” therapy and 2 patients
were without any recorded treatment




Lécba a jeji vysledky (CNHP data)

Czech National
‘{ Hemophilia
Program




All

Frequency of bleeding requiring =52
treatment in 2014
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Bleeds per year Bleeds per year
Haemophilia A Haemophilia B Frequency of bleeding Mild* Moderate* Severe* Inhibitor
5951 96 N valid 317 106 256" 12
4.1 4.7 Mean 0.4 2.8 9.4 5.5
0.5 (0-55) 1(0-72) Median (min — max) 0(0-24) 1(0-21) 5(0-72) 2.5(0-27)
1Frequency of bleeding is missing in 1 adult. * without inhibitor
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Location of bleeds in 2014 "

N N

pers bleeds
353 (51%) persons 249 1883 Joints 78.5%
experienced bleeding
requiring treatment at 99 260  Muscles

least once per year; 2889
bleeds were recorded in
total, 86 bleeds required
hospitalization.

317 of these 353 persons

70 166 Subcutaneous

17 31 Urogenital tract

have recorded location of 9 11 GIT

heir bl . Localization

tc eir bleeds oca. atio . 6 CNS

is not known in 36

PErsons. 78 193 Other

339 (49%) persons | | |
recorded no bleed during 317 2554 Total 0% 50% 100%
year 2014 % of persons
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Immunate
Fanhdi
Immunine
Octanate
Octanine
Other
Feiba

Advate
Kogenate
Recombinate
Other

NovoSeven
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Treatment

| 116

| 78

All
N=402

Plasma-derived
factors
N =269

4

Recombinant
factors
N =151

0 50

100 150
number of persons

402 persons (58.3% of all
PWHs) received factor
concentrates in 2014 (34 of
them received more than one
type/make of concentrate).
Plasma-derived factors were
administered more frequently
— in 269 persons (39% of all
PWHs, 66.9% of treated
PHWs), whereas recombinant
factors in 151 persons (21.9%
of all PWHs, 37.6% of treated
PHWs).

18 persons were treated with
both plasma-derived and
recombinant factor.




permanent prophylaxix
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Annual bleeding rate according to N=402
g Treatment regimen:
20 0D = on demand and/or
[ median temporary prophylaxis
35 - prophy = permanent prophylaxis
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oD prophy oD prophy oD prophy | OD/ITT prophy treqtmen t
. ___ regimen
Frequency of bleeding Mild* Moderate* Severe* Inhibitor
N total 79 0 51 19 98! 145 9 1
Mean 1.6 4.1 4.6 15.1 6.6 6.6 7
Median (min — max) 1(0-24) 2(0-21) 4(0-17) 11.5(0-55) 4(0-72) | 4(0-27) 7
Total no of recorded bleeds 123 211 88 1451 950 59 7
persons on permanent . s
prophylaxis 0 19 (27.1%) 145 (59.7%) 1(10%) * without inhibitor
% of drugs (FVIIl and FIX) 1 Frequency of
consumed by persons on = 66.2 % 76.5 % 26.5 % bleeding is missing

in 1 adult.




Joint and other bleeds according to

treatment regimen

All
N=3661

Frequency of bleeding Mild* Moderate* Inhibitor
Treatment regimen oD prophy oD prophy oD prophy oD/ITT prophy
N valid 72 0 48 19 80 138 8 1
JOINT BLEEDS
Mean 0.6 2.2 3.2 12.6 4.6 3.6 2.0
Median (range) 0(0-5) 0(0-14) 2(0-13) | 8(0-55) 2(0-64)| 1(0-16) 2
Total no of recorded bleeds 41 103 61 1009 638 29 2
OTHER BLEEDS
Mean 0.9 2.1 1.4 2.0 2.1 3.3 5.0
Median (range) 0(0-22) 0(0-17) 1(0-7) {1(0-19) 1(0-31)} 2(0-12) 5
Total no of recorded bleeds 66 98 26 159 287 26 5
5 40 - * without inhibitor
g 35 - - 1 missing location of bleeds in
@ 36 PWHSs
DQ-D 30 -
% 25 1 [0 median
o 20 A
g 15 - I 10th — gQth
= 10 - percentile
Treatment regimen: & 5 T ! E E
OD = on demand and/or temporary % 0
prophylaxis = prophy prophy treatment regimen
prophy = permanent prophylaxis Joint bleeds Other bleeds
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Consumption of drugs

