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Program

14:00 Zahdjeni

=Uvod

»P¥ehled hospodareni registru CNHP za rok 2021 (aktudlni pFijmy, vydaje) Kfistkovd, Blatny
= Aktudlni polty pacientl za rok 2020

=|nterni audity center zapojenych do CNHP — aktudIni stav, Kfistkovd, Zdpotockd
"Informace o auditu PedNet, Blatny

=Aktuality WAPPs a WBDR Zdpotocka, Blatny, Ovesnad

=PFedstaveni zastupcll IBA, technické zaleZitosti spojené s registrem Stourac
mZasadni informace z dat registru za rok 2020, Blatny

=Doporuéeni vydand Sekci pro hemostazu a trombézu CHS a CNHP Blatny
=»Aktualizace Deklarace CNHP, Blatny

=P¥ijeti novych €lend (FNOL, FNB), Blatny, Cermdkovd

=Sdéleni pacientskych organizaci Bohin, Altmanova

=Diskuze, rizné vsichni

16:00 Zaver:
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Pocty dospélych pacientu - 2020

*Celk. pocet Celkem

pacientu hemofilika

565 210 = Brno: FN Brno - OKH

146 75 = Ostrava: FN Ostrava - Krevni centrum

131 51 = Liberec: KN Liberec - OKH

128 49 = Plzefi: FN Plzeri - UKBH
86 61 = Olomouc: FN Olomouc - Hemato-onkologicka klinika . L . v . . e
73 70 = Hradec Kralove: FNHK - IV. interni hematologicka klinika Pocet validnich a vysetrenych pacientu za 2020
56 29 = lgsti n.L.: Masarykova nemocnice - OKH 2 29 N = 305
27 26 = Ceské Budéjovice: Nemocnice - OKH 15: 5% 14; 5%-, !

8 8 m Plzen: Méstska poliklinika - Hemacentrum .
1220 579

39; 13%
*hemofilici + vWD + Ostatni
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Pocty détskych pacienttu - 2020

*Celk. pocet Celkem

pacientu hemofilika
133 99 m Praha: FN Motol - Klinika détské hematologie a onkologie
76 59 = Brno: FN Brno - DN (Odd. détské hematologie)
54 33 = Hradec Kralové: FNHK - Détska klinika
48 24 = Ostrava: FN Ostrava - Klinika détského lékarstvi
43 14 = Plzen: FN Plzen - DEtska klinika Poéet validnich a vySetfenych pacientid za 2020
37 19 = Usti n.L.: Masarykova nemocnice - Détska klinika (hematologie)
21 20 = E)Iomzouc: fN C-Ilcumcuuc - De-tska klinlkal o 9: 4% N =222
17 17 m Ceské Budéjovice: Nemocnice - Détské oddéleni .
13; 6%
429 285 '
i 11; 5%
*hemofilici + vWD + Ostatni 86; 39%
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Interni audity center zapojenych do CNHP

Zahdjeny: 11/2021

Dosud hotovy audity: Plzen, Liberec, Olomouc, Ostrava

V blizkém planu: Ceské Budéjovice (24.11.), Praha (17.12.)

Zbyva stanovit termin: Brno (1.12?), Usti nad Labem, Hradec Kralové - pravdépodobné proveditelné do

konce 2021

Zavérecné zpravy a vydani certifikatl po dokoncéeni auditt vSech center

Veliké diky vSem zastupclm center a auditorim
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Informace o auditu PedNet

V minulém roce se dvé détska pracoviité CNHP (Brno, Praha) stala sou&asti prestiZzni evropské sité
PedNet

V fijnu tohoto roku probéhl prvni audit obou center (M van den Berg a E. van Hardevelt)
Auditofi byli spokojeni

* PFfinos je nejen pro dana centra, ale pro cely CNHP (prestiZ, publikace)
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Aktuality WAPPs a WBDR

=z pohledu WAPPS propojeni vytvoreno — navaznost na ucet centra

= ¢ast pacientl mohla byt po tomto propojeni duplikovdna — funkce MERGE ve
WAPPs umozni spojeni informaci o pacientech

= zkuSenosti center, dotazy
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Predstaveni zastupcu IBA — zmény

Projektovy manazer IBA:

Zlata Kfistkova Nikola Stoura¢
Data manazer:

Markéta Lagova Barbora Vitova
Analyza dat:

Karolina Hurdalkova a Petra Ovesna
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I Kontakty IBA

Nikola Stoura¢ stourac@biostatistika.cz, tel: +420 739 012 354

IBA helpdesk helpdesk@biostatistika.cz, tel: +420 515 915 100
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mailto:stourac@biostatistika.cz
mailto:helpdesk@biostatistika.cz

Zmeny ve strukture registru

PFidani 1é¢iv Jivi a Afstyla do &iselnik(i v CNHP jen pro hemofilii A a vloZit i do deficitd ostatnich faktor(. Patfi mezi
FVIII EHL rekombinantni. Jednotky IU.

*pfiddno do formulare Prliibézné rocni hlaseni — Hem A [FS6] — otadzka Specifikace preparatu [Q844], Specifikace
[Q167], Preparat [Q185], Specifikace terapie 1 [Q858], Specifikace terapie 2 [Q862], Specifikace terapie 3 [Q866],
Specifikace terapie 4 [Q870], Specifikace terapie 5 [Q874]

epfidano do formulare Farmakokinetika — Hem A [FS11] — otazka Derivat [Q328]

*pfiddno do formuldfe Farmakokinetika — Deficity ostatnich faktorti — otdzka Derivat [Q342]

*pridano do formulare Evidencni list domaci terapie — Hem A [FS16] - otdzka Specifikace [Q383]

*pfiddno do formulare Pribézné rocni hlaseni — Deficity ostatnich faktorti — otazka Specifikace [Q263]

*pridano do formulare Evidencni list domaci terapie — Deficity ostatnich faktor( — otazka Specifikace [Q392]

eprfidano do formulare Nezadouci ucinek — Ziskana hemofilie — otazka Preparat — Hemostaticka |écba [Q732]

epridano do formulare Hemostaticka lécba — Ziskana Hemofilie — otazka Specifikace [Q703]
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The status of care for persons with
haemophilia registered within
CNHP registry
Annual Report 2020

Jan Blatny, Petra Ovesna
on behalf of
Centres contributing to CNHP registry

(Czech National Haemophilia Programme)
Export date: March 30, 2021




Treatment outcomes and bleeding frequency
Haemophilia A




Haem A

Frequency of bleeding requiring N=690"

1 severity of haemophilia not

treatment in 2020 known in 4 children and 4 adults

Adults (N=4662)

Children (N=223)

100% - 100% -
80% - 80%
= =
2 60% - S 60% -
(O] (]
o o
2 A40% - S 40% -
20% - 20% -
0% i T - T T T 1 0% T
0 1 2-3 45 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
Mild* Moderate* Severe* Inhibitor Frequency of bleeding Mild* Moderate* Severe* Inhibitor
110 23 80 10 N valid 258 41 160 7
0.2 1.3 1.4 0.4 Mean 0.2 1.8 2.7 0.6
0(0-5) 0(0-5) 1(0-7) 0(0-2) Median (min — max) 0(0-12) 0(0-200 1(0-44) 0(0-2)
94 (85.5%) 13 (56.5%) 28 (35%) 7 (70%) N (%) with nobleed 223 (86.4%) 28(68.3%) 74 (46.3%) 4 (50%)

* without inhibitor 2 Frequency of bleeding is missing in 1 adult (inhibitor).
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List1

				Mild		Moderate		Severe		Inhibitor

		0		86.4%		68.3%		46.3%		50.0%

		1		9.7%		9.8%		16.9%		25.0%

		2-3		3.1%		2.4%		18.8%		12.5%

		4-5		0.4%		4.9%		5.6%		0.0%

		6-10		0.0%		12.2%		5.6%		0.0%

		11-15		0.4%		0.0%		2.5%		0.0%

		16-20		0.0%		2.4%		2.5%		0.0%

		>20		0.0%		0.0%		1.9%		0.0%

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.
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List1

				Mild		Moderate		Severe		Inhibitor

		0		85.5%		56.5%		35.0%		70.0%

		1		8.2%		4.3%		25.0%		20.0%

		2-3		5.5%		26.1%		32.5%		10.0%

		4-5		0.9%		13.0%		5.0%		0.0%

		6-10		0.0%		0.0%		2.5%		0.0%

		11-15		0.0%		0.0%		0.0%		0.0%

		16-20		0.0%		0.0%		0.0%		0.0%

		>20		0.0%		0.0%		0.0%		0.0%

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.






