H

MHHHCTEPC:FBO SOPABOOXPAHEHHA MI/IHHCTepCTBO 3IpaBOOX paHEHUs
POCCHUUCKOH GPENEPALINU PocCHiiCKOi (Denepauym

(deaepansHoe rocyaapcTBeHnoe GloaKeTHOE yupexaene

«HALIMOHAJILHBIA MEJULIMHCKUA

HCCJIEJOBATEJIbCKUM HEHTP ﬂHpCKTOpy
I'EMATOJIOIrUN»
Munucrepcrsa 3apasooxpanenus Poccniickoit @egepaunn I[enapTaMeHTa pery-IMpoOBaHHA
(OI'BY «HMHUL rematonoruu» Munsnpasa Poccun) oOpatueHus JICKAPCTBECHHLIX
Hoswiii 3pikoBCcKHi npoe3a, Aom 4, Mocksa, 125167 CPENCTB U MEAUIIMHCKHX M3IEeTUi

Ten.: (495) 612-21-23, ¢axc: (495) 612-42-52
E-mail: director@blood.ru
OKIIO 01897529, OI'PH 1027739419014
HITH 7714061756, KIT 771401001

TG O 2Oy N F5FO-CU
Ha Ne 25-7/5339 oT 18.06.2024

Acranetnxo E.M.

SemenovaAA@minzdrav.gov.ru

Muwna,

R

N22-128399 ot 20.06.2024

['nmybokoyBakaeMas Enena MuxaiinosHal!

B otBer na Bame mnuceMo HanmpaBnseM 3anpaimiMBaeMyr0 HHGoOpMaUUIO B
OTHOUICHUH JIGKAPCTBEHHBIX MpenaparoB Juis obecreyeHus ML, GONBHBIX TeMouiuei,
HacneAacTBeHHbIM AeduuutoM haxTtopos II (bubpunorena), VII (mabunsuoro), X (Ctioapta
- Ilpayspa), Oonesnbpto [oile, 3m0KauecTBEeHHBIMH HOBOOOpPa30BaHUSAMH JIUMQOHIHOIA,
KPOBETBOPHOH M POACTBEHHBIX UM TKaHEH W aIlulacTH4ecKoil aHeMuei st GopMUpOBaHUS -
3asBOK Ha LIEHTPaJIM30BaHHOE JIeKapCTBeHHOe obecrieuenue Ha 2025 rop.

[Tpunoxenue: 1 daiin B popmate Word, 1 daiin B popmare Excel.

["enepanbHblil IUpexTop,
rJ1IaBHbIN BHELWITATHBIN CIEUUATIUCT TEMATOJIOT
Munsapasa Poccuu, 1.M.H. E.H. ITaposnunukoBa

Illyxos Oner AnekcaHapoBuy
+7(985) 287-12-69
shuhov.o@blood.ru




Tpunoxenue k nucbMy Ne3470-Q2 or £ 2 O8E 2024

Ne JlekapcTBeHHBIH Kpurepuu Heobxonumbie PexomennoBannas | Ilokasanus nns IMokazaHus s cMeHBI TEPANUH ConpoBoaurenbHas
n/n | npemapat (MHH, Ha3Ha4YeHU, nabopartopHeie CyTOYHas Jo3a Ha 1 | yBenuueHus J03bl1 (nepexnioyeHue,0TMEHA) JAOKyMEHTaLus
Jid, NMOKa3aHusA K UCCIeI0BaHUA B3pOCJIOro NalMeHTa
J03UpOBKa) NPUMEHEHHIO (MPT, KT, c
NOoKa3aTeJH y4yeToM Beca,
KPOBH U T.1.) BO3pacTa U T.I.
1 [Bopre3omud, MHoxecTBeHHas OTCYTCTBYIOT Cytounas go3a- 1,3  Otcyrcreytor OTMeHa NpU HeXeNaTeNnbHbIX ABACHUAX 3-4
HoduaAM3aT 11 MHEJIOMA: BIEpPBLIC Mr/M2; BBEJEHHE cTeneHH, pedpakTepHOCTb OMYXOJIH.
MPUTOTOBICHUA TMarHoCTUPOBaHHas, noakoxHxoe B 1,4,8,11
pacTBOpa A1 Tepanys peLMauBoB. IHU Kypca, CyMMapHO
BHYTPHBEHHOIO U 10 8 xypcos.
10 IKOXHOTO
BBEICHHUS
2 t!;[euanunomml, IMHOXxecTBEHHas OTCYTCTBYIOT Kancynst ps npuema  [[Ipu yBestmueHUU TMEHA NIPH HEXKENATENbHBIX ABNCHHA 3-4
ancyJbl MHEIOMa: BIEpPBbIE BHYTpb € 1 10 21 aHM  cKOpocTH KITy60uKOBOI  [cTeneHH, pepaKTEPHOCTD OMYXOJH.
lTMarHOCTUpOBaHHaA, Kypca B 03¢ 5-25 Mr B kbuabTpaLuy cyTouHas
noaAepKMBAIOILAA 3aBUCUMOCTH OT ln03a yBENMHYUBACTCA A0
Tepanus nocie ayTo- CKOPOCTH KIy60UKOBOI (MakcUMaNbHOM - 25 Mr.
[TT'CK, Tepanus bunbTpauuu. FogoBoii
PELUANBOB, IIaH IEYCHHS — 12
h<ypc03.
3 Mkcaszomuo, MHoxecTBeHHAsA HMmmyHoxumuueck [Kancyns ans npueMa  [[1pu yBenuueHun (OTMEHa NpU HeXeNaTeNbHLIX ABIeHUAX 3-4 Beinucka U3 ambynatopHoit
Karncymnsl MHEJIOMA: NIEPBLIH M o€ HeeneaoBaHWe [BHYTPb B 1, 8, 15 1Hu B [ckopocTu kny6oukoBoii  icTeneny, pedpakrepHOCTb OMYXOIH. apThl J0/KHA coaepkarh

