Systém centrové péce o
hemofiliky
(a pfibuzné diagndzy)

v CR




Demografie hemofilie v CR (2012)

Asi 850 HA, 130 HB v CR

— 4/5 dospélych

 Median véku dospélych hemofiliku 40 let, déti 10
— 5% nad 65 let

* Nutnost Iékarské péce jako o jiné starnouci pacienty

* Hemofilici narozeni po roce 1997 jsou “zdravi”

— Profylaxe, prevence krvaceni
* Star$i hemofilici potfebuiji péci, vé. CHIRURGICKE
— Ortopedie, obecna chirurgie, traumatologie, fyzio




Spotfeba FVIII v CR

V roce 2012 nad 4 |U/capita (parametr WFH)
— Slovensko 6,5 |U/capita

— Madarsko 7 IU/capita

— Svédsko >8 IU/capita

* Na co se faktor spotrebuje?
— Profylaxe u déti a mladych dospélych
— Lécba krvaceni + operativa u dospélych
— Imunotolerance (inhibitor)
 Median spotreby na léceného dospélého hemofilika

— 90 000 IU FVIII (cca 900 000 K¢ vykazanych ZP)
* Rozptyl od desitek tisic po nékolik (desitek) miliond (inhibitor) K¢
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Systém péce v CR (2012)
Cesky narodni hemofilicky program (CNHP)

— www.chhp.cz

* RocCneé se jedna o cca % mld K¢ pro cca 1000 lidi

e Systém center (2 Urovné)

— 3 Komplexni (CCC): UHKT, FN Motol a FN Brno

— 7 LécCebnych (HTC): Ostrava, Hradec Kralové, Olomouc,
Plzeri, Usti n L., C. Budé&jovice, Liberec

e Zasadni odlisnost center:
— Ortopedie/chirurgie (v¢. elektivni), inhibitory — CCC

— Bez chir oboru to “nejde” ze'éna u dospélvch




Uhrada péée o hemofilii v CR (2013)

V ramci DRG ALFA (vétsina chir diagndz/vykon)
— Hrazeno plné bez omezeni

— Chir dg HLAVNI, Hemofilie VEDLEJSI !

— Nebyl problém s uhradou za hospitalisace

— Jista omezeni v ambulanci (?)

 Vramci DRG BETA/GAMA
— Hrazeno plné do vyse stropu (vyjimecné na chir prac)
e MIMO UV (tzv. “bali¢ky”, napf TEP)

— Individualni jednani ZZ a ZP

— Snaha od r 2014 eliminovat tento zpUsob Uhrady




Uhrada péée o hemofilii v CR (2014)

Pouze jeden DRG systém Uhrady — ZruSena ALFA/

BETA/GAMA (tykd se i chir diagnéz/vykon()

— Hrazeno plné bez omezeni, bez zastropovani v
ambulanci i na luzku

— Hemofilie jiz mlze byt hlavni dg!

— Neni tedy v principu problém s uhradou pro zadné 77,
nedohodne-li jeho vedeni se ZP jinak
* Potize mohou byt se zalohami

e Rezim odlisny od S lIéku (netreba mit smlouvu jako na centové
léky)
* Vztahuje seina TEP




e Operativu hemofiliki's -
béznymi chir. Potizemi
(desitky pripadu rocné)

* Operativu traumat u
hemofilikl (ojedinélé -
pripady rocné)

 PécCe 0 osoby s .
inhibitorem .
— Jak chirurgie vC TEP

— Tak ITT (vétSinou ale
nejen déti)

Co musi zajistovat (navic) CCC?

TEP kolene a kycle (2-5
pripadu ro¢né — vSechny
krvaciveé stavy, nejen
hemofilie)

Jiné elektivni ortopedické a
chirurgické vykony
Prenatalni diagnostiku

Péci sexuologa, psychologa

RHB a konsultace dalsich
odbornosti....




Pozadavky na CCC/HTC

 Budou upraveny véstnikem MZd v roce 2014!