ABR according to treatment regimen
Haemophilia A without inhibitor
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Annual bleeding rate according to

treatment regimen
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OD prophy OD prophy OD prophy
Frequency of bleeding Mild* Moderate* W
N valid 110 0 15 8 4 76
Mean 0.2 1.5 1.0 1.0 1.4
Median (min — max) 0(0-5) 0(0-4) 0(0-5) 1(0-2) 1(0-7)
Total no of recorded bleeds 27 22 8 4 109
children on permanent o o o
i it 0 (0%) 8 (34.8%) 76 (95%)
% of factor (FVIII) consumed
by children on permanent - 96.1% 100.0%

prophylaxis

Czech National
Hemophilia
Program

-

l a Institute
of Biostatistics
and Analyses

MUNI

Children
Haem A
N=213*

@ 1090 percentile

‘ median

Treatment regimen:

OD = on demand and/or
temporary prophylaxis

prophy = permanent prophylaxis

* without inhibitor; missing
severity in 4 children




Graf1

		0		0		0

		1		1		1

		2		2		2

		3		3		3

		4		4		4

		5		5		5

		6		6		6

		7		7		7

		8		8		8



10

90

50

0

1

0

0

0

0

0

4

0

0

5

0

0

2

1

0

3

1



Sheet1

		X+Y		10		90		50

		0

		1		0		1		0

		2

		3

		4		0		4		0

		5		0		5		0

		6

		7		0		2		1

		8		0		3		1






g ¢

Joint and other bleeds according to

treatment regimen

Children
Haem A
N=210"

* without inhibitor; missing
severity in 4 children; missing
location of their bleeds in 4
children (one of them is
inhibitor)

@ 1090 percentile

Frequency of bleeding Mild* Moderate*
Treatment regimen oD prophy oD prophy oD prophy
N valid 107 0 15 8 4 76
JOINT BLEEDS
Mean 0.0 0.4 0.5 0.0 0.6
Median (range) 0(0-2) 0(0-3) 0(0-4) 0(0-0) 0(0-5)
Total no of recorded bleeds 5 6 4 0 42
OTHER BLEEDS
Mean 0.2 1.1 0.5 1.0 0.9
Median (range) 0(0-5) 0(0-4) 0(0-2) 1(0-2) 1(0-4)
Total no of recorded bleeds 18 16 4 4 67
10,0
§ 9,0
= 8,0
;D 7,0
E 6,0
Q 5,0
o]
5 4,0
S 30
Treatment regimen: °§J 2,0 o o o ‘ median
0D = on demand and/or temporary g 1,0 @ 1,00 1,0
prophylaxis w 0,0 o0—6.0 ® ®
prophy = permanent prophylaxis OD prophy OD prophy
Joint bleeds Other bleeds

Czech National
Hemophilia
Program

Institute

(i)

and Analyses

of Biostatistics

MUNI

treatment regimen
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Adults

Annual bleeding rate according to aem A
treatment regimen
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OD prophy OD prophy OD prophy Treatment regimen:
Frequency of bleeding Mild* Moderate* m 0D = on demand and{or
temporary prophylaxis
N valid 258 0 38 3 46 114 prophy = permanent prophylaxis
Mean 0.2 1.8 1.3 5.3 1.6
Median (min — max) 0(0-12) 0(0-20) 1(0-3)| 2(0-29) 1(0-44) * without inhibitor; missing
ity in 4 adults: missi
Total no of recorded bleeds 60 69 4 245 180 severity in 4 adu ts,' m/:ssmg
frequency of bleeding in one
adults on permanent o o . adult (inhibitor)
orophylaxis 0 (0%) 3(7.3%) 114 (71.3%)
% of factor (FVIII) consumed
by adults on permanent - 57.9% 94.6%
prophylaxis

Czech National -
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Joint and other bleeds according to

treatment regimen

Adults
Haem A
N=452*

Treatment regimen oD prophy oD prophy oD prophy severity in 4 adul ts,: ml'ssmg
N valid 257 0 37 3 43 112 frequency of bleeding in one
adult (inhibitor); missing
JOINT BLEEDS location of bleeds in 7 adults
Mean 0.1 1.2 0.3 3.7 1.2
Median (range) 0(0-2) 0(0-9) 0(0-1) | 0(0-24) 0(0-44)
Total no of recorded bleeds 13 43 1 159 137
OTHER BLEEDS
Mean 0.1 0.2 1.0 1.2 0.3
Median (range) 0(0-5) 0(0-2) 0(0-3) | 0(0-11) 0(0-5)
Total no of recorded bleeds 34 6 3 52 32
20,0
@
g
< 16,0
s
o ®
5 12,0
(O]
(]
o
5 8,0
g @ 1090 percentile
Treatment regimen: g 4,0 .
' median
0D = on demand and/or temporary S ¢ ¢ ‘ I
prophylaxis w 0.0 O'O’T£
prophy = permanent prophylaxis OD prophy OD prophy treatment regimen
Joint bleeds Other bleeds

Institute
of Biostatistics
and Analyses

MUNI

(i)

Czech National
.{ Hemophilia
Program
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Czech National
Hemophilia
Program

ABR according to treatment

regimen and age

Frequency of bleeding Mild* Severe*
Treatment regimen oD Prophy oD Prophy oD Prophy
N valid 194 0 22 2 40 81
Mean 0.2 2.0 1.5 6.1 1.8
Median (min — max) 0(0-5) 0(0-20) 15(0-3)f 3(0-29) 1(0-44)
Total no of recorded bleeds 36 45 3 243 145
e 0 (0%) 2 (8.3%) 81 (66.9%)
% of factor (FVIII) consumed by
adults on permanent - 49.9% 92.9%
prophylaxis
Frequency of bleeding Mild* Severe*
Treatment regimen oD Prophy oD Prophy oD Prophy
N valid 64 0 16 1 6 33
Mean 0.4 1.5 1.0 0.3 1.1
Median (min — max) 0(0-12) 0(0-8) 1(1-1) 0(0-2) 1(0-6)
Total no of recorded bleeds 24 24 1 2 35
e 0 (0%) 1(5.9%) 33 (84.6%)
% of factor (FVIII) consumed by
adults on permanent - 73.6% 98.8%
prophylaxis

Institute
of Biostatistics
and Analyses

(i)

MUNI

Adults
Haem A
N=459*

* without inhibitor; missing
severity in 4 adults ; missing

frequency of bleeding in one adult
(inhibitor)

Adults (haem A)
born before 1990
N=339

Adults (haem A)
born in 1990 or
later
N=120




Joint and other bleeds according to treatment

regimen and age

Frequency of bleeding Mild* Severe*
Treatment regimen oD prophy oD prophy oD prophy
N valid 193 0 21 2 37 79
JOINT BLEEDS
Mean 0.0 1.1 0.0 4.3 1.4
Median (range) 0(0-2) 0(0-9) 0(0-0)| 1(0-24) 0(0-44)
Total no of recorded bleeds 8 23 0 159 114
OTHER BLEEDS
Mean 0.1 0.1 1.5 1.4 0.3
Median (range) 0(0-5) 0(0-2) 15(0-3)) 0(0-11) 0(0-5)
Total no of recorded bleeds 27 2 3 50 25
Frequency of bleeding Mild* Severe*
Treatment regimen oD prophy oD prophy oD prophy
N valid 64 0 16 1 6 33
JOINT BLEEDS
Mean 0.1 1.3 1.0 0.0 0.7
Median (range) 0(0-1) 0(0-8) 1(1-1) 0(0-0) 0(0-5)
Total no of recorded bleeds 5 20 1 0 23
OTHER BLEEDS
Mean 0.1 0.3 0.0 0.3 0.2
Median (range) 0(0-2) 0(0-2) o0(0-0) ) 0(0-2) o0(0-2)
Total no of recorded bleeds 7 4 0 2 7

Institute

(i)

Czech National
.* Hemophilia
Program

and Analyses

of Biostatistics

MUNI

Adults
Haem A
N=452*
* without inhibitor; missing severity

in 4 adults; missing frequency of
bleeding in one adult (inhibitor);

missing location of bleeds
in 7 adults

Adults (haem A)
born before 1990
N=332

Adults (haem A)
bornin 1990 or
later
N=120




Children |
Haem A
N=169"

Location and etiology of bleeds

m Joints (N=57)
m Other (N=112)

* number of bleeds

® Knee (N=14)

m Ankle (N=16)

m Elbow (N=12)
Other joint (N=15)

B Traumatic ™ Spontaneous ™ Not known

I =T PR T 7 Joints (N=57)
I+ T F173[6% Muscles (N=17)

Y

1,8%.0,0% 0,9% 4,5%
O'K,/q'/’o" ° m Muscles (N=17)

0.0% IR 7 5" Subcutaneous (N=74)
= Subcutaneous (N=74) Oral cavity (N=13)
® Oral cavity (N=13) Urogenital tract (N=0)

' m Urogenital tract (N=0) Epistaxes (N=2)
m Epistaxes (N=2) GIT (N=0)
GIT (N=0) NS (N=1
CNS (N=1) Other (N=5)

Other (N=5)
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Program and Analyses
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List1

				Sloupec1

		Joints (N=57)		0.3372781065				Joints		57

		Other (N=112)		0.6627218935				Other		112

								Total		169






Graf1

		Knee (N=14)

		Ankle (N=16)

		Elbow (N=12)

		Other joint (N=15)
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List1

				Sloupec1				Joint bleeds

		Knee (N=14)		0.2456140351				Knee		14

		Ankle (N=16)		0.2807017544				Ankle		16

		Elbow (N=12)		0.2105263158				Elbow		12

		Other joint (N=15)		0.2631578947				Other joint		15

								Total		57






Graf1

		Muscles (N=17)

		Subcutaneous (N=74)

		Oral cavity (N=13)

		Urogenital tract (N=0)

		Epistaxes (N=2)

		GIT (N=0)

		CNS (N=1)

		Other (N=5)
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List1

				Sloupec1

		Muscles (N=17)		0.1517857143				Muscles		17

		Subcutaneous (N=74)		0.6607142857				Subcutaneous		74

		Oral cavity (N=13)		0.1160714286				Oral cavity		13

		Urogenital tract (N=0)		0				Urogenital tract		0

		Epistaxes (N=2)		0.0178571429				Epistaxes		2

		GIT (N=0)		0				GIT		0

		CNS (N=1)		0.0089285714				CNS		1

		Other (N=5)		0.0446428571				Other		5

								Total		112






Graf1

		Joints (N=57)		Joints (N=57)		Joints (N=57)

		Muscles (N=17)		Muscles (N=17)		Muscles (N=17)

		Subcutaneous (N=74)		Subcutaneous (N=74)		Subcutaneous (N=74)

		Oral cavity (N=13)		Oral cavity (N=13)		Oral cavity (N=13)

		Urogenital tract (N=0)		Urogenital tract (N=0)		Urogenital tract (N=0)

