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Bpecreraz ofnacts 64 20 4 15 8 0 1 35 1 12 128
Baredckan obmacTs 84 37 14 7 5 0 - 7 0 0 102
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Pa3paboTka npoToKosnos
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remocrasy

LLikonbl remochunuu
KoHcynbTUpoBaHue

e Recommendation 1

* strongly recommended to seek formal
designation as either European
Haemophilia Treatment Centres
(EHTC) or European Haemophilia
Comprehensive Care Centres (EHCCC).



Hanunyne HauMOHaANbLHOIO NPOTOKONaA

Recommendation 2

* There should be agreed national
protocols or guidelines on
management of the ageing
patient with haemophilia.
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06 YTBECPXKICHHUHA KJIMHHYECKOI'O Haemophilia (2017), 1--6

nNpoToKona «J/lMarHoCTHKa, JIeYeHHe M
npodUIaKTHKA MALKUEeHTOB ¢ reModuinei
A u remobunuet B» U mnpusHaHUH
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KonunyecTtBo FVIII B cTpaHe

Recommendation 3

*B 2018 r ObINO 3aKynMeHo * The minimum consumption of
36 111 000 ME FVIII Factor VIIl concentrate in any

- HaceneHne pecrny6rnKm cou.ntry should be 4 |U per
COCTaBAsNo a0 9 481,1 ThIC. capita of general population.
YyenoBekK * A minimum consumption of 3 IU

- 3,8 ME Ha gyLuy HacereHus per capita was recommended at

the Kreuth Ill meeting in 2013



KonnyectBo FIX B cTpaHe

Recommendation 4

*B 2018 r ObINO 3aKynMeHo o ,
~5 000 000 ME FIX * The minimum consumption of

Factor IX concentrate a country
should be 0.5 IU per capita of
general population

0,5 ME Ha gywy HaceneHus



JleueHme renatnta C

* [opsnok NPOBEACHA Recommendation 5
KOHTPONMPYEMOTIO ne4yeHus . ,
yCTaHOBMEH NPUKa30M * Treatment for hepatitis C with

MuHucTepcTBa 3apaBooxpaHerus ot direct-acting antiviral agents
24.01.2018 Ne 51 «O6 yTtBepxaeHun  should be provided to all people
MHCTPYKUUN O NOpAaKe Ha3Ha4YeHus with haemophilia on a high

NeKapCTBEHHbIX cpeacTs priority basis
codocbysup, aaknaracsup,
coocbysup/negmnnacemp,

pnbdaBnpuH 7 OLEeHKe

9(PPEKTUBHOCTHU nevyeHus Yy

naumneHToB C Bl/lpyCHblM rernatTmtTomMm
C»



OnpepeneHve reHoTuna. [lpeHaTanbHas
OnarHocTumka

[lpeHaTanbHasa gnarHocTuka Recommendation 6

NnpoBOAUNTCA B PHr”_l, «MaTb U * Genotype analysis should be offered to
ONTA» all patients with severe haemophilia



Ne4veHnwne nurnomntopHoun dopmbl (MAT)

Recommendation 7

«7 peten (PHIMNLAOOI ) * People with inhibitors should
have access to immune
tolerance



[1TnaHoBaga onepaTtnBHas NOMOLLb ANS
NaLuMUeEHTOB C MHTMOUTOPaAMMU

Recommendation 8

* B HacTosALLee BpemS * People with inhibitors should
BbIMOJTHAKTCA OTAENbHbIE have access to elective surgery
N1aHOBbIE XUPYypruyeckune at a specialist centre with
onepayun naumeHToB C relevant experience.
NHrIMbnTopamm

* |t is now accepted that surgery
in patients with haemophilia and
inhibitors can now be performed
safely using bypassing agents



Y4yacTtune opraHnsauunm naumMeHToB B

BOMNpoOcax Bbibopa aHTUreMounbHbIX
npenapaToB

Recommendation 9

* B Pecnybnuke benapycb * National or regional tenders for
opraHusauus nauneHToB He factor concentrates are
y4yacTBYeET B TeHepe encouraged and should always
KOHLUEHTPATOB (DAKTOPOB include both haemophilia
CBepTbiBaHUA clinicians and nationa

haemophilia patient
representatives.