[103)

-1 pa3 B 4 Hepeau ¢ 25-
it Heaenu no
MpPOrpecCHpOBaHHUA.
Conosoii nnax neyeHus

nocieayoLue CHIBOPOTKH KpOBU |103€ 3-4 M B bIIBTPALMH CYTOUHAsA JeRYIOLLYI0 NH(OpMaLHIO:
Eeuunuau B M MOYHU B ABUCUMOCTH OT 1032 yBEJIHYUBAETCA A0 1. JlaTy yCcTaHOBKH H
omOHHaLMK ¢ IUHAMHKE. KOPOCTH KJIy0OUuKOBOH MakcUManLHOM - 4 MT. puUTEPUH AHATHO3A
VICHANUIOMHIOM TNIPH wnbTpauru. Fogosoit KOJIUYECTBO NapanpoTeuHa,
OTCYTCTBHU aH jedeHus — 12 % IUIa3MaTUYECKUX KJICTOK B
pedpaKTepHOCTH K YPCOB. OCTHOM MO3r€, KpeaTHHHH,
popTe3oMuby. NbLNH, TeMOorno61H,
4 |dapatymyma0, MHoxecTBeHHas MMMyHOXHMHYECK BHyTpUBEHHO B 103¢ 16|[l03a He yBenuuuBaerca. [OTMeHa NPU HEXeENATENbHBIX ABNEHUAX 3-4 [pe3yNbTaThl

KoHLEHTpaT A MUeNoMa: BrepBble |0 UCCNEA0BAHUE |MI/KT MacChl Tefa. cTeneHH, pedpakTEPHOCTDb OMYXOJIH. H3YaTH3UPYIOIWHX METOAOB

TIPUTOTOBJICHUA MHarHOCTUPOBAHHASA, (CHIBOPOTKU KpoBH -1 pa3 B Heaenio B 1-8- LICHKU COCTOSHUS KOCTeH).

pacTeopa s Tepamnus nepBoro U M MO4HU B to Heaenu (Bcero 8 n03) . Undbopmaumto o cxemax

MHby3Mit TOCIEAYHOLIUX IMHHAMHKE. -1 pa3 B 2 Hepeau B 9— €PANH1K: IMHUA NIeYEeHus,
PeUHAKBOB. P4-}0 Henenau (Bcero 8 aUMEHOBAHHE H KOJIHYECTBO

YPCOB, CPOKH Hayana u
aBepIICHHA TEPaIHH,
aKCHMANIbHBIH
POTHBOOMYXO.IEBHIH

thekT.