		Epistaxes (N=2)		Epistaxes (N=2)		Epistaxes (N=2)

		GIT (N=0)		GIT (N=0)		GIT (N=0)

		CNS (N=1)		CNS (N=1)		CNS (N=1)

		Other (N=5)		Other (N=5)		Other (N=5)

		Total (N=169)		Total (N=169)		Total (N=169)
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List1

				Traumatic		Spontaneous		Not known

		Joints (N=57)		0.6		0.3859649123		0.0175438596				Joints		34		59.6		22		38.6		1		1.8

		Muscles (N=17)		0.8		0.1176470588		0.0588235294				Muscles		14		82.4		2		11.8		1		5.9

		Subcutaneous (N=74)		0.9		0.0675675676		0.0540540541				Subcutaneous		65		87.8		5		6.8		4		5.4

		Oral cavity (N=13)		0.7		0.3076923077		0				Oral cavity		9		69.2		4		30.8		0		0.0

		Urogenital tract (N=0)		0.0		0		0				Urogenital tract		0		0.0		0		0.0		0		0.0

		Epistaxes (N=2)		0.0		1		0				Epistaxes		0		0.0		2		100.0		0		0.0

		GIT (N=0)		0.0		0		0				GIT		0		0.0		0		0.0		0		0.0

		CNS (N=1)		0.0		1		0				CNS		0		0.0		1		100.0		0		0.0

		Other (N=5)		1.0		0		0				Other		5		100.0		0		0.0		0		0.0

		Total (N=169)		0.8		0.2130177515		0.0355029586				Total		127		75.1		36		21.3		6		3.6






Children |
Haem A
N=169"

Detailed treatment of bleeds

* number of bleeds

Joints Muscles S Oral cavity Rloesnie Epistaxes GIT CNS Other Total
neous tract
No. of bleeds 57 17 74 13 0 2 0 1 5 169
FV"LCI::;“(::'J';T":Tizi 56 17 74 12 0 2 0 1 5 167
geometric mean 1800.5 1432.1 1196.3 1223.5 866.0 14250.0 3032.6 1455.1
median 1500.0 1500.0 1000.0 1000.0 875.0 14250.0 1500.0 1500.0
min—max 250-18000 150-18000 250-4000 500-10000 750-1000 14250-14250 500-57000: 150-57000
sum 164750 49400 105250 24000 1750 14250 66000 425400
No. of doses per
bleed
geometric mean 1.6 1.9 1.3 1.4 1.0 57.0 2.5 1.5
median 1 1 1 1 1 57 2 1
min — max 1-14 1-8 1-7 1-6 1-1 57-57 1-16 1-57
Duration of therapy
per bleed, days
geometric mean 2.1 1.8 1.7 1.9 1.0 21.0 3.6 1.9
median 1 1 1 1 1 21 2 1
min — max 1-34 1-8 1-14 1-20 1-1 21-21 1-29 1-34
N (%) w.ith 2(3.5%) 4(23.5%) 4(5.4%) 2(15.4%) 0(0%) 1(100%) 0 (0%) 13(7.7%)
hospitalization
N (%) with rebleeding 4(7%) 1(5.9%) 2(2.7%) 0 (0%) 0(0%) 0 (0%) 1(20%) 8(4.7%)
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Adults
Haem A

Location and etiology of bleeds 12

* number of bleeds

m Joints (N=356)
m Other (N=128)

® Knee (N=68)

m Ankle (N=90)

m Elbow (N=122)
Other joint (N=76)

B Traumatic ™ Spontaneous ™ Not known

A I 7R 5% Joints (N=356)
TR R 5 Vuscles (N=58)

" Muscles (N=58) I IR 5 ubcutaneous (N=27)
= Subcutaneous (N=27) | [y S TR NUNSSO  Oral cavity (N=6)

= Oral cavity (N=6) Urogenital tract (N=2)
= Urogenital tract (N=2) | | E T W27  tpistaxes (N=11)
= Epistaxes (N=11) GIT (N=6)

GIT (N=6) CNS (N=1)
CNS (N=1) IO S C7 138%1  Other (N 17)

Other (N=17)
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Graf1

		Joints (N=356)

		Other (N=128)



Sloupec1

0.7355371901

0.2644628099



List1

				Sloupec1

		Joints (N=356)		0.7355371901				Joints		356

		Other (N=128)		0.2644628099				Other		128

								Total		484






Graf1

		Knee (N=68)

		Ankle (N=90)

		Elbow (N=122)

		Other joint (N=76)



Sloupec1

0.191011236

0.2528089888

0.3426966292

0.2134831461



List1

				Sloupec1				Joint bleeds

		Knee (N=68)		0.191011236				Knee		68

		Ankle (N=90)		0.2528089888				Ankle		90

		Elbow (N=122)		0.3426966292				Elbow		122

		Other joint (N=76)		0.2134831461				Other joint		76

								Total		356






Graf1

		Muscles (N=58)

		Subcutaneous (N=27)

		Oral cavity (N=6)

		Urogenital tract (N=2)

		Epistaxes (N=11)

		GIT (N=6)

		CNS (N=1)

		Other (N=17)



Sloupec1

0.453125

0.2109375

0.046875

0.015625

0.0859375

0.046875

0.0078125

0.1328125



List1

				Sloupec1

		Muscles (N=58)		0.453125				Muscles		58

		Subcutaneous (N=27)		0.2109375				Subcutaneous		27

		Oral cavity (N=6)		0.046875				Oral cavity		6

		Urogenital tract (N=2)		0.015625				Urogenital tract		2

		Epistaxes (N=11)		0.0859375				Epistaxes		11

		GIT (N=6)		0.046875				GIT		6

		CNS (N=1)		0.0078125				CNS		1

		Other (N=17)		0.1328125				Other		17

								Total		128






Graf1

		Joints (N=356)		Joints (N=356)		Joints (N=356)

		Muscles (N=58)		Muscles (N=58)		Muscles (N=58)

		Subcutaneous (N=27)		Subcutaneous (N=27)		Subcutaneous (N=27)

		Oral cavity (N=6)		Oral cavity (N=6)		Oral cavity (N=6)

		Urogenital tract (N=2)		Urogenital tract (N=2)		Urogenital tract (N=2)

		Epistaxes (N=11)		Epistaxes (N=11)		Epistaxes (N=11)

		GIT (N=6)		GIT (N=6)		GIT (N=6)

		CNS (N=1)		CNS (N=1)		CNS (N=1)

		Other (N=17)		Other (N=17)		Other (N=17)

		Total (N=484)		Total (N=484)		Total (N=484)
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List1

				Traumatic		Spontaneous		Not known

		Joints (N=356)		0.1		0.7556179775		0.106741573				Joints		49		13.8		269		75.6		38		10.7

		Muscles (N=58)		0.4		0.5517241379		0.0517241379				Muscles		23		39.7		32		55.2		3		5.2

		Subcutaneous (N=27)		0.5		0.4814814815		0.037037037				Subcutaneous		13		48.1		13		48.1		1		3.7

		Oral cavity (N=6)		0.2		0.5		0.3333333333				Oral cavity		1		16.7		3		50.0		2		33.3

		Urogenital tract (N=2)		0.5		0.5		0				Urogenital tract		1		50.0		1		50.0		0		0.0

		Epistaxes (N=11)		0.0		0.7272727273		0.2727272727				Epistaxes		0		0.0		8		72.7		3		27.3

		GIT (N=6)		0.0		1		0				GIT		0		0.0		6		100.0		0		0.0

		CNS (N=1)		1.0		0		0				CNS		1		100.0		0		0.0		0		0.0

		Other (N=17)		0.4		0.4117647059		0.1764705882				Other		7		41.2		7		41.2		3		17.6

		Total (N=484)		0.2		0.7004132231		0.1033057851				Total		95		19.6		339		70.0		50		10.3






Adults
Haem A
N=484%*

Detailed treatment of bleeds

* number of bleeds

Joints Muscles S Oral cavity NlosEnie Epistaxes GIT CNS Other Total
neous tract
No. of bleeds 356 58 27 6 2 11 6 1 17 484
FV"LCI::;"(:E';’}":'I‘i:eJ 355 57 27 6 2 11 6 1 17 482
geometric mean 2182.2 3115.7 2790.9 4185.5 11683.3 4582.2 16880.1 26000.0 3663.3 2502.1
median 2000.0 3000.0 3000.0 4500.0 13250.0 3000.0 23000.0 26000.0 3000.0 2000.0
min—max 500-115000 500-54000 500-20000 1500-16000 7000-19500 1000-48500 3000-51000 26000-26000 500-49000 i{500-115000
sum 1315000 373000 113500 36500 26500 110000 140000 26000 177000 2317500
No. of doses per
bleed
geometric mean 1.7 2.6 1.5 2.8 9.2 3.3 7.7 13.0 2.5 1.9
median 1 2 1 3 10 2 9 13 1 1
min — max 1-200! 1-32 1-7 1-8 7-12 1-50 1-30 13-13 1-23 1-200
Duration of therapy
per bleed, days
geometric mean 1.5 2.1 1.6 2.5 5.5 2.6 4.2 7.0 1.9 1.7
median 1 1 1 3 6 1 7 7 1 1
min — max 1-250! 1-33 1-6 1-15 5-6 1-34 1-10 7-7 1-16 1-250
N (%) w.ith 6(1.7%) 4(6.9%) 0 (0%) 0 (0%) 1(50%) 0 (0%) 5(83.3%) 1(100%) 5(29.4%) i 22 (4.5%)
hospitalization
N (%) with rebleeding 23 (6.5%) 1(1.7%) 1(3.7%) 1(16.7%) 0(0%) 2(18.2%) 1(16.7%) 0 (0%) 1(5.9%) : 30(6.2%)