ProC by mélo mit ZZ zajem byt centrem?

* Vysoce odborné prestizni oblast

* Moznost ziskat/udrzet erudici a praxi, kterou jinde
nemaji
* Nejedna se o “ztratovy” Ci “virtualni” podnik

— UV umoZnuje Uhradu v dostateéné vysi (antihemofilika &ini
odhadem 80-90% ndkladl na veskerou péci o tyto pacienty)

* Jedna se o relativné malé pocty pacientt!!!

— Nutna dostatecna expertiza. Maximum 2-3 CCC v zem:i!

 Moznost védeckého a odborného rustu pro
pracoviste i jednotlivce

— PhD studia, habilitace a pod... i pro “nehematology”
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The current status of care for persons
with haemophilia and von Willebrand’s
disease registered within CNHP registry

Jan Blatny, Petra Ovesna, Petr Brabec
on behalf of

Centres contributing to common database
of the CNHP (Czech National Haemophilia Programme)




N=1083

Persons registered in
HemIS/CNHP in whole >

history until 31.12.2012

Validation* <:>

V[ w7

All valid persons

N=644 |,

Haemophilia
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Sample size, valid records (2012)

Records excluded from further analyses:

- 35 deceased persons

- 20 persons lost from evidence

- 17 persons switched to other centre,
which does not participate

- 16 unfilled minimal registration record

- 13 duplicate records

- 8 women - carriers of haemophilia

- 2 persons with changed diagnosis

----------- o e ——————
| |
! !
N=49 | v N=279
Hereditary deficiency of Von Willebrand’s
other clotting factors disease




Part A

Persons with haemophilia (PWH)




Sample size

N=972

All ,,valid” persons

| | i :
N=644 N=49 | i N=279
Haemonbhilia Hereditary deficiency of Von Willebrand’s
P other clotting factors disease

Children*

T N=233 |
Adults
N=411

* Persons under 19 years old in 2012
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Age

Age at diagnosis (years)

N 477*

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

40,0 -
350 - 33,1
30,0 -
25,0 1 2214

20,0 -

J 13,4
15,0 10,9

10,0 -
5,0 - 2,5 25 25

% of persons

8,4

0'0||||||rx|
v v Ty

)

age (years)

* 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)




Type of haemophilia

Haemophilia A (N=204)

- Haemophilia B (N=29)

87,6%

Children

Type and severity of haemophilia | (V=233

Severity of haemophilia (N=216)

Mild (N=101)

Moderate (N=48)

- Severe (N=84)
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Adults

Type and severity of haemophilia | N=211

Type of haemophilia Severity of haemophilia (N=404%*)
Haemophilia A (N=358) Mild (N=173)
- Haemophilia B (N=53) Moderate (N=54)

- Severe (N=177)

42,8%

<

0,
LT 13,4%

* Severity of haemophilia not known in 7 adults.
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. . . Children
Age at diagnosis according to  |[N=233

type and severity of haemophilia

9 1 12 -+
g - - O median
- — 10 - ==
v 7 - | 10th —90th 2
& percentile Py
= 6 - = g -
K% K%
(%] (%]
(@] 5 - - (o]
oy [y
ap T =
0 i
o 4 - o
= +—
© ©
g 37 o 4
<< <
, 0
2 -
. i v .
0 T | 0 - 1
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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. . . Adults
Age at diagnosis accordingto  |N=411

type and severity of haemophilia

60 60 1
O median

7 0 T T B
& percentile Py
= 40 - = 40 -
K% K%
8 8
oy - [y
.&D 30 - _% 30 -
© ©
® ®
(O] 20 B w 20 .
¢ ¢

10 10 -

0 C , c | ol = 4 o

Haem A Haem B Mild Moderate Severe Inhibitor
Haemophilia A Haemophilia B Age at diagnosis (years) Mild* Moderate*
358 53 N 173 54 177 4
< 10.9 10.6 > Mean 19.3 7.4 2.6 1.3
3(0-69) 3(0-63) Median (min — max) 13(1-69) 4(0-61) 1(0-48) 1.5(0-2)