MOHWUTOPUHTI COCTOAHUSA NALUEHTA

Recommendation 10

» [lncnaHcepHoe HabnogeHne * Qutcome data including health
« [111aHOBbI OCMOTP U related quality of life should be

KOHTPOSIb KaXable 3 MecsiLa collected with appropriate study
design, e.g. annualized bleed

rates (ABR), mortality, joint score
and time off from education or
employment



[ IlpumeHeHne npenapaTtoB HOBOIO

[MTOKOJ1IEHUA

*[lpenapaThbl C yorMHEHHbIM
CPOKOM OEeUCTBUA He
3apernctpupoBaHbl B Pb

Recommendation 11

* Treatment with extended half-life
factors should be individualized and
Brotection against bleeding should
I e irlnproved by increasing trough
evels.

* Perceived advantages of these
roducts include a reductionin the
requency of venepuncture and the

e attainment of higher trough levels
than the current conventional
target of 1% (0.01 U ml1).



MHonBmayanbHbin NOAXon4 K Ha3Ha4YeHUo

nepBoOe MHOIOLLEHTPOBOE, paHAOMU3UPOBaHHOE, KOHTpPONMpyemoe
nccneanoBaHue SIPPET (Survey of Inhibitors in Plasma-Products Exposed Toddlers)

B uccrnegoBaHUKM NPUHANK yyacTue 42 LUeHTpa

KyMmynsaTuBHas yacToTa pa3BuTUSA MHrMGUTOpa coctaBuna 26,8% (95% OWU ot 18,4 0o 35,2) y
nauneHToB, npone4veHHbIX pdFVIIl, u 44,5% (95% W, 34,7 0o 54,3) y naunmeHToB, Nony4uBLUNX rFVIII;

ZKgMynﬂTVIBHaﬂ YacToTa MHFIMOUTOPOB BbICOKOIo TUTpa coctaBun 18,6% (95% A, 11,2 no 26,0) n

4% (95% [N, 19,6 0o 37,2), COOTBETCTBEHHO
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The New England Journal of Medicine

May 26, 2016 Frits R. Rosendaal et al.

BLOOD, 12 OCTOBER 2017, VOLUME
130, NUMBER 15
Frits R. Rosendaal et al.

npenapaToB PakToOpOB CBEPTLIBAHUA

Recommendation 12

* There is increasing evidence

that the incidence of
inhibitors amongst previously
untreated patients (PUPs)
varies between products

The SIPPET study reported a
si%nificantly increased risk of
inhibitor developments
amongsto‘oreviously

untreated patients (PUP) who
received recombinant Factor
VIII products, when
compared to subjects who
recelved plasma-derived
products



MHanBmayanbHbIX Nogxon K HazHavyYeHuto

i

npenapaTtoB PaKTOPOB CBEPTbLIBAHV

* MaLeHTam C BbICOKUM
reHETUYECKMM PUCKOM Pa3BUTUSA
NHIIMbuTopa HeobxoanmMo n3berartb
Ha3Ha4dyeHuna npenapatos rFVIIl 1-3
NOKOSIEHUWN (U3 KNETOYHbIX NMTUMHUN
rPbI3yHOB), BOSMOXHO, Kpome rFVII|
4-ro NoKofeHus (M3 KNeTo4YHOoW
NMMMHUN YEenoBEKa)

The New England Journal of Medicine
May 26, 2016 Frits R. Rosendaal et al.
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BbiBOAObI

1. B uenom pekomeHgaLmm no okasaHUio MeauLMHCKOW MOMOLLN
naymeHTam c remopumnuen B Pb cootBeTCcTBYIOT pekomMmeHaaumnsam
eBpPONenckoro KOHceHcyca

2. [naHupyeTca paclumpeHmne NnpodunakTM4ecKkoro nevyeHus
cpeau B3pOCHibIX.

3. Heobxogmnmo yny4dlieHne rneveHns MHrmoUTOPHbIN POPMb
remounuu.
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