1200 doses and 250 days of therapy was used for complicated meniscus fracture
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ABR according to centres
Haemophilia A (PWHA)




HaemA on prophy

Annual bleeding rate on permanent | e cenves
prophylaxis

Moderate Frequency of bleeding in PWHA without
- Severe ABR (median) inhibitor on permanent prophylaxis
Paediatric centre 0 2 4 6 8 N Mean Median Min Max Severity
oraha B I 1 2 1.0 1.0 0 2 Moderate
rana
2 34 1.9 2.0 0 7 Severe
Brno 0
i 19 17 1.0 0 6 Severe
Ost J o5 4 1.5 0.5 0 Moderate
Strava
0 8 0.1 0.0 0 1 Severe
e 0
Ceske BudSjovice oy ) 12 13 1.0 0 3 Severe
o 0 2 0.0 0.0 0 0 Moderate
Hradec Kralove g 2 10 1.0 0 2 Severe
Usti nad Labem 0
A 3 1.7 2.0 0 3 Severe
Plzen 0
_- 2 3 1.7 2.0 1 2 Severe
ol 0
omouc
i . 3 13 10 0 3 Severe
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		Brno		Brno

		Ostrava		Ostrava

		České Budějovice		České Budějovice

		Hradec Králové		Hradec Králové
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List1

				Středně těžká		Těžká

		Praha		1.00		2.00

		Brno				1.00

		Ostrava		0.50		0.00

		České Budějovice				1.00

		Hradec Králové		0.00		1.00

		Ústí nad Labem				2

		Plzeň				2

		Olomouc				1.00






HaemA on prophy

Annual bleeding rate on permanent | e
prophylaxis

Moderate Frequency of bleeding in PWHA without
- Severe ABR (median) inhibitor on permanent prophylaxis
Adult centre 0 2 4 6 8 N Mean Median Min Max Severity
Brno 0 1 0.0 0.0 0 0 Moderate
a1 226 09 1.0 0 3 Severe
Ostrava 3 1 3.0 3.0 3 3 Moderate
; 1 22 1.6 1.0 0 8 Severe
i 0
Plzen
0 13 0.5 0.0 0 5 Severe
Liberec 0
| K 7 24 2.0 0 5 Severe
1 1.0 1.0 1 1 Moderat
Olomouc Oj ! ——
8 1.9 0.0 0 7 Severe
, , 0
Hradec Kralové 0
i 11 4.4 0.0 0 44 Severe
, 0
Usti nad Lab
stinadtabem S 1 7 11 1.0 0 3 Severe
0
Plzefi — H t
26N —Haemacentre | g 3 0.0 0.0 0 0 Severe
” , .. 0
Ceské Budéjovice | g
i 7 0.9 0.0 0 3 Severe
[ ]
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		Plzeň		Plzeň

		Liberec		Liberec

		Olomouc		Olomouc

		Hradec Králové		Hradec Králové

		Ústí nad Labem		Ústí nad Labem

		Plzeň – Haemacentre		Plzeň – Haemacentre

		České Budějovice		České Budějovice
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List1

				Středně těžká		Těžká				N

		Brno		0.00		1.00

		Ostrava		3.00		1.00

		Plzeň				0.00

		Liberec				2

		Olomouc		1		0

		Hradec Králové				0

		Ústí nad Labem				1

		Plzeň – Haemacentre				0.00

		České Budějovice				0.00

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.		é






HaemA

Annual bleeding rate regardless Pcd.cetrs
prophylaxis

[ ] Moderate Frequency of bleeding in PWHA without
- Severe inhibitor regardless of prophylaxis
ABR (median) 5
) ) t
Paediatric centre 0 2 4 N Mean Median Min Max = ::oiir;r:x?:n
Prah | A 25.0%
rana
2 35 1.9 2.0 0 7 97.1%
. 0 4 0.0 0.0 0 0 0.0%
rno
I 1 19 1.7 1.0 0 6 100.0%
Ostrava s B 5 2.4 1.0 0 6 80.0%
0 8 0.1 0.0 0 1 100.0%
3 2 1.5 1.5 0 3 0.0%
Ceské Budéjovice E 1,5 = e = . - 5 3;
o = . (1]
. .o 3 0.0 0.0 0 0 66.7%
Hradec Kralove | 3 13 2.0 0 B 66.7%
. 2 1 2.0 2.0 2 2 WA
Usti nad Labem — 2 5 = e 5 3 T
o o . (1]
olyer 3 1 3.0 3.0 3 3 0.0%
zen
1,5 4 1.3 1.5 0 2 75.0%
ol 2 2 2.0 2.0 0 4 0.0%
omouc
1 3 1.3 1.0 0 3 100.0%
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Graf1

		5 FN Motol - Klin. dětské hematologie a onkologie		5 FN Motol - Klin. dětské hematologie a onkologie

		3 FN Brno - DN oddělení dětské hematologie		3 FN Brno - DN oddělení dětské hematologie

		8 FN Ostrava - Klinika dětského lékařství		8 FN Ostrava - Klinika dětského lékařství

		1 České Budějovice - Dětské oddělení		1 České Budějovice - Dětské oddělení

		13 FNHK - Klinika dětského lékařství		13 FNHK - Klinika dětského lékařství

		16 ÚnL - Dětská klinika - hematologie		16 ÚnL - Dětská klinika - hematologie

		10 FN Plzeň - Dětská klinika		10 FN Plzeň - Dětská klinika

		7 FN Olomouc - Klinika dětského lékařství		7 FN Olomouc - Klinika dětského lékařství
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List1

				Středně těžká		Těžká

		5 FN Motol - Klin. dětské hematologie a onkologie		1.00		2.00

		3 FN Brno - DN oddělení dětské hematologie		0.00		1.00

		8 FN Ostrava - Klinika dětského lékařství		1.00		0.00

		1 České Budějovice - Dětské oddělení		1.50		1.00

		13 FNHK - Klinika dětského lékařství		0.00		2.00

		16 ÚnL - Dětská klinika - hematologie		2		2

		10 FN Plzeň - Dětská klinika		3		1.5

		7 FN Olomouc - Klinika dětského lékařství		2.00		1.00






g ¢

Hemophilia

HaemA

Annual bleeding rate regardless Adult centres

N=190*
p ro p hyl a XI S * missing ABR in 1 adult
[ ] Moderate Frequency of bleeding in PWHA without
- Severe inhibitor regardless of prophylaxis
ABR (median) % on permanent
. . (1]
Adult centre 0 2 4 6 g8 N Mean Median Min Max i
0.0 14 04 0.0 0 4 7.1%
Brno
1,0 38 09 1.0 0 3 73.7%
30 5 40 3.0 0 9 20.0%
Ost '
strava 1,0 25 1.6 1.0 0 8 88.0%
et | 00 3 67 0.0 0 20 0.0%
0,0 20 2.0 0.0 0 12 65.0%
_ 0.0 1 00 0.0 0 0 0.0%
Lib
e S 4,0 11 6.0 4.0 0 29 63.6%
40 2 40 4.0 1 7 50.0%
ol :
omouc 2,5 20 64 2.5 0 25 40.0%
5 04 0.0 0 1 0.0%
Hradec Kralové | /0
radec fralove | o,0 17 42 0.0 0 44 64.7%
. 3 00 0.0 0 0 0.0%
Usti nad Lab :
>tihadtabem . 15 8 1.9 15 0 7 87.5%
- 14,0 1 40 4.0 4 4 0.0%
Plzerh — Haemacentre ) 3 0.0 0.0 0 0 100.0%
3 4 2.0 0.0 0 8 0.0%
Ceské Budgjovice | 90
oK ATeIoVE® 100 10 1.0 0.0 0 4 70.0%
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Graf1

		4 FN Brno - OKH		4 FN Brno - OKH

		9 FN Ostrava - Krevní centrum		9 FN Ostrava - Krevní centrum

		11 FN Plzeň - ÚKBH		11 FN Plzeň - ÚKBH

		14 KN Liberec - OKH		14 KN Liberec - OKH

		6 FN Olomouc - Hemato-onkologická klinika		6 FN Olomouc - Hemato-onkologická klinika

		12 FNHK - IV. interní hematologická klinika		12 FNHK - IV. interní hematologická klinika

		17 ÚnL - OKH		17 ÚnL - OKH

		15 Plzeň - Poliklinika - hematologie		15 Plzeň - Poliklinika - hematologie

		2 České Budějovice - OKH		2 České Budějovice - OKH
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List1

				Středně těžká		Těžká				N

		4 FN Brno - OKH		0.00		1.00

		9 FN Ostrava - Krevní centrum		3.00		1.00

		11 FN Plzeň - ÚKBH		0.00		0.00

		14 KN Liberec - OKH		0		4

		6 FN Olomouc - Hemato-onkologická klinika		4		2.5

		12 FNHK - IV. interní hematologická klinika		0		0

		17 ÚnL - OKH		0		1.5

		15 Plzeň - Poliklinika - hematologie		4.00		0.00

		2 České Budějovice - OKH		0.00		0.00

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.