* including persons with inhibitor
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. Children
Actual age according to type and |N=233

severity of haemophilia

18 18 1
- - . &S] [ [
16 D median 16 -
— 14 - :I:loth—saoth 14 -
v percentile v
© ©
o 12 - o 12 -
g = 0 T
& 10 - 0 10 0] 0
s 0 s
s 87 g 8
5 6 5 ¢
O O
0
4 - 4 -
- -
2 -1 - 2 - - -
-
0 T 1 0 T T T 1
Haem A Haem B Mild Moderate Severe Inhibitor
Haemophilia A Haemophilia B Current age* (years) Mild* Moderate*
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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. dul
Actual age according to type and N=a11

severity of haemophilia

70 70
-
== O median

60 - T 60 - T T
_ I 10th-90h -
= -
£ 50 - percentile g 50 -
2 0 E 0 0
(O] - (0] -
% 40 0 % 40 0 0
g 30 - g 30 -
5 5 1
O 20 i [ ] - O 20 - - - -

10 10 -

0 T 1 0 T T T 1
Haem A Haem B Mild Moderate Severe Inhibitor
Haemophilia A Haemophilia B Current age* (years) Mild* Moderate* Severe* Inhibitor
358 53 N 173 54 177 4
< 42.3 41.5 > Mean 44.2 42.5 39.7 38.0
39.5(19-90) 43 (20-67) Median (min —max)  44(19-90) 43(19-71) 38(19-73) 38(20-56)
*Current age = age reached in year 2012 * including persons with inhibitor
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All
N=644

Hepatitis experienced

Experienced hepatitis

B VYes (N=169)

No (N=455)
Not known (N=20)

78,7%

% of persons

— 39,1%
N=169 I 40% -
17,2%
20%
0% T
Hep A Hep B Hep C type of hepatitis
(N=29) (N=66) (N=133)
Data from last annual report of each person. Type of hepatitis not specified in 5 persons. One

person may have recorded more types of hepatitis.
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Children
N=233

Hepatitis experienced

Experienced hepatitis

- Yes (N=2)

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

98,7%
N=2

‘ One child has hepatitis C, type of

hepatitis not specified in one child.

0,4%
0,9%

Data from last annual report of each person.
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Adults
N=411

Hepatitis experienced

Experienced hepatitis

B Yes (N=167)

No (N=225)
Not known (N=19)

79,0%

% of persons

39,5%

17,4%
20%
0% T
Hep A Hep B Hep C type of hepatitis
(N=29) (N=66) (N=132)
Data from last annual report of each person. Type of hepatitis not specified in 3 adults. One

person may have recorded more types of hepatitis.
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HIV

- Positive (N=2)

76,7%

Negative (N=494)

HIV

Not known / not available (N=148)

’ 23,0%

0,3%

Data from last annual report of each person.

<
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Both HIV-positive persons are adults.

All
N=644




Data from year 2012 — sample size

A” Valld PerSOHS W|th annual Persons examined
persons j> reportin 2012 > in 2012
N=644 | M= N =453
9 of them with inhibitor
. Children Children
BN Children j> > reported in 2012 > > examined in 2012
N=233 N = 215 N = 201
5 of them with inhibitor
Adults :> Adults reported > Adults examined
in 2012 —> in 2012
=411
N N =369 N =252

4 of them with inhibitor
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Persons with haemophilia

All
N=453

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)

ﬁ‘> currently 9 persons with inhibitor
(5 children and 4 adults) + 6in other centre

— NO increase in inhibitor incidence rate in PUPs with Haemophilia A
since introduction of rFVIIl in 2003!
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* Annual incidence around 5%, absolute around 20% (submitted for publication