- 12 kypcos. 3. Hudopmauuso o gare u
OManuAOMHUL, MHoOxecTBEHHas HMmMyHoxumudeck Kancyssl g npuema  [[IpH yBenMUeHUH OTMEHa NPU HexeNnaTelbHbIX ABNEHUAX 3-4 [KPUTEPUAX KOHCTATalMH
amncyJsl MUEOMA: Tepanua  [0€ McclefoBaHHe BHYTpbc | Mo 21 fHM  CKOPOCTH KIyOOUYKOBOH  [cTeneHH, pePpakTepHOCTb OMYXOJIH. peunausa (npu ero
PELIUAUBOB, CbIBOPOTKH KPOBU ﬂ(ypca B o3¢ 1-4 Mr8  ihunbTpauuu u HaIHYHH).
OTATOLIEHHBIX M MOYH B BaBUCUMOCTH OT HeliTpodwios cyTouHas K. Ocoboe BHUMAHKE
NBOITHOI NMHAMUKeE, CKOpOCTH K1y00uKoBOIf [103a yBEHUMBAETCS 10 CICAYCT YACAUTD CXeMaM
PedpaKTepHOCTLIO. bIIbTpauuH 1 MAKCUMaNbHOI - 4 M. PIeYCHNA, CpOKaM Hthana H
rokasaresei BaBEepILECHUS KaX a0 JHHUK
Heﬁ]‘poq)ymos. VICUCHUA, pe3yibTaTaM
["on0BoOii TaH NeYeHus T€parniy no AaHHLIM
- 12 KypcoB. MMMYHOXHMHYECKOTO
ccneaoBaHMsA KPOBH H
MOUH,
OGbeM BuIMUCKH — He Oonee
| ctpanuust A4.
MMaTHHUG, IXpoHuueckuit KonuuectseHHoe [M3HayanbHas no3a ans [[ToseiieHue ao3sl 1o 600 Heynaua Tepanuu no Kputepuam Brinucka mpeaocTaBiaseTcs
TabneTku, MUENONENRKO3, onpeaeeHue MalHeHTOB B 1 800 Mr umMaTHHHGA MHHYECKUX peKOMeHAaLHii Ha moGoM TONILKO HA OOJIBHBIX € J1030H
MOKPBITLIE BIIEpBbIE DKCIpECCHU xpoHHueckoii daze 400 BO3MOXKHO y MaLUMEHTOB C PTANe TEpanuu, HeKyrnupyemas TOKCU4HOCTb [800 Mr B cyTku. Jina Beex
E:Gonoqkoﬁ, nuarHoctTuposatnbiii, BCR::ABLI. MT B CYTKH, LU cyGonTHManbHBIM E-4 CTETEHMU. NALHEHTOB M3 3a9BKH
ancyJsl B KauecTBe NepBoit nauueHToB B ¢dase OTBETOM Heo6X0aMMO NPEACTaBUTh
VIMHUM TEpanuu. akcenepauun/6nacTHoI («NpeaynpexaeHue») Uy rabnuiy B popmare excel ¢
Mocne Heyxauu kpu3 600 Mr B CyTKM B [NallHEHTOB ¢ Heynayeit [NaHHBIMH TIOCJEIHETO
MHTepdepoHa ansdha NMOCTOSIHHOM PEXHME  [Tepanuu Ha BpeMs, Moka MOJIEKYJIAPHOTO
[pu GoNbHOI He 6yzaeT MOHUTOPHHIA HA TEPAIHH
HeNnepeHOCHUMOCTH TiepeBeeH Ha apyroi mmatuHnboM. ( PHO, nara
MTK BToporo W TK u npu ycnosuu Hauana Tepanuu
NOKOJIEHUS B NEpBOii Xxopolieit nepeHOCUMOCTH MaTHHHOOM, JaTa
MIUHUK TEpanuu npenapara MOJIEKYJIAPHOTO
Mcclie10BaHUsA, YPOBEHb
OTHOCHUTEBHOI IKCNPECCUU
BCR::ABL1)
I{uknocnopuH, IATnacTu4eckas KnuHuueckuii 5-10 Mr/cyT (300-600  [Hu3Kkas TepanesTHyeckas [MHausuayansHas HenepeHocuMocTb, XBIT
ancynsl, paCTBOp  @HEMHS AHAIN3 KPOBH, MI/CYT) KOHLEHTpaLus B KpOBH  [3-5 CT, JOCTHXXEHHE PEMUCCHH
115 TPUEMa BHYTPb Buoxumuueckuii meHee 200 Hr/mi) laru1acTHYECKOi aHEMUH
@HAIU3 KPOBH
KpEaTHHUH,
MouesnHa, AJIT,
ACT),
OnpexneneHue
OHLEHTpaLUK
HIJIOCTIOpHHA B
KpoBU




8 |AutnunruburopHeliiinruéuropnas popmaKoarynorpamma: [cpelusis CyTo4Hast x03a IMepeson Ha d3MuuusyMab (Toabko mns [[11s NauMEHTOB, KOTOPHIM
0aryJIiHTHbI i remodinuu A/B IAUTB, CC)-4200EQ mauueHToB ¢ reModiutueit A) Wi nyyiuuii [mnaHupyercs cMeHa
OMILIEKC: AKTMBHOCTb CpelHAA KypcoBas 103a MHAMBHAYaNbHBI OTBET HA TEpanuio [repanuu, HEOOXOAUMO