HaemA

Prophylactic regimens Pacd. centres
N=114
and treatment outcomes

ON-DEMAND /

PERMANENT PROPHYLAXIS TEMPORARY PROPHY

Paediatric centre| Severity | Total N Dosing of prophylaxis

% of (IU/kg per week)

“ Moderate 25.0% 548 599  59.9 6 6.0 7.0

SEn 35 | 971% 34 787|729 |313 1202 00 0.0 1 1.0 3.0

“ Moderate 4 00% O 4 4.0 2.0
FEn 19 |[100.0% 19 807 | 867 |221 1250 0.0 0.0 0

m Moderate 5 | 80.0% 4 449|435 [413 512 00 0.0 1 1.0 0.0
FEn 8 |1000% 8 803|764 [513 1193 00 0.0 0

Moderate 2 0.0% 2 2.0 1.0

C. Budéjovice
FEn 13 | 923% 12 679 | 658 |361 1172 0.0 0.0 1 1.0 0.0

Moderate 3 | 667% 2 472|472 |272 672 00 0.0 1 1.0 1.0
FEn 3 |667% 2 959|959 [952 965 00 0.0 1 1.0 0.0

Moderate 1 0.0% O 1 1.0 0.0
Fan 3 |1000% 3 833|625 |464 1410 00 0.0 0

m Moderate 1 0.0% O 1 1.0 1.0
FEn 4 | 75.0% 3 1068|726 |525 1953 0.0 0.0 1 1.0 1.0

m Moderate 2 0.0% O 2 2.0 1.0
FEn 3 |1000% 3 291|291 J146 435 00 0.0 0

Czech National ~
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HaemA

Prophylactic regimens Adult centres

N=190*

and treatment outcomes * missing ABR in 1 odult

ON-DEMAND /
PERMANENT PROPHYLAXIS
TEMPORARY PROPHY
Adult centre Severity |Total N Dosing of prophylaxis
(IU/kg per week)
Moderate 59.1 59.1 | 59.1 59.1 0.0 0.0 31 0.4 0.0 46
Severe 38 73.7% 28 64.3 63.0 | 23.1 121.6 0.9 1.0 39 10 0.9 0.0 45
Moderate 5 20.0% 1 97.7 ) 97.7 | 97.7 97.7 3.0 3.0 68 4 4.3 4.0 55
Severe 25 88.0% 22 61.9 58.3 | 30.8 106.2 1.6 1.0 41 3 1.7 1.0 67
Moderate 3 0.0% O 3 6.7 0.0 44
Severe 20 65.0% 13 524 47.7 | 21.9 100.0 0.5 0.0 43 7 4.9 0.0 63
Liberec Moderate 1 0.0% O 1 0.0 0.0 56
Severe 11 63.6% 7 63.8 55.8 | 51.1 92.9 2.4 2.0 36 4 12.3 9.0 66
Moderate 2 50.0% 1 76.9 76.9 | 76.9 76.9 1.0 1.0 21 1 7.0 7.0 25
Severe 20 40.0% 8 47.5 50.5 | 27.8 68.2 1.9 0.0 40 12 9.4 7.5 48
Hradec Kralové Moderate 5 0.0% O 5 0.4 0.0 25
Severe 17 64.7% 11 66.0] 66.8 | 31.8 101.6 4.4 0.0 34 6 4.0 1.0 38
-, Moderate 3 0.0% O 3 0.0 0.0 23
Usti n.Labem
Severe 8 87.5% 7 50.5 50.0 | 21.4 76.9 1.1 1.0 36 1 7.0 7.0 53
Plzen - Moderate 1 0.0% O 1 4.0 4.0 51
Haemacentre - [po_—-" 3 [100.0% 3 558| 60.2 [303 769 00 0.0 47 0
< . . Moderate 4 0.0% O 4 2.0 0.0 71
C. Budéjovice
Severe 10 70.0% 7 50.1 \_5b2.6/J 32.1 80.0 0.9 0.0 52 3 1.3 0.0 49

Czech National ~

ili Institute
HemOphllla l of Biostatistics
Program and Analyses
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Type of treatment
(subgroup of treated patients)

N=118 N=118
Centre N=92
c 100% - treatment
o (N=14); 11,9% On demand Temporary
kS prSA——— (N=26); prophylaxis
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Q
-
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Q 60% -
e Home
5 . Permanent
2 treatment Prophylaxis ;
N 20% - (N=104); (N=92): prophylaxis
88,1% 78,0% (N=51);
! 98,9%
20% -
0%

Children
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		Sloupec1		Sloupec1



Home treatment
(N=104)

Centre treatment
(N=14)

0.8813559322

0.1186440678



List1

				Sloupec1		N		N total				N valid

		Home treatment
(N=104)		88.1%		104		118

		Centre treatment
(N=14)		11.9%		14		118

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.






Graf1

		0.7796610169		0.2203389831



Prophylaxis
(N=92)

On demand
(N=26)



List1

				Sloupec1		N		N total

		Prophylaxis
(N=92)		78.0%		92		118

		On demand
(N=26)		22.0%		26		118
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		0.9891304348		0.0108695652



Permanent prophylaxis
(N=91)

Temporary prophylaxis
(N=1)



List1

				Sloupec1		N		N total				N valid

		Prophylaxis - pom		63.8%		92		118

		Permanent prophylaxis
(N=91)		98.9%		91		92

		Temporary prophylaxis
(N=1)		1.1%		1		92






Adults

Type of treatment Haem A
(subgroup of treated patients)

N=229 N=229
2 100% - Centre
S treatment N= 129
3 (N=41); 17,9% On demand
8 80% - (N=100);
= 43,7% Temporary
Q prophylaxis
el 60% 1 [P 0 | | (N=6); 4,7%
\Oo Home
° 40% treatment
(N=188); Prophylaxis Permanent
82,1% (N=129); prophylaxis
20% - 56,3% =Lze;
95,3%
0%

type of treatment type of treatment type of prophylaxis
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- Institut
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		0.5633187773		0.4366812227



Prophylaxis
(N=129)

On demand
(N=100)



List1

				Sloupec1		N		N total

		Prophylaxis
(N=129)		56.3%		129		229

		On demand
(N=100)		43.7%		100		229
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		Sloupec1		Sloupec1



Home treatment
(N=188)

Centre treatment
(N=41)

0.8209606987

0.1790393013



List1

				Sloupec1		N		N total				N valid

		Home treatment
(N=188)		82.1%		188		229

		Centre treatment
(N=41)		17.9%		41		229

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.
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		0.9534883721		0.0465116279



Permanent prophylaxis
(N=123)

Temporary prophylaxis
(N=6)



List1

				Sloupec1		N		N total				N valid

		Prophylaxis - pom				129		229

		Permanent prophylaxis
(N=123)		95.3%		123		129

		Temporary prophylaxis
(N=6)		4.7%		6		129
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Haem B

Frequency of bleeding requiring N=104'
treatment in 2019

Children (N=38) Adults (N=661)
100% - 100% -

»  80% - . 80% -

C [

o o)

(%] (%]

o 60% - o 60% -

o o

G G

X 40% - X 40% -

20% - I 20% - ‘ ‘
0%"_ ||i| T T T T 1 0%"_ T ||]||i|-| |-| 1
0 1 2-3 45 6-10 11-15 1620 >20 0 1 2-3 45 6-10 11-15 16-20 >20
Bleeds per year Bleeds per year
Mild* Moderate* Severe* Inhibitor Frequency of bleeding Mild* Moderate* Severe* Inhibitor
14 13 10 1 N valid 22 20 24 0
0.1 0.4 2.1 13.0 Mean 0.1 1.0 2.2 0.0
0(0-1) 0(0-2) 1(0-9) 13(13-13) Median (min — max) 0(0-1) 1(0-4) 1(0-16) (—)
13(92.9%) 10(76.9%) 3(30%) 0 (0%) N (%) with no bleed 19 (86.4%) 9 (45%) 11 (42.3%) 0(0%)
* without inhibitor IFrequency of bleeding is missing in 2 adults.
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List1

				Mild		Moderate		Severe		Inhibitor

		0		86.4%		45.0%		42.3%		0.0%

		1		13.6%		35.0%		15.4%		0.0%

		2-3		0.0%		10.0%		11.5%		0.0%

		4-5		0.0%		10.0%		15.4%		0.0%

		6-10		0.0%		0.0%		3.8%		0.0%

		11-15		0.0%		0.0%		0.0%		0.0%

		16-20		0.0%		0.0%		3.8%		0.0%

		>20		0.0%		0.0%		0.0%		0.0%

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.
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List1

				Mild		Moderate		Severe		Inhibitor

		0		92.9%		76.9%		30.0%		0.0%

		1		7.1%		7.7%		40.0%		0.0%

		2-3		0.0%		15.4%		10.0%		0.0%

		4-5		0.0%		0.0%		0.0%		0.0%

		6-10		0.0%		0.0%		20.0%		0.0%

		11-15		0.0%		0.0%		0.0%		100.0%

		16-20		0.0%		0.0%		0.0%		0.0%

		>20		0.0%		0.0%		0.0%		0.0%

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.
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Children |

Annual bleeding rate according to Hoem @
treatment regimen

24
% 20 . 10t—90t percentile
:D median
[
5 16
[}
9
2 12
3
c 8 ®
< )
4
8 1c L JE
0 — @ o@o oo 7 ° v’
OD prophy OD prophy OD prophy Treatment regimen:
OD = on demand and/or
; TP E * =
Frequency of bleeding Mild Moderate Wl temporary prophylaxis
N valid 14 0 11 2 2 8 prophy = permanent prophylaxis
Mean 0.1 0.2 1.5 3.0 1.9
Median (min — max) 0(0-1) 0(0-2) 15(1-2)|3(0-6) 1(0-9) * without inhibitor
Total no of recorded bleeds 1 2 3 6 15
children on permanent o o o
i 0 (0%) 2 (15.4%) 8 (80%)
% of factor (FIX) consumed by
children on permanent - 99.1% 76.5%
prophylaxis

Czech National -
- Institut
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Czech National