2014, EAHAD poster 090, 2014)
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Children
Frequency of bleeding requiring =201

treatment in 2012

35% 1 80% 1
30% - 70% 7
g 25% - o 60% -
(o] (@]
g . 2 50%
L 20% - g
- 5 40% -
o 15% - o
x P X 30% -
10% | 20% -
5% - 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
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 15.2
1(0-49) 1(0-26) Median (min — max) 0(0-12) 2 (0-30) 6(0-49) 11(3-32)

* without inhibitor
Frequency of bleeding is missing in 19 children.
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Adults
Frequency of bleeding requiring N=222

treatment in 2012

35% - 60%
30% - 50% -
wn N (%)
2 25% | _ S  40% -
§_ 20% - é’. 30% - ]
o 15% - S
S © 20% -
10% |
10% |
5% -
0% T .
0% + 0 1 23 45 610 11-15 16-20 >20
0 1 2-3  4-5 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 8.5
5(0-144) 5(0-132) e (e — e 0(0-7) 3.5(0-31) (01_251 g 35(1-26)

* without inhibitor
Frequency of bleeding is missing in 188 adults.
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Children
N=201

Treatment

Immunate | 37
Fanhdi %:I 13
ine 109
"3::::;:: 4:] 1 Plasma-derived 135 (67.2%) children received
. |:> factors drugs in 2012 (11 of them
Octanine %:I 7 N =77

more different drugs).
Plasma-derived factors were
administered in 77 (38.3%)
children, recombinant factors
in 63 (31.3%).

Haemoctin | 1
Feiba |1
Not known

Advate 130

i
Kogenate %:l 26 Recombinant Five children were treated
Recombinate [ 3 |:> factors with both plasma-derived and
Other FIX N =63 recombinant factor.
NovoSeven %D 4
Other Fvill | 1
Not known []3
0 20 40 60 80

number 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

Adults
N=252

1 | 63
] 53

| 23
%:l . Plasma-derived
- |[:::> factors
- N = 149
1:
L
s
4
%D 7 Recombinant
s |:> factors
a2 N =33
11
0 20 40 60 80

number of persons

177 (70.2%) adults received
drugs in 2012 (9 of them
more different drugs).
Plasma-derived factors were
administered more
frequently — in 149 (59.1%)
adults, whereas recombinant
factors in 33 (13.1%) adults.
Five adults were treated with
both plasma-derived and
recombinant factor.




All
N=453

Type of treatment

§ 100%
@
§ 80% - 71,9%
RS
60%
I
40% s ” 34,1% ~ ~
/ \
20% - / \\
I I 19,9%
0% ‘\r 'y
Home treatment Prophylaxis /
(N=325) « (N=151) _ Jype of treatment 6,6%
~ -

Type of prophylaxis (N=151)
Temporary (N=30)

i Permanent (N=111)
Not available (N=10)
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Bleeding requiring treatment
according to prophylaxis

Children
N=201

. 40 7 ;

5 O median
S 35 - T
5 - I 10t — 9Qth
Q 30 - percentile
o
C
T 25 7
(]
()]
o 20 7
§~ 15 - ] s
ch, 10 - D 11
s t] 7,5
£ =P ’ -

0 ———-— 1
no ves no ves no ves no ves
Frequency of bleeding Mild* Moderate* Severe*
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
i 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
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permanent
prophylaxis

* without inhibitor




. . . Adults
Bleeding requiring treatment N=252

according to prophylaxis

5 60 O median
2
qL_) 50 - Iloth_goth
uQ-o percentile
£ 40
il
4]
9]
o 30 -
©
g 20 -
5 L] 155 15,5
g 10 .
. 0 - D 3 1 == 4 D 15
= I

permanent
no ves no ves no ves . no ves prophylaxis
Frequency of bleeding Mild* Moderate* Severe*
N 50 1 20 6 68 30 2 2
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) [1.5(1-2) 15.5(5-26)
adults on permanent
" 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

* without inhibitor
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Dekuji za pozornost!!
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