nmuodunm3ar g FVIIVFIX (B CKJ1)-655200 EL briTakor anbga (aKTHBHPOBAHHBIM), MEIULIMHCKOE 3aKITIOYEHHE C
TIPUTOTOBJEHMS BABUCHMOCTH OT UETKHM
pacTBopa /1 ln1arHosa), Oonospemenroe npumenenue AHKK u OBOCHOBAHHEM
MHy3uii MHTHOHTOP bnmaroz arega (axkmuguposantozo) [TEPEBOJIA (cornacho
500 EL, FVII/FIX Hedonycmumo. HTEPHAM 1151 BHOBD
1000 E]] BKJIIOYEHHBIX NIPENapaToB).
9 [Mopoktokor anbda: BamecTutensHas Koarynorpamma: [CCI* -2 450 ME HeaddekTBHOCTE Tepanmuu: mnauueHTsl, [Mea. 3akmoueHHe U3
mHodpunu3ar ans reMocTaTuieckas AUTB, CKJ1* - 382 200 ME mMMetomMe  Gomee  2-X  CMOHTaHHBIX [peaepanbHOro LeHTpa At
NPUTOTOBNCHHS Tepanug npu aKTHBHOCTL FVIII, reMapTpPO30B B IO, NOABIEHHE MPH3HAKOB [1€PEBOJA NALHEHTA Ha
[pacTBopa Ans remModuinn A: no HHrHGurop FVIII XpPOHHYECKOTO CHHOBHMHTA umm mpyryto tepanuio HE
BHY TPUBEHHOTO TpeOOBaHHIO WIH nporpeccupoBanne  aprpomatud  npu [[PEBYETCA.
BBEAEHHSA MpodHIaKTHYECKH MpoBeJICHHH  pEryiapHOil  aAeKBaTHOI
500 ME, _ MpogHAAKTHYECKO# Tepanuu WM B MeZ. 3aKTI04eHHH B
1000 ME, *11% TIALHEHTOB 6 NeT icocToABLLIEECS 33l0KYMEHTHPOBaHHOE [00A3aTeIbHOM NOPAAKE
2000 ME i cTpawe DKH3HEYTPOXAIOILEE  KPOBOTEYEHHE B JIODKHA COAEPXKATLCA Cle/.
TeueHHEe TeKYero roja npu nposegeHun MHOOpMAaLMs:
[pery;IapHoii aZeKBaTHOl | o KIMHMYECKMil AMarHo3;
npO(bHJlaKTH‘leCKOﬁ TEpanHUH. ® JaHHBIEC KOaryJiorpaMmMmbl
JaBHOCTBIO He Gonee 1
10 [Houaxor anbda: paMeCTuTeanax Koarynorpamma: [CCI* -2 450 ME HeaddbekTHBHOCTE  TepamuM: MAUHEHTHI, roza c ykasaHueM AUTB,
iHodunusar s reMocTaTH4yeckas IAUTB, ICKII* - 254 800 ME HMelolnie  Gomee  2-X  CNOHTAaHHBIX aKTHBHOCTH
NPHIOTOBEHHA Tepanus npH akTHBHOCTH FIX, reMapTpoO30B B Ioj, NOABIEHHE NPU3HAKOB neduumTHOrO dakTopa
pacTBopa s remodiutiu B: no mHrn6uTop FIX POHKYECKOrO CHHOBHHTA win CBEPTHIBAHUA KPOBH M
BHYTPHBEHHOTO e00BaHHIO MK pPOTPECCHPOBAHHE  apTPOMAaTHH  MpH HATHYHA/OTCYTCTBHSA
BBEIEHHA MpOQHUIaKTHYECKH MpOBEJEHHH  peryaspHoii  anekBaTHO# HHrHGHTOpA K HEMY;
500 ME, Mpo¢IaKTHYECKOH TEpanuy WIH | e KIHHHYECKOE TeueHHE
1000 ME *115 NALHEHTOB 6 feT COCTOABLIEECH 3al0KyMEHTHPOBAHHOE 3a60eBaHMA C
M cTpaile PKU3HCYTpoOXalolee KPOBOTCUYCHHE B YKa3aHHEM KOJHYEeCTBa
TeYeHHe TEKyLIero roja npH NpOBEIEHHH KpoBOTeueHuii B
peryaapHoit afeKkBaTHoOM Mecau/ron;
MpodwIakTHYECKOI Tepanuy. ¢ NPOBOAMMAi TEPANHA ¢
11 OkTokor ansda: [3amecTUTENbHAs Koarynorpamma: |[CC/(* - 2450 ME HeoddekTHBHOCTL  TepanuH: MaLMEeHTHI, ykaszanneM MHH
nuodunmusar ans remMocTaTH4YecKas IAUTB, ICKJT* - 382 200 ME uMmelowe  Gonee  2-X  CMOHTAHHBIX npenapara, 0JHOKPaTHOI
MPHTOTOBJICHHA Tepanus nopu akTHBHOCTB FVIII, reMapTpO30B B roj, NMOABJACHHE NMPH3HAKOB A03B1 BBEAICHHS H PEXUMa
pacTBopa s remoduanu A: no maruburop FVIII [XPOHITYECKOrO CHHOBHHTA HIH HH]y3Hit npenapara;
BHY TPHBEHHOT'O TpeOOBaHHIO HH NMPOrpECCHPOBaHHE  apTPOMaTHH  NPH | e 3dypeKTHBHOCTH
BBCACHHA npodnmalc'nmecm NMPOBEACHHH perympﬂoﬁ ajeKkBaTHOM HpOBO,ﬂJ‘lMOﬁ TepanHu
N 500 ME, npO(blL'laKTHlleCKOﬁ TEpANUH I (KaKOC KOJI-BO BBEJICHHI1

1000-2000 ME

34JO0KYMEHTHPOBAHHOC

ICOCTOABLICECH




bKM3HEYIpOXalolllee  KPOBOTEYCHHE B npenapara TpebGyercs B
TEYCHUE TEKYLIEro roja npu MpoBeJEHHH cpenHeM 11
perynspHoii aJeKBATHOM Ky[UPOBaHHUA OLHOTO

mpodHNaKTHYECKOli Tepanuu. aNU30]a KPOBOTEYEHHUH,

He>ddekTHBHOCTD  Tepanuu: NaLMeHTS, €CThb JIM CIIOHTaHHbIE

CumokToKor anbda [3aMecTuTesnbHas Koarynorpamma: |[CCI* -2 450 ME -

nroboit  cTeneHsio

TSHKECTH

BaboJieBaHus,

oTBEYalom e

JIeRYIOLUM
UTEPUAM:

— paHee JeyeHble
NAalKeHTHI,
KOTOpBIM
TpebyeTca
COKpaIleH1e
4acToTh
BBEICHUA
KOHLIEHTPATOB
(axropos
CBEPTHIBAHUA
kposu VIII;

— paHee JieyeHble
TIALNEHTHI,
nojyyaioouue
Tepanuio
M1a3MaTHYECKUM
u
KOHUEHTpaTaMu

¢akTopos

(dpaxrop {rremocmmqecxax AUTB, CKI* - 382200 ME uMmetolmme  Gomee  2-X  CNOHTaHHBIX KpPOBOTEUEHHA Ha peXKUMe
CBEpPTLIBAHMA KPOBH [Tepanus npH akTuBHOCTH FVIII, TeMapTpo30B B rojl, NOABICHUE NMPU3HAKOB npodunakTHky, ap.);
VIII yenoseueckuit [remodunuu A: no muruburop FVIII XPOHUYECKOrQ CHHOBHHTA MM | e nNpUYMHA NNEPEBOAA Ha
PeKOMOMHAHTHBIN): [TpeGOBaHMIO WK NpOrpecCHpoBaHHE  apTpPoOmaTHd  NpHU Jpyroit nek. npenapar;
nopunuzat s MpodUNaKTUYECKH. NMPOBEACHUM  PEryifpHOil  afekBaTHON | e Bec mauMeHTA.
NpUCOTORNCHUSA npodunakTUYecKoi Tepanuu uin

pacTBOpa 114 Ha CUMOKTOKOT cocTosBLIeECA 3al0KyMEHTUPOBAHHOE

BHY TPMBEHHOT'O anbha Moryt OBITH DKH3HEYTPOXKAIOLee  KPOBOTEYCHHE B

BBEJCHUS NepeBECHBI TeYeHHWe TEKYLIEro roja npu NMpoBeACHUU

500 ME, MaLUEHTBI c perynsapHoii a/IcKBaTHOI

1000 ME, remModinueit A npodnakTHYeCcKoii Tepanuu.

2000 ME 1060r0 BO3pacTa, ¢




CBEpTHIBAHHUA
xposu VIII ¢
PasnUYHLIMU
MEHSIOLLIUMUCS
TOPTOBbLIMH
HauMeHOBaHHAM
u, s
NOCTOSHHOIO
JeyeHus 6e3
CMeHbI
npenapara
peKOMOUHAHTHBI
M takTopom
CBEpPTHIBaHHUA
KpPOBHU VIII,
CXOXUM no
XapaKTepuCTHKa
M
IUTa3MaTUYECKUM
npenaparam;

— NaLUeHTHI,
HCIIBITHIBAIOLINE
TPYAHOCTH TIPH
NpOBEAEHUH
UHBEKUKI, 3a
cuer
COKpalLEHHOro
o0bema
pacTBoputens —
2,5 M,

— TNaLUEHTHI c
HexenaTeNbHbIM
U peakuusiMH Ha
nobele  gpyrue
npenaparsl
¢axrtopa
CBEPTHIBAHUA
kposu VIII;

13

bakTop
CBEPTLIBAHUA KPOBH
[X: nuodunuzar ans

BaMecTuTeNbHASA
reMocTaTMyecKas
Tepanus npu

Koaryaorpamma:
AUTB,

KTuBHOCTh FIX,

CCII* -2 450 ME
ICKI* - 254 800 ME

€3(PeKTUBHOCTD  TEpPANMUH: NAaLUMEHTH,
uMerowne  Oonee  2-X  CMOHTAHHBIX

reMapTpo30B B I'OLL, NOABJACHUC NIPU3IHAKOB




MPUTOTOBNEHUSA remoduniuu B: no MHrubuTop FIX XPOHUYECKOro CHHOBHHUTA Wi
pacTBOpa Ans TpeGOBaHUIO WITH MPOrpecCHpOBaHUE  apTpomaTHH  TIpH
BHYTPUBEHHOTO npodUIaKTHIECKH MpoBEACHUH  PEryaspHolt  afeKBaTHOM
BBEACHUA W/ WIHN npodunakruieckoit TepanuH Ui
vHy3nii COCTOSBLIEEC 3al0KyMEHTHPOBaHHOE
500-600 ME, DKH3HEYTPOXKAIOILEE  KPOBOTEYEHHE B
1000-1200 ME TeYCHUE TEKYIUEro roja npu MpPOBERECHUH
perynspHoi aJeKBaTHOM
npodunakruyeckoli Tepanuu.