Hemophilia
Program

Joint and other bleeds according to

treatment regimen

Children
Haem B
N=37*

* without inhibitor

Frequency of bleeding Mild* Moderate*
Treatment regimen oD prophy oD prophy oD prophy
N valid 14 0 11 2 2 8
JOINT BLEEDS
Mean 0.0 0 0.0 1.0 1.5 1.4
Median (range) 0(0-0) (-) 0(0-0) 1(1-1) |1.5(0-3) 0.5(0-7)
Total no of recorded bleeds 0 0 0 2 3 11
OTHER BLEEDS
Mean 0.1 0 0.2 0.5 1.0 0.5
Median (range) 0(0-1) (-) 0(0-2) 05(0-1)| 1(0-2) 0(0-2)
Total no of recorded bleeds 1 0 2.00 1 2 4
14
§ 12
S 10
&
©
3 ° ®
% 6
> 4 @ 10190t percentile
Treatment regimen: § ® ‘ median
0D = on demand and/or temporary g 2 ‘_ L5 3 1 ®
prophylaxis “ 9 PA v 22 p4 s
prophy = permanent prophylaxis OD prophy OD prophy treatment regimen
Joint bleeds Other bleeds

Institute
of Biostatistics
and Analyses

(i)

MUNI
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Annual bleeding rate according to

treatment regimen

24
£ 20
&
< 16 4
[}
Q
2 12
©
=}
c 8
<
4 ® ® o1 o
0 o t: ¢ o1
OD prophy OD prophy OD prophy
Frequency of bleeding Mild* Moderate*
N total 22 0 17 3 7 17
Mean 0.1 0.9 1.7 | 4.1 1.4
Median (min — max) 0(0-1) 1(0-4) 1(0-4) | 4(0-16) 1(0-8)
Total no of recorded bleeds 3 15 5 I 29 24
adults on permanent o s .
e 0 (0%) 3 (15%) 18 (69.2%)
% of factor (FIX) consumed by
adults on permanent - 58.5% 93.0%

prophylaxis

Czech National
Hemophilia
Program

iBa

Institute
of Biostatistics
and Analyses
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Adults
Haem B
N=66*

@ 10190t percentile

median

Treatment regimen:

OD = on demand and/or
temporary prophylaxis

prophy = permanent prophylaxis

* without inhibitor;
missing frequency of
bleeding in 2 adults
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Adults
Haem B
N=66*

Joint and other bleeds according to
treatment regimen

Frequency of bleeding Mild* Moderate* WI * without inhibitor; missing
Treatment regimen oD prophy oD prophy oD prophy f r;qluency of bleeding in 2
N valid 22 0 17 3 7 17 adults
JOINT BLEEDS
Mean 0.0 0 0.5 1.3 3.3 0.8
Median (range) 0(0-0) (=) 0(0-4) 1(0-3) 3(0-11) 0(0-8)
Total no of recorded bleeds 0 0 8 4 23 14
OTHER BLEEDS
Mean 0.1 0 0.4 0.3 0.9 0.6
Median (range) 0(0-1) (-) 0(0-3) 0(0-1) 0(0-5) 0(0-3)
Total no of recorded bleeds 3 0 7 1 6 10
14
©
g 12
o o
2 10
[eT0]
=
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Q
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_ o 4 3 .
Treatment regimen: 0 5 ¢ L4 @ medion
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Children
Haem B
N=39"

Location and etiology of bleeds

m Joints (N=22)
m Other (N=17)

* number of bleeds

m Knee (N=8)

m Ankle (N=1)

m Elbow (N=9)
Other joint (N=4)

56,4%

4,5%

B Traumatic ™ Spontaneous ™ Not known

Joints (N=22)

Muscles (N=4)
" Muscles (N=4) Subcutaneous (N=9)
= Subcutaneous (N=o) oral vty (-4
® Oral cavity (N=4) Urogenital tract (N=0)
m Urogenital tract (N=0) Epistaxes (N=0)
m Epistaxes (N=0) GIT (N=0)
GIT (N=0) CNS (N=0)
CNS (N=0) o ___________| Other(N=0) _______
Other (N=0) Total (N=39)
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		Joints (N=22)

		Other (N=17)



Sloupec1

0.5641025641

0.4358974359



List1

				Sloupec1

		Joints (N=22)		0.5641025641				Joints		22

		Other (N=17)		0.4358974359				Other		17

								Total		39
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		Knee (N=8)

		Ankle (N=1)

		Elbow (N=9)

		Other joint (N=4)
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0.4090909091

0.1818181818



List1

				Sloupec1				Joint bleeds

		Knee (N=8)		0.3636363636				Knee		8

		Ankle (N=1)		0.0454545455				Ankle		1

		Elbow (N=9)		0.4090909091				Elbow		9

		Other joint (N=4)		0.1818181818				Other joint		4

								Total		22
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		Muscles (N=4)

		Subcutaneous (N=9)

		Oral cavity (N=4)

		Urogenital tract (N=0)

		Epistaxes (N=0)

		GIT (N=0)

		CNS (N=0)

		Other (N=0)
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List1

				Sloupec1

		Muscles (N=4)		0.2352941176				Muscles		4

		Subcutaneous (N=9)		0.5294117647				Subcutaneous		9

		Oral cavity (N=4)		0.2352941176				Oral cavity		4

		Urogenital tract (N=0)		0				Urogenital tract		0

		Epistaxes (N=0)		0				Epistaxes		0

		GIT (N=0)		0				GIT		0

		CNS (N=0)		0				CNS		0

		Other (N=0)		0				Other		0

								Total		17
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		Muscles (N=4)		Muscles (N=4)		Muscles (N=4)
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		Oral cavity (N=4)		Oral cavity (N=4)		Oral cavity (N=4)

		Urogenital tract (N=0)		Urogenital tract (N=0)		Urogenital tract (N=0)

		Epistaxes (N=0)		Epistaxes (N=0)		Epistaxes (N=0)

		GIT (N=0)		GIT (N=0)		GIT (N=0)

		CNS (N=0)		CNS (N=0)		CNS (N=0)

		Other (N=0)		Other (N=0)		Other (N=0)

		Total (N=39)		Total (N=39)		Total (N=39)
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List1

				Traumatic		Spontaneous		Not known

		Joints (N=22)		0.5		0.5		0				Joints		11		50.0		11		50.0		0		0.0

		Muscles (N=4)		1.0		0		0				Muscles		4		100.0		0		0.0		0		0.0

		Subcutaneous (N=9)		1.0		0		0				Subcutaneous		9		100.0		0		0.0		0		0.0

		Oral cavity (N=4)		1.0		0		0				Oral cavity		4		100.0		0		0.0		0		0.0

		Urogenital tract (N=0)		0.0		0		0				Urogenital tract		0		0.0		0		0.0		0		0.0

		Epistaxes (N=0)		0.0		0		0				Epistaxes		0		0.0		0		0.0		0		0.0

		GIT (N=0)		0.0		0		0				GIT		0		0.0		0		0.0		0		0.0

		CNS (N=0)		0.0		0		0				CNS		0		0.0		0		0.0		0		0.0

		Other (N=0)		0.0		0		0				Other		0		0.0		0		0.0		0		0.0

		Total (N=39)		0.7		0.2820512821		0				Total		28		71.8		11		28.2		0		0.0






Children |
Haem B
N=39"

Detailed treatment of bleeds

* number of bleeds

Joints Muscles S Oral cavity LTz Epistaxes GIT CNS Other Total
neous tract
No. of bleeds 22 4 9 4 0 0 0 0 0 39
F'Xbcl‘;::“(m';"t:f’a';i:eh: 16 1 5 4 0 0 0 0 0 26
geometric mean 2582.7 41000.0 4042.8 1170.2 2771.9
median 2500.0 41000.0 4000.0 1500.0 3000.0
min—max 500-18000 41000-41000 2000-9000 500-3000 500-41000
sum 57000 41000 23000 6500 127500
No. of doses per
bleed
geometric mean 1.4 3.5 1.5 1.5 1.6
median 1 3 1 1 1
min — max 14 2-8 1-7 1-5 1-8
Duration of therapy
per bleed, days
geometric mean 1.8 4.7 1.9 3.8 2.2
median 1 3 1 5 2
min — max 1-8 3-18 1-9 1-10 1-18
hosp';lt;?z)avtvig: 1(4.5%) 0(0%) 0(0%) 2 (50%) 3(7.7%)
N (%) with rebleeding 1 (4.5%) 0(0%) 0 (0%) 2 (50%) 3(7.7%)
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Adults
Haem B
N=76*

Location and etiology of bleeds

m Joints (N=49)
m Other (N=27)

* number of bleeds

m Knee (N=11)

m Ankle (N=17)

m Elbow (N=11)
Other joint (N=10)

B Traumatic ™ Spontaneous ™ Not known

29% 57% Joints (N=49)

Muscles (N=12)
" Muscles (N=12) Subcutaneous (N=3)
= Subcutaneous (N=3) oralcaviy (-1
® Oral cavity (N=1) Urogenital tract (N=1)
® Urogenital tract (N=1) Epistaxes (N=5)
m Epistaxes (N=5) 50% GIT (N=4)
GIT (N=4) CNS (N=0)
CNS (N=0) _ _Other(N=1) _____
Other (N=1) Total (N=76)
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		Joints (N=49)

		Other (N=27)



Sloupec1

0.6447368421

0.3552631579



List1

				Sloupec1

		Joints (N=49)		0.6447368421				Joints		49

		Other (N=27)		0.3552631579				Other		27

								Total		76






Graf1

		Knee (N=11)

		Ankle (N=17)

		Elbow (N=11)

		Other joint (N=10)



Sloupec1

0.2244897959

0.3469387755

0.2244897959

0.2040816327



List1

				Sloupec1				Joint bleeds

		Knee (N=11)		0.2244897959				Knee		11

		Ankle (N=17)		0.3469387755				Ankle		17

		Elbow (N=11)		0.2244897959				Elbow		11

		Other joint (N=10)		0.2040816327				Other joint		10

								Total		49






Graf1

		Muscles (N=12)

		Subcutaneous (N=3)