Number of  Average annual Number of Average annual

Drug (IU) el anngal treated consumption per valid consumption per
consumption :
persons treated person persons valid person
Immunate 8 858 600 116 76 367.2 14 715.3
Fanhdi 6 622 350 78 84 901.9 11 000.6
Octanate 2 304 000 20 115 200.0 3827.2
Other plasma-derived 2 130 850 7 304 407.1 3 539.6
FVIII  Advate 6517 104 74 88 069.0 602 10 825.8
Kogenate 3950 750 43 91877.9 6 562.7
Recombinate 1817 500 23 79 021.7 3019.1
Other recombinant 1 885 050 9 209 450.0 3131.3
FVIII total (IU) 34 086 204 | 340 100 253.5 56 621.6 |
Immunine 1892 700 36 52 575.0 19715.6
FIX Octanine : 2 922 000 20 146 100.0 96 30437.5
Other recombinant 600 820 4 150 205.0 6 258.5
FIX total (IU) 5415 55[ 58 93 371.0 56 411.7
aPCC Feiba 252 000 4 63 000.0
rFVila NovoSeven (mQ) 1715 mg 6 285.8 mg
Plasma-derived factors - TOTAL* 24 730 500 266 92 971.8 35 430.5
Recombinant factors - TOTAL* 14 771 224 145 101 870.5 698 21 162.2
TOTAL CONSUMPTION (1U)* 39501 724 398 99 250.6 56 592.7

°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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Kolik nas to stoji?
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Celkové pocty osob s hemofilii v CR
Data WFH 2014

(Please DO NOT estimate or guess) Number Not known
1. Total number of identified people with hemophilia A or B, or 1066 [ ]
type unknown (PWH)

2. Number of identified people with von Willebrand disease (VWD) 804 [ ]

3. Number of identified people with other hereditary bleeding 77 []

disorders (including rare factor deficiencies and inherited platelet
disorders. See guestion 6 for the list of specific disorders.)

Do you consider these numbers to be accurate? Yes [X] Not sure [ ]
Age group :UMDEI’_M‘:Jith Number_u:.*ith Number with hemophilia h!umber
emophilia A hemophilia B type unknown with VWD
0 - 4 years old 41 7 0 10
5 - 13 years old 102 19 0 65
14 - 18 years old 57 8 0 40
19 - 44 years old 432 51 0 371
45 years or older 208 51 0 318
Patients with age Unknown 0 0 0 0
No age data [] [] [] []




Kvalifikovany odhad nakladu na l|écbu
hemofilie Av CR v roce 2014

* 930 osob s hemofilii A

— Z nich cca 40% (370) potrebuje nakladnou lIécbu
* Spotrebujeme cca 50 mil IU FVIIl ro¢né

— Cena 11U cca 9 CZK
 Nakoupime FVIII cca za 450 mil CZK

— Naklady na lék tvori >90% nakladud na [écbu

 Naklady na |écbu hemofilie A bez komplikaci se pohybuji kolem 500-550 mil
CZK/rok

* Osob s hemofilii B je 136 (40% s nakladnou IéCbou), jejich |éCba je levnéjsi a s
méné komplikacemi
— Naéklady na lécbu hemofilie B se mohou pohybovat do 15% ndklad( na Hemofilii A
* Naklady na |é¢bu komplikaci (zejména inhibitoru)
— Mohou byt od desitek po stovky mil CZK
 Celkem se ndklady na léébu hemofilie v CR pohybuji roéné odhadem
kolem 24 mld CZK (pro cca 400-450 osob)
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Paradigma

e Lécba hemofilie je:
— Extrémné nakladn3, je-li vztazena na jednotlivce (“rare disease”)
— Celkoveé vsak neni suma prilis vysoka v celonarodnim méritku
« Uhrada lé¢by hemofilie se vidy bude vymykat jakémukoli paugalu
(vC DRG)
e Lécba hemofilie musi byt plné hrazena (jinak systém zkolabuje),
nicméné uhrada ma smysl jen v ramci definované sité center

* Pocet PWHs je a bude stabilni
* Léky proti hemofilii nelze podat jiné dg
— Benevolentni systéem uhrady NELZE zneuzit

* Lécba hemofilie je tedy dobre definovatelna, predikovatelna a
kontrolovatelna!
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Doporuceni
(z pohledu hematologa)

* Lécba hemofilie by méla i nadale probihat (a byt hrazena)
v siti center (audity Mzd, ZP, CHS)

* Antihemofilika by i nadale méla byt vyclenéna ve zvlastni
priloze UV (t.C. priloha 14)

« Ponechme v budoucich UV tuto vétu:

— Lécive pripravky vyjmuteé z platby pripadovym pausalem a
uvedené v priloze c. 14 k této vyhlasce uhradi zdravotni
pojistovna poskytovateli vykonové ve vysi jejich vykazané
jednotkoveé ceny, maximalné vsak ve vysi jejich vykazané
jednotkove ceny v referencnim obdobi.

* Podporeno z dotacniho programu MZ: Narodni akcni plany a koncepce
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