14 Daxrop BaMecTuTebHAS oarynorpamma: [CCJI* -2 275 ME Hes¢ddekTuBHOCT  Tepanuu: NaUMEHTHI,
CBEPTHIBAHUS KPOBHU [reMocTaTHyYeCKas AUTB, CKJII* - 384 475 ME uMetoimte  Gonee  2-X  CMOHTaHHBIX
VIII: anodunuszar  repanus npu akTuHocTh FVIII, reMapTpo30B B TOJ, NOABIEHHE MPU3HAKOB
18 npurotosieHua remodunuu A: no uHrubutop FVIII XpOHUYECKOTOo CHHOBHUTa Wi
pacTBOpa 171s TpeCOBaHUIO WIIH MPOrpeccCUpoBaHUEe  apTpomaTHH  MNpHU
BHYTPUBEHHOTO hpodmnaxmqecm MpOBEACHUN  PErylspHOil  anaexBaTHOM
BBEACHUSA W/ITH mpodunakTUIECKoit Tepanuu WIH
MHy3Hii COCTOABLICECS 3al0KyMEHTHPOBaHHOE
100-899 ME PKM3HEYTPOXAIOLIEE  KpOBOTEYEHHWE B
800-1400 ME TeYCHHE TEKYIIEero rofa Mpy NPOBEACHUH

perynspHoii aJeKBaTHOMH
npodUIaKTHYECKOH Tepanuu.

15 (baxtop BamecTUTEIBHAS Koarynorpamma: [CCJI* -2 100 ME Jlyyuiinii HHANBUAYabHBIH OTBET HA
CBEPTLIBAHUA KPOBHU [reMocTaTHyecKas AYTB, CKJI* - 100 800 ME Tepanuio ro0bIM ApYTUM NpenaparoM
\/llI+CDa1<'rop repanus npu 6onesuy jakrusHocTs FVIII, DakTop cBepThiBaHMA kposu VIII+dakTop
BuineOpanaa: Bunnebpanaa: no vWF, ag-vWF BueGpanaa.
nnodunusar A [rpeGoBaHHIO WK
MPUTOTOBNEHUSA npodUIaKTHYECKH
pacTBOpa Ans
BHY TPUBEHHOTO
BBEAEHUS
1000 ME + 2400
ME
500 ME + 1200 ME
450 ME + 400 ME
900 ME + 800 ME
1600 ME + 750 ME

16 DPmuunsyma6: Mpodunakruueckas Koarynorpamma ICCIO* - 210 mr Hea¢dexkTuBHOCTS  Tepanuu: NALMEHTHI,
pacTBOp And repanus npu Taxenoit AUYTB, CKI* - 5460 mMr uMetomue  Oonee  2-X  CMOHTaHHBIX
MTOAKOXKHOTO remMopiuu A u axTuBHoCTb FVIIL, reMapTpo3oB B rOJ, NOABIECHHE NMPU3HAKOB
BBEACHUA reMouauu A MHruéurop FVIII XPOHUYECKOTO CHHOBHMTA Hau

. 150 Mr/ma, 0,4 M cpeaHeii TAXECTH C *IpU NePBUHOM TIPOrpecCHpPOBAHHE  apTpomaTHH  TIpH
150 mr/Ma, 0,7 MI  TAKENBIM MPOBEACHUH  PEryNspHOi  aJeKBaTHOM




150 mr/mu, 1,0 M
30 Mr/mi, 1 mn

IKNHHUYECKHM
(benoTunom.

Ha amMuuuzymMat
MOTYT OBITh
TiepeBeeHbI
[MTALHEHTBI C TAMENOH
opMmoii reMmopuanu
(axtuBHocTs FVIII
1%) He3aBUCHMO OT
aNnU4YUA/OTCYTCTBUSA
Hruduropos FVIII
PH HELOCTATOYHOM
ddexTUBHOCTH
poBoAUMOIt
ETryJIApHOii
podunakTHYEeCKOit
aKTOPHOH Tepanuu.

3pocJibie NaUUeHTHI
2KTHBHOCTBIO
aktopa VII[>1% u
5% u TAXKENbIM
CHOTHIIOM

alOKyMEHTUPOBaHHO
0
H3HEYTPOXKAIOILETO
POBOTEUYEHHUH,
OCTOSBILIETOCS Ha
POTAXKEHUH
ocnenHUX 5 neT npu
poBENEHUU
eryIspHOI
podunakTuyeckoi
aKTOPHOH Tepanuu.

a SMUUM3YMA0

Ha3HAYEe HUK
bMuuu3yMaba —
KJIOTTHHIOBBI
METO;

*npu
MCCIIENOBAHHH Y
MalMEeHTOB YIKe
MONyYaoWuX
Tepanuio
BMULU3YMaGoM —
XPOMOTEHHbIH
METO.

npodiakTHYecKon Tepan1u WU
COCTOABLIEECH 3a0KYMEHTHPOBAHHOE
DKM3HEYTPOXKAIOIEE  KPOBOTEYEHHE B
TCYCHHE TEKYLIEro roaa NMpv MpOBeAeHHU
peryaspHoi afeKBaTHOM
npoduaakTHYECKOI Tepanuu.