		Oral cavity (N=1)

		Urogenital tract (N=1)

		Epistaxes (N=5)

		GIT (N=4)

		CNS (N=0)

		Other (N=1)



Sloupec1

0.4444444444

0.1111111111

0.037037037

0.037037037
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0.1481481481

0
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List1

				Sloupec1

		Muscles (N=12)		0.4444444444				Muscles		12

		Subcutaneous (N=3)		0.1111111111				Subcutaneous		3

		Oral cavity (N=1)		0.037037037				Oral cavity		1

		Urogenital tract (N=1)		0.037037037				Urogenital tract		1

		Epistaxes (N=5)		0.1851851852				Epistaxes		5

		GIT (N=4)		0.1481481481				GIT		4

		CNS (N=0)		0				CNS		0

		Other (N=1)		0.037037037				Other		1

								Total		27






Graf1

		Joints (N=49)		Joints (N=49)		Joints (N=49)

		Muscles (N=12)		Muscles (N=12)		Muscles (N=12)

		Subcutaneous (N=3)		Subcutaneous (N=3)		Subcutaneous (N=3)

		Oral cavity (N=1)		Oral cavity (N=1)		Oral cavity (N=1)

		Urogenital tract (N=1)		Urogenital tract (N=1)		Urogenital tract (N=1)

		Epistaxes (N=5)		Epistaxes (N=5)		Epistaxes (N=5)

		GIT (N=4)		GIT (N=4)		GIT (N=4)

		CNS (N=0)		CNS (N=0)		CNS (N=0)

		Other (N=1)		Other (N=1)		Other (N=1)

		Total (N=76)		Total (N=76)		Total (N=76)



Traumatic

Spontaneous

Not known

0.2857142857

0.5714285714

0.1428571429

0

1

0

1

0

0

0

1

0

0

1

0

0

1

0

0.25

0.5

0.25

0

0

0

1

0

0
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List1

				Traumatic		Spontaneous		Not known

		Joints (N=49)		0.3		0.5714285714		0.1428571429				Joints		14		28.6		28		57.1		7		14.3

		Muscles (N=12)		0.0		1		0				Muscles		0		0.0		12		100.0		0		0.0

		Subcutaneous (N=3)		1.0		0		0				Subcutaneous		3		100.0		0		0.0		0		0.0

		Oral cavity (N=1)		0.0		1		0				Oral cavity		0		0.0		1		100.0		0		0.0

		Urogenital tract (N=1)		0.0		1		0				Urogenital tract		0		0.0		1		100.0		0		0.0

		Epistaxes (N=5)		0.0		1		0				Epistaxes		0		0.0		5		100.0		0		0.0

		GIT (N=4)		0.3		0.5		0.25				GIT		1		25.0		2		50.0		1		25.0

		CNS (N=0)		0.0		0		0				CNS		0		0.0		0		0.0		0		0.0

		Other (N=1)		1.0		0		0				Other		1		100.0		0		0.0		0		0.0

		Total (N=76)		0.3		0.6447368421		0.1052631579				Total		19		25.0		49		64.5		8		10.5






Detailed treatment of bleeds

Adults
Haem B
N=76%*

* number of bleeds

Joints Muscles S Oral cavity ezl Epistaxes GIT CNS Other Total
neous tract
No. of bleeds 49 12 3 1 1 5 4 0 1 76
F'Xbclgzj“(m';"t'\f:;i:eh: 49 12 3 1 1 5 4 1 76
geometric mean 4598.1 2803.7 28400.5 3200.0 15000.0 3078.5 5305.0 29000.0 4643.9
median 4000.0 3000.0 41000.0 3200.0 15000.0 3000.0 3500.0 29000.0 4000.0
min —max 1000-68000 1000-8000 4800-116400 3200-3200 15000-15000 3000-3200 1200-55000 29000-29000:1000-116400
sum 386300 38800 162200 3200 15000 15400 63200 29000 713100
No. of doses per
bleed
geometric mean 1.9 1.1 11.7 7.0 5.0 1.6 2.8 8.0 2.0
median 1 1 18 7 5 1 2 8 1
min — max 1-17 1-2 2-44 7-7 5-5 1-3 1-15 8-8 1-44
Duration of therapy
per bleed, days
geometric mean 1.8 1.2 7.1 2.0 10.0 1.6 2.3 7.0 1.8
median 1 1 7 2 10 1 2 7 1
min — max 1-16 1-2 2-26 2-2 10-10 1-3 1-14 7-7 1-26
N (%) w.ith 1(2%) 0(0%) 2(66.7%) 0 (0%) 0(0%) 0(0%) 1(25%) 0(0%) 4(5.3%)
hospitalization
N (%) with rebleeding 0(0%) 0 (0%) 0(0%) 0 (0%) 0(0%) 1(20%) 0 (0%) 0(0%) 1(1.3%)
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ABR according to centres
Haemophilia B (PWHB)




HaemB on prophy

Annual bleeding rate P, contes
on permanent prophylaxis

Moderate Frequency of bleeding in PWHB without
- Severe inhibitor on permanent prophylaxis
ABR (median)
Paediatric centre 0 2 4 6 3 10 N Mean Median Min Max Severity
15 2 1.5 1.5 1 2 Moderate
Praha
5,0 2 5.0 5.0 1 9 Severe
0
Brno
. 1,0 1 1.0 1.0 1 1 Severe
0
Ostrava
0,0 3 0.3 0.0 0 1 Severe
) 0
Usti nad Labem
- 2,0 1 2.0 2.0 2 2 Severe
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		Praha		Praha

		Brno		Brno

		Ostrava		Ostrava

		Ústí nad Labem		Ústí nad Labem
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1
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List1

				Středně těžká		Těžká

		Praha		1.50		5.00

		Brno				1.00

		Ostrava				0.00

		Ústí nad Labem				2.00






g ¢

HaemB on prophy

Annual bleeding rate Adul centres

on permanent prophylaxis -

Moderate Frequency of bleeding in PWHB without

- Severe inhibitor on permanent prophylaxis

ABR (median)

Adult centre N Mean Median Min Max Severity
Brno 0
Bl 10 5 14 1.0 0 3 Severe
4.0 1 4.0 4.0 4 4 Moderate
Ostrava '
2,5 4 33 2.5 0 8 Severe
. 1 0.0 0.0 0 0 Moderate
Plzery 0
0,5 4 0.8 0.5 0 2 Severe
’ rd O
Hradec Kralove |00 1 00 0.0 0 0 Severe
. 0
Usti nad Labem g 1,0 1 10 1.0 1 1 Severe
. 0
Plzen — Haemacentre | g o " = ppe . . —
. ; .. . 1,0 1 1.0 1.0 1 1 Moderate
Ceské Budéjovice ] 0

Czech National
Hemophilia
Program

-
(iBa g MUNI
of Biostatistics
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		Brno		Brno

		Ostrava		Ostrava

		Plzeň		Plzeň

		Hradec Králové		Hradec Králové

		Ústí nad Labem		Ústí nad Labem

		Plzeň – Haemacentre		Plzeň – Haemacentre

		České Budějovice		České Budějovice
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List1

				Středně těžká		Těžká				N

		Brno				1.00

		Ostrava		4.00		2.50

		Plzeň		0.00		0.50

		Hradec Králové				0

		Ústí nad Labem				1

		Plzeň – Haemacentre				0.00

		České Budějovice		1.00

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.






HaemB

Annual bleeding rate Pcd.cones
regardless prophylaxis

[ ] Moderate Frequency of bleeding in PWHB without

- Severe inhibitor regardless of prophylaxis
ABR (median)

% on permanent

Paediatric centre 0 2 4 6 8 10 N Mean Median Min Max prophylaxis
0.0 7 04 0.0 0 2 28.6%
Praha
Bl 1.0 3 33 1.0 0 9 66.7%
2 1.0 1.0 0 2 0.0%
B0 | -5 °
’ 2 3.5 3.5 1 6 50.0%
Ostrava 0
v
0,0 3 0.3 0.0 0 1 100.0%
— o 1 0.0 0.0 0 0 0.0%
Ceské Budéjovice 0.0 0 :
; ; 1 0.0 0.0 0 0 0.0%
Hradec Kralové 0.0 0 :
Usti nad Lab 0
sti nad Labem
B 2,0 1 2.0 2.0 2 2 100.0%
Plzets 0,0 1 0.0 0.0 0 0 0.0%
y4
Bl 10 1 1.0 1.0 1 1 100.0%
0,0 1 0.0 0.0 0 0 0.0%
Olomouc 0
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List1

				Středně těžká		Těžká

		Praha		0.00		1.00

		Brno		1.00		3.50

		Ostrava				0.00

		České Budějovice		0.00

		Hradec Králové		0.00

		Ústí nad Labem				2

		Plzeň		0		1

		Olomouc		0.00
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Czech National

Hemophilia
Program

Annual bleeding rate
regardless prophylaxis

ABR (median)

HaemB
Adult centres
N=44%*

* missing ABR in 2 adults

Frequency of bleeding in PWHB without

inhibitor regardless of prophylaxis

Adult centre 0 5 10 15 20 N* Mean Median Min  Max
Brmo | 13 s 14 10 o 3
Ostrava H,SZ'D é ;tz) (2):(5) g :
. 3 0.3 0.0 0 1
Plzen |Dc’,?5 4 08 0.5 0 2
) 1 0.0 0.0 0 0
Liberec 00_ 160 1 16.0 16.0 16 16
g 1.1 1.0 0 4
Olomouc ]0,%,‘0 1 0.0 0.0 0 0
) i 1 0.0 0.0 0 0
Hradec Kralové ﬂo 2,0 9 2.0 2.0 0 4
s, 0
Usti nad Labem B 3.0 2 3.0 3.0 1 5
: 0
Plzer — Haemacentre | ( o 1 00 0.0 0 0
Ceské Budéjovice il'g,o ; ;:g ;:8 (1) zll

-

l a Institute
of Biostatistics
and Analyses

% on permanent
prophylaxis

0.0%
100.0%
50.0%
66.7%
33.3%
100.0%
0.0%
0.0%
0.0%
66.7%
0.0%
50.0%

50.0%

100.0%

100.0%
0.0%
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		Ostrava		Ostrava

		Plzeň		Plzeň

		Liberec		Liberec
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		Hradec Králové		Hradec Králové
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List1

				Středně těžká		Těžká				N

		Brno		1.00		1.00

		Ostrava		2.00		0.50

		Plzeň		0.00		0.50

		Liberec		0		16

		Olomouc		1		0

		Hradec Králové		0		2

		Ústí nad Labem				3

		Plzeň – Haemacentre				0.00

		České Budějovice		1.00		2.00

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.






HaemB

Prophylactic regimens pacd. centres
N=23
and treatment outcomes

ON-DEMAND /

PERMANENT PROPHYLAXIS TEMPORARY PROPHY

Dosing of prophylaxis

Paediatric centre| Severity | TotalN
% of (IU/kg per week)

Moderate 7 28.6% 2 421 | 421 | 404 4338 0.0 0.0 5 5.0 15.0
Severe 3 66.7% 2 396 39.6 | 339 454 0.0 0.0 1 1.0 38.0
Moderate 2 0.0% 0 2 2.0 6.0
Severe 2 50.0% 1 29.7 | 29.7 | 29.7 29.7 50.4 50.4 1 1.0 21.0
Moderate 0
Severe 3 100.0% 3 63.4] 78.0 | 34.1 78.2 0.0 0.0 0
- o Moderate 1 0.0% O 1 1.0 3.0
C. Budéjovice
Severe 0
0,
Hradec Kralové Moderate 1 0.0% 0 1 1.0 4.0
Severe 0
o Moderate 0
Usti nad Labem
Severe 1 100.0% 1 51.7 | 51.7 | 51.7 51.7 0.0 0.0 0
Moderate 1 0.0% 0 1 1.0 2.0
Severe 1 100.0% 1 37.0| 37.0 | 37.0 37.0 0.0 0.0 0
m Moderate 1 0.0% O 1 1.0 3.0
Severe 0

Czech National ~
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HaemB

Prophylactic regimens Aduit cntres
and treatment outcomes

N=46

ON-DEMAND /
PERMANENT PROPHYLAXIS TEMPORARY PROPHY
Adult centre Severity [Total N Dosing of prophylaxis
(IU/kg per week)
“ Moderate 4 | 0.0% 0 4 13 1.0 51
Severe 5 |100.0% 5 43.7| 458 | 229 553 14 1.0 33 0
m Moderate 2 [50.0% 1 500| 500 | 500 50.0 4.0 4.0 21 1 00 00 37
Severe 6 |667% 4 467| 481 |250 656 33 25 45 2 00 00 62
m Moderate 3 [333% 1 285| 285|285 285 00 0.0 37 2 05 05 64
Severe 4 |1000% 4 29.7| 311|123 444 08 05 41 0
Moderate 1 0.0% O 1 00 00 47
Severe 1 | 00% o 1 160 16.0 28
m Moderate 8 00% O g8 11 1.0 50
Severe 3 |667% 2 319| 319|279 359 00 0.0 53 1 00 00 28
Moderate 1 | 0.0% 0O 1 00 00 66
Severe 2 |s500% 1 907| 907 |90.7 907 00 0.0 40 1 40 40 43
Moderate 0
Severe 2 |s00% 1 522| 522|522 522 10 1.0 25 1 50 50 49
Plzen - Moderate 0
Severe 1 |1000% 1 417| 417 |417 417 00 0.0 39 0
Moderate 1 [100.0% 1 184 | 18.4 | 184 184 1.0 1.0 54 0
Severe 2 0.0% O — 2 2.0 2.0 52
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Type of treatment

(subgroup of treated patients)

100% -

80% -

60% -

% of treated children

40% -

20% -

0%

N=16 N=16

Children
Haem B
N=16

On demand N=12
Centre —A)-
(N=4); Temporary
treatment 25 0% _
(N=7); 5 prophylaxis
43,8% N=1); 8,3%

Permanent
prophylaxis
(N=11);
91,7%

Prophylaxis
Home (N=12);
75,0%

treatment
(N=9);
56,3%

(i)

type of treatment type of treatment
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Home treatment
(N=9)

Centre treatment
(N=7)

0.5625

0.4375



List1

				Sloupec1		N		N total				N valid

		Home treatment
(N=9)		56.3%		9		16

		Centre treatment
(N=7)		43.8%		7		16

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.
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Prophylaxis
(N=12)

On demand
(N=4)



List1

				Sloupec1		N		N total

		Prophylaxis
(N=12)		75.0%		12		16

		On demand
(N=4)		25.0%		4		16
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		0.9166666667		0.0833333333



Permanent prophylaxis
(N=11)

Temporary prophylaxis
(N=1)



List1

				Sloupec1		N		N total				N valid

		Prophylaxis - pom				12		16

		Permanent prophylaxis
(N=11)		91.7%		11		12

		Temporary prophylaxis
(N=1)		8.3%		1		12






Adults

Type of treatment aem B
(subgroup of treated patients)

N=41 N=41
Centre
> =a); 2, _
-r?: On demand N=23
8 80% - (N=18);
2 43,9%
g Temporary
e 60% - prophylaxis
© N N — (N=2);8,7%
S treatment
40% - (N=37);
90,2% Prophylaxis Permanent
(N=23); prophylaxis
20% - 56,1% (N=21);
91,3%
0%

type of treatment type of treatment type of prophylaxis
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Home treatment
(N=37)

Centre treatment
(N=4)

0.9024390244

0.0975609756



List1

				Sloupec1		N		N total				N valid

		Home treatment
(N=37)		90.2%		37		41

		Centre treatment
(N=4)		9.8%		4		41

				Chcete-li změnit velikost oblasti dat grafu, přetáhněte její pravý dolní roh.
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Prophylaxis
(N=23)

On demand
(N=18)



List1

				Sloupec1		N		N total

		Prophylaxis
(N=23)		56.1%		23		41

		On demand
(N=18)		43.9%		18		41
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Permanent prophylaxis
(N=21)

Temporary prophylaxis
(N=2)



List1

				Sloupec1		N		N total				N valid

		Prophylaxis - pom				23		41

		Permanent prophylaxis
(N=21)		91.3%		21		23

		Temporary prophylaxis
(N=2)		8.7%		2		23






Doporuéeni vydana Sekci pro hemostazu a trombdzu CHS a CNHP

Hrdli¢kova R., Blatny J., BlaZzek B., Cermakova Z., Cernd Z., Duli¢ek P., Hak J., Hlu&i A., Zapotocka E., Pospisilova D.,
Prochazkova D., Smejkal P.,, HajSmanova Z., Timr P., Ullrychova J., Vonke I., Walterova L. , Penka M. Konsenzualni
doporuéeni Ceského narodniho hemofilického programu (CNHP) pro zajisténi chirurgickych a invazivnich vykon
u pacientt s hemofilii, vydani 2., rok 2020. Transfuze hematologie dnes 2020; 26(3), 257—262

Smejkal P., a CNHP skupina. Konsenzualni doporuéeni Ceského narodniho hemofilického programu (CNHP) pro
diagnostiku a lIécbu pacientt s hemofilii, 3. aktualizace. Transfuze hematologie dnes 2021, 27(1), 73-90

Zapotockd E., Blatny J., Smejkal P. a CNHP skupina. Konsenzudalni doporuéeni Ceského narodniho hemofilického
programu (CNHP) pro diagnostiku a Ié&bu pacient( s vrozenou hemofilii a s inhibitorem FVIII/FIX — 2. aktualizace.
Transfuze hematologie dnes 2021, 27(2), 173-184
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Sekce pro hemostazu a trombézu CHS a CNHP

- Cervena kniha CHS bude rozéitena o onemocnéni krevni srazlivosti
- Jan Blatny jako kontaktni osoba
- Bude vyzadovdana spoluprace pracovnich skupin CNHP

- Vytvorena nova stranka Sekce pro hemostazu a trombadzu
https://hemostaza.hematology.cz/

- Mély by byt propojeny s webem spolku, ¢ili viozit odkaz na web CNHP na stranku
Sekce v CHS

- Aktualizovana véechna doporuéeni CNHP
- Na zvaieni pfeklad webovych stranek CNHP do angli¢tiny
- Z&mér povazovat schiize CNHP za schizi Sekce

- Aktivity spolku jsou zaroven aktivitami sekce — budeme vybor pravidelné informovat,
budeme zasilat relevantni ¢asti zapisu (odborné)

Czech National o
‘{ Hemophilia | Institute I\II U I\I I
of Biostatistics
ngram and Analyses


https://hemostaza.hematology.cz/

Aktualizace Deklarace CNHP

Deklarace CNHP

Deklarace CNHP, 24. 1. 2012 (T8 PDF soubor, 203 kB)

a

Priloha 1: PoZadavky na centra (CCC/HTC), 24. 1. 2012 1@ PDF soubor, 129 kB)

a

Priloha 2: Stratifikace pece, 27. 5. 2015 1@ PDF soubor, 152 kEB)

(4]

Piloha 3: Centra navrfend na CCC/HTC v Ceské republice, 27. 5. 2015 l@ PDF soubor, 161 kEB)

(4]

Priloha 4: Reference, 24. 1. 2012 1.@ PDF soubor, 58 kEB)

a
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I VSem ucastnikim a hostim

Dékujeme za pozornost
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