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Program

Uvod (Blatny, Cermakova)

Uhradova vyhlagka na 2016 (Blatny)
Audity CHS/CNHP (Blatny, Duli¢ek)
Upravy v registru CNHP (Ovesnd)
PInéni cilG NAP (Ovesnad)

Rozpocet 2015 a plan 2016 (Ovesnad)

Hemofilie a obezita - mezinarodni survey; Pouziti PK fit a/nebo jinych aplikaci na
stanoveni PK parametru (Blatny)

N o U s WD PRE

8. Ziskana hemofilie v registru CNHP (Cermakova)

9. Zajisténi chirurgickych vykonu u pacientl s hemofilii — schvaleni standardl (Hrdlickova)
10. Péce o pacienty s hemofilii s inhibitorem — schvaleni standard( (Smejkal)

11. RGzné + diskuze

12. Zavér
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UHRADOVA VYHLASKA NA 2016




AUDITY CHS/CNHP




UPRAVY V REGISTRU CNHP




Frekvence krvaceni

* Doplnéna poznamka, ze se preventivni podani
nepocitaji do ABR

CNHP-820605M-PO - Prubé&zné roéni hlaseni - HEMOFILICI

Pozn: Do frekvence krvaceni vyZadujicich terapii se NEPOCITAJI preventivni podani a operace, pokud pii nich nedojde ke Krvaceni.

Krvaciva epizoda Specifikujte jina Celkovy pocet krvacivich | 7 toho pocet epizod vyZadujicich
epizod hospitalizaci

+ Pfidat zaznam X Smazat zdznam

Specifikujte jiné Celkovy pocet Spotreba
S S e 57 SR
=] | | | L | |




Porod jako preventivni podani

* Doplnén porod mezi preventivni podani
(hemofilikt, VWD i ostatnich)

Specifikujte jiné elkovy poc Spotreba
udalosti celkem [IU]

" Rizikova aktivita
Maly operacni vykon
Velky operaéni wykon
Operacni vykon - poloZka slouZi k archivaci !




Preventivni podani u VWD

Formular rocniho hlaseni VWD rozSiren o
preventivni podani podobné jako u hemofiliku

Krvaciva epizoda Specifikujte jina Celkovy pocet 7 toho potet Terapie
krvacivych epizod
epizod vyiadujicich
hospitalizaci
|l |l E2 |

|I(Inut|',.r

+ Pridat zaznam X Smazat zdznam

Specifikujte jiné Celkovy pocet Terapie
udalosti

| Rizikova aktivita

Rizikova aktivita

Maly operaéni vykon

Velky operaéni vykon

Operacni vwkon - poloZka slouZi k archivaci !
Stomatologie

I Forod Typ profylaxe | Pofet tydnd na profylaxi celkem || Pocet aplikaci tydné
Jiné
oo T | 1




¥

Farmakokinetika - doplnéni

e Doplnéni parametru, které vyzaduje databaze
WAPPS

Datum PK wy3etfeni *

Derivat * ' Octanate -
Podand davka [IU]
Hmotnost pacienta [ka] *
Podana dévka na kg hmotnosti [IUfkg] @

Predpokladani vzestup [%] &

Metoda stanoveni hladiny faktoru

Standard
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Farmakokinetika — novy vypocet

* Veverzi proTISK J-

Derivat Advate CNHP-890721M-TP, 9.2.2015, 28.15 U/kg, Advate
Podana davka: 2500 1L/ 88.8 ko, . 28.15 1Ulkg
V 4 \V4 \Yav 4 V 4 Predpokladany vzestup: 56.3 % F
([ z
Vy p O C e t Vy u Z I Va Hladina faktoru vysetiena v case: %
Realny vzestup: 21,2 % na70 %, tj. 68.8 % E
Recovery: 1222 % E
P K ] t . i
0 (vchozi hladina) 12
05 70
programu R, 1 m
3 47 43h
5 42
voukompart- : : S
Cas (h)
48 6.5
y 72 25 Pfi podané davce doélo k poklesu hladiny faktoru:
mentovy mode T R S
pod 3 % za 51.8 hod

-

L. pod 1% za 70.6 hod
Pouéeni pro pacienta:

o i 5 Polotas faktoru (t1,2) 11.6 hod
O g r I V l l Polotas Iéku zZnamend dobu, za jakou Jeho hiadina v kni Klesne na poloviny.

V dobé, kdy se hladina faktoru pohybuje nad 12 % |ze provadét vétiinu aktivit ve
stejném rozsahu, jako zdravy Elovék (vEetné vétSiny sportovnich aktivit). Hladina
faktoru brani i vEtSiné traumatickjch krvdceni. (Cim krat3i je doba od aplikace do
provadéni dané aktivity, tim je riziko krvdceni nizSi. Dojde-li vEak pfesto k
poranéni a/inebo kivaceni, je jeho zdstava stale méné efektivni neZ u zdravého
Clovéka a vyZaduje adekvatni 16Ebu.)

Czech National
Hemophilia

Program




HJHS — novy formular

Hemophilia Joint Health Score 2.1 - Summary Score Sheet

Left Elbow | Right Elbow | Left Knee Right Knee | Left Ankle | Right Ankle
Swelling [INE CINE [InE CINE CINE CInE
Duration (swelling) [ InE [InE [CIne CINE CIne [CIne
Muscle Atrophy [INE [InE [INE [CINE [INe [CINE
Crepitus on motion [Ine [ INE [ InE [ INE [ Ine [ InNE
Flexion Loss [Ine [ ]NE CIne [INE CINE CIne
Extension Loss [ Ine [CInE [Ine [ nE e CIne
Joint Pain [Ine [Ine [Ine CINE CIne [CINE
Strength CINE [ INE [ INE CIne CINE CINe
Joint Total
Sum of Joint Totals NE = Non-Evaluable

e
Global Gait Score
(LINE included in Gait items)

HJHS Total Score —

* Pristup budou mit rehabilitacni sestry
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Dalsi zmény...?

e vitame jakékoli dalsi podnéty, které usnadni
praci s registrem nebo posili jednoznacnost
vyznamu polozek




PLNENI CiLU NAP
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NAP na CNHP

* |Inovace a analyzy registru pacientu
s hemofilii a dalsimi poruchami krevniho
srazeni

e resSitel: IBA MU, Ovesna

e spoluresitelé: Blatny, Komrska, Smejkal

* anotace: Analyzy dat z celostatniho registru pacientd
s poruchami krevniho srazeni prinasi aktualni informace o
incidenci onemocnéni, kvalité Zivota pacientd,
farmakokinetice faktord, efektivité a financni narocnosti lécby
a vedou k optimalizaci ndkladu a individualizaci péce

Czech National
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Harmonogram

co
Rocni zpracovani dat

Kvalita zivota

Financni narocnost 1écby

Farmakokinetika

datamanazefi 31.12.2015

Guidelines

Pacientské pristupy

Czech National
‘{ Hemophilia
Program




ROZPOCET 2015 A PLAN 2016




HEMOFILIE A OBEZITA

Mezinarodni survey




Obesity and
haemophilia

Munich 9Th Nov 2015



Strategy

 Collection of morphometrical data from several
HTCs

* Age, weight, Height, Haemophilia type and severity
(excel file will be provided to participating centers)

e Survey (15 to 20 questions) (developed today)

* Literature review (recent review published / will be
helpful to support discussion)



Survey of practice

* How much do you consider obesity and overweight as a concern in patients with haemophilia ?
* Big moderate small not a concern unsure

* Do you collect height in your patients’ charts
* Never once a year at each visit occasionnally

* Do you collect weight in your patients’ charts
* Never once a year at each visit occasionnally

* How is the height recorded ? measured or self reported ?or both ?
* How is the weight recorded ? measured or self reported ? Or both
* Does your center calculate the BMI for each patient ?

* No/yes

* Once a year at each visit occasionnally

* Do you inform your patients about his BMI ? Yes or No

* What percentage of your patients do you feel are overweight/obese ? (infants, children, adolescents,
adults, elderly...) (table 0 10 20 30 40 50 60%)

* Do you have access to a nutritionist ? Ye sor No

* Do you discuss with your patients the importance to maintain or achieve a normal body weight ?
* Regularly occasionnally never



Survey — guestions.

If a patient is overweight or obese, what does you center undertake ? (list of options : none, , referral
to prlm:;]ry care, counselling by yourself, referral to nutritionist, referral to physical therapist, other
options

Does your center have a protocol/guideline to manage obesity/increasing weight in patients with
haemophilia ? Yes or No

Do you have interventions programs available to your patients ? No, nutrition, physical activity, other
please specify

How do you dose your overweight patients ? as usual, according to ideal body weight, according to
trough or PK data)

What are according to you the most frequent reason for obesity in patients with haemophilia
(sedentarity, joint disease, inappropriate diet, genetics, other)

Is obesity and overweight a concern for patients organisations ? yes or No
Is there any initiative led by patients’ organisations to increase awareness ? No / yes (please specify)
Can in your view barosurgey be considered in patients with haemophilia ? Yes No do not know

Do you have any experience with bariatric surgery in patients with haemophilia (humber of cases
operated in your center) ? Give the number if yes please provide details

Do you have any educational activities about obesity and overweight for parents of children with
haemophilia ? No yes (specify)



POUZITI PK FIT (A/NEBO JINYCH APLIKACI)
NA STANOVENi PK PARAMETRU




myPK Fit

 Probéhla $koleni na PK fit v Cechach i na
Morave

* Jakkoli je to “off label”, 1ze PK fit pouzit i pro
vetSinu ostatnich koncentratu FVIII
— Vyjma BDD FVIII a téch s prodlouzenym poloCasem
— Zejména T1/2 je presnéjsi, nez udaj z programu
CNHP
— Cave zapis do dokumentace!!!

— Standardni postup pro kazdé centrum?




Ostatni programy

* Standardni eCRF a vystup z CNHP
— Je zakladem se sjednocennym vystupem
— Nemeél by nikdy pri vvhodnoceni PK chybét

* “narativ” pro pacienta

* WAPPS
— Zatim se pracuje na propojeni

— Data mohou byt k disposici, nejsou vsak “on-line”




ZISKANA HEMOFILIE V REGISTRU
CNHP




Pracovni skupina

Navrieni do pracovni skupiny Kontaktni emaily

FN Brno - OKH

FN Motol - Klin. détské
hematologie a onkologie

FN Olomouc - Hemato-
onkologicka klinika

FN Ostrava - Krevni centrum

FN Plzeri - UKBH

FNHK - IV. interni hematologicka
klinika

UnL - OKH
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Harmonogram pripravy

Doporuceni pro lécbu ziskané hemofilie

1. priprava k prvnimu pripominkovani (preambule,
incidence, laboratorni diagnostika, |écba — krvaceni
a eradikace inhibitoru)

T:31.1.2016
1.-15.2. 2016 — pripominky clenu pracovni skupiny

Prezentace na Parizkovych dnech (Ostrava) — 3/2016




Harmonogram pripravy

Registraéni zdznam pro CNHP

1. Priprava k prvnimu pripominkovani
T:30.6.2016

2. Pripominky clenu pracovni skupiny
T:31.8.2016

3. Prezentace na podzimnim jednani CNHP 2016




ZAJISTENI CHIRURGICKYCH VYKONU
U PACIENTU S HEMOFILIi

Schvaleni standardt




PECE O PACIENTY S HEMOFILII S
INHIBITOREM

Schvaleni standardt




RUZNE A DISKUZE




DEKUJEME ZA VASI UCAST