oryt ObITh
epeBeJeHbI ACTH C
KTUBHOCTBIO
aktopa VIII >1% u
5% npu HaNUYUH
JHOIO U3
NeIYHOIUX

UTEPUEB TAKENOTO
€HOTHNA

OBOTEYEHHUIA:
pa3BUTHE
TIOHTAHHOTIO
POBOTEYEHUSA B
TeYeHHE NEPBOro roja
DKU3HH,
notpeGoBasiuee
MpOBEAEHUS NIEUEHUA;
— pa3BHMTHE NepBOro
CTOHTaHHOIO
remMapTpo3a B
BO3pacTe J0 2 NeT;
- Gonee 10
[KPOBOTEUEHHUIA B roj,
noTpe6oBaBLIUX
Tepanuy, y
MauueHToB, He
MOJTy4YaBLIHX
NpodUIAKTHIECKOTO
NneyeHu, '
- Hanu4ue
BaJOKYMEHTUPOBaHHBI
X M H3HEYTPOKAIOUIUX
KPOBOTEUECHHUIA B
AHAMHE3E.
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Dnrakor anbda
[axTuBUpOBaHHBIH]:
nodunuzar ans
MPUrOTOBJIEHHA
pacTBOpa a1s
BHYTPUBEHHOTO

BBCACHUA

HuruburopHas gopma
remodunuu A/B

Koaryaorpamma:
AYTB,
akTuBHOCTB FVIII,
muHruburop FVII

CCI*-7,2mr
CKIl* - 648 mr

Ulyuuuit *HAMBUAYANbHBIH OTBET HA
Tepanuio aHTUHHIMOUTOPHBIM
KOAryaHTHbIM KOMIUIEKCOM.

Oonospemennoe npumenenue AHKK u
bnmaxoez aneha (axmusuposaioo)

Hedonycmumo.




1,0-1,2 mr

2,0-2,4 Mr
4,8-5,0 Mr

18 [Bdmopokrokor BamecTuTENbHAS KKoarynorpamma: CCI1* - 3 500 ME - HesddexkTuBHOCT  Tepanuu: NaUMEHTHI,
anbda: THopunuszat {reMocraTuyeckas UyTB, CKI* - 364 000 ME uMetomue  Gonee  2-X  CNIOHTAHHBIX
111 NPUCOTOBAECHUS [Tepanus Mpu ktuBHocTh FVIII, reMapTpo30B B roj, MOSBIECHUE NPUIHAKOB
pacTBopa s reModuiIMH A: No uHru6urop FVIII XPOHHYECKOTO CHHOBHMHTA WK
BHYTPUBEHHOT'O rpeGoBaHUIO UK MPOrpeccUpoBaHHE  apTpomaTUM  MpH
BBEACHUA npodunakTUYecKu MPOBEACHUU  pEryjsapHOil  aaekBaTHOH
FSOO ME, npodunakTuyeckoi Tepanuu 1hivl
1000 ME Ha s¢mopokTokor COCTOsBILIEECS 3aJ0KyMEHTHPOBaHHOE
1500 ME anbda MOTyT GbITh DKU3HEYTPOXKAIOLLIEE  KPOBOTEYEHHE B
2000 ME repeBeaeHbl paHee TeYCHHUEe TeKyLIEro roja npu NpoBEACHUH
3000 ME eueHbIe MALUEHTHI ¢ perynsapHoi afeKBAaTHOH

reModunueii A,
noJyyasllye
NpogIaKTHYECKYIO
Tepanuio J00bIM
KOHLEHTPaTOM
bakTOopa cBepTHIBAHUA

osu VIII
T1a3MaTHYECKUM MITH
€KOMOMHAHTHBIM),
PH HATUYUU OAHOTO

H HECKOJIBKUX
PUTEPUEB:

- He06X0AUMOCTD

CHIKEHUS YaCTOThI

BBEACHUS TpenapaTa

NP NPOBEAEHUH

NpoIITaKTHYECKOTO

meueHus;

— TIpU COXPaHEHUH
Gonee 2-x
CTIOHT2HHBIX
KpOBOTEYECHUM Ha
NpOTAXKEHUHU roja,
NnoTpeGoBaBILIUX
JOTOJIHUTENBHOTO
JieueHus.

~—~Heo0X0IUMOCTh

MeHbllero oobéma

NpodUIaKTHYECKOH Tepanuu.




BBeJEHUs 110
CPaBHEHHUIO C
npeniecTByouei
Tepanuei.

[pu 3TOM
nepexioueHne Ha
hdMopokTokor anbha
HE I0/DKHO
yBenUuMBaTh OOUIYI0
roJoBy10 NOTPeOGHOCTD
npenapare no
CPaBHEHUIO C
TeKyLiei Tepanueil.

Mmurmiouepasa
UTnodunusar aas
MPUTOTOBICHUS
pactBopa ana uHdysuii

bostesun owre I u 111

Onpeaenenue

[TUNOB, NPOTEKAOILad C
KTMHUYECKU-
BHAYUMBIMHU
LIMTONEHUEH,
oprasoMeranuei,
ITOpaXk€HUEM KOCTHO=
CYCTaBHOH CHUCTEMBI,
[BOBJICYCHUEM
PKM3HEHHO-BXKHBIX
OpraHos

KTUBHOCTH
mokouepebpo3uaa3
1 KJIETOK KPOBH,
OJIEKYJIAPHO~-
€HETUYECKOE
CCNeI0BaHKE €
€/IBI0 TIOUCKA
yTaluii B reue

BA, o0iuii aHanus
poBu, Y3H opraHos
PIOLIHOM NMOJIOCTH,

15-60 Exa/kr maccel Tena
Ha 1 uudysuio. Yactora
E:Hd)ysm?i 1 pa3 14- 28
HEH

Y Benu4eHue akTHBHOCTH
Gonesnu Fowe: yrmybnenue
IIMTONEHUH, YBENHYEHHE
CTENEHH OpraHOMETANIHH,
NPOrpecCHs MOPKEHUS
KOCTHO-CYCTaBHOM CHCTEMBI.

.HCKapCTBeHHaﬂ HEMEPEHOCUMOCTD

PT Geapeunbix
OCTeH -
20 [Benarmouepa3a ansda bonesus owe I u 111 npeaeneHue 15-60 En/kr maccei Tena  |[YBenuyenue akTHBHOCTH  JlekapcTBEHHAS HEMEPEHOCMMOCTb.
UTnoduauzar pns THMOB, NPOTEKAIOWAs C [AKTUBHOCTH L-la 1 undysmo. Yacrora  Honesnu Iowe: yraoyGneHue
NPHrOTOBAECHUS KIHHUYECKU- TmoxkoLepebposnaas Mudysuit 1 pas 14- 28 LIMTONCHUH, YBEIHYCHHE
pacTBopa a1 Muby3uiBHAYMMBIMH I KJIETOK KPOBH, HEH CTCNEHH OPraHOMETaluy,
LMTOnEHHEI, OJIEKY S PHO- NPOrpeccHs MOPaXEHHUSA
oprasomeranuei, €HETHYECKOE KOCTHO-CYCT2BHOM CHCTEMBI.
IOpPAaXECHUEM KOCTHO-  [MCCJIEI0BAHUE C
YCTaBHOMN CHCTEMBI, €/BI0 MOUCKA
OBJICYEHUEM yTauuii B reHe
PKH3HEHHO-BRXHBIX BA, o6iuit aHanus
opraHoB oBH, Y3U opranos
PIOLIHOM [0I0CTYH,
PT GenpenHeIx
KOCTEH
21 [Tanurmouepasa ansda [bonesus Fowe I u 111 npeacneHue 15-60 En/xr Macchl Tena  [YBEAMYCHHE AKTHBHOCTH UlekapcTBEHHAS HEMEPEHOCUMOCTD.
vodnusar ans TUIIOB, MPOTEKAIOWAA ¢ [AKTURHOCTH a | undysuio. Yacrota ne3nu Dome: yrayGnenve




PUrOTOBIEHUS
KOHLIEHTpaTa A4
MPHUrOTOBIEHUA
pacTeopa nis
BHYTPUBEHHOTO
BBEAEHUA

HHUYECKH-
HaYUMbIMH
UTOTICHUEH,
praHoMeranuei,
OpaXEHUEM KOCTHO-
YCTABHOH CHUCTEMBI,
OBJICYUCHUEM

PKM3HEHHO-BAXKHBIX

OpraHoB

LI K/IETOK KPOBH,
MOJTEKYAIpHO-
reHeTHYeCKOe
MCC/IEAOBAHKE C
LIENBIO NOUCKA
IMyTawuii B rene

PIOLLHOMH TOJI0CTH,
PT 6eapeHHnIx
ocTeH

IGBA, o6uuii ananus
poBu, Y3H opranos

Irmoxkouepebpo3unas pHysnii 1 pas 14- 28

InHei

IMTONECHUH, YBEIHYEHHE
CTCIICHU OPraHOMETaNUH,
MporpeccHs NOpaxeHus

[KOCTHO-CYCTaBHOH CHCTEMBI,
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Putykcumao,
Korueurpar pns
NpHrOTOBIEHUSA
pacTBopa st
uHy3ui,
pacTBop ans
NOAKOXHOTO
BBEJEHUS

Huddysnas
KpynHoOKJIeToYHasB
-KJIETOYHAs
nuMdpoma

BCE
pyTHHHBIE
J1JabopaTopHEI
e
HCCIEA0BAHH
ﬂ’
LUMTOTEHETUYE
cKoe
UCCNIeAOBAHUE
METOAOM
FISH Ha
nepecTpoiiky
reHOB c-myc,
Bcl-2 Bel-6
TpenaHoGuon
cud K/M,
nmomObanbsHas
MYHKLUS
M3T/KT,
eciu
MO3BOJIAET
COCTOSIHUE
00JIBHOTO,
ecnu Het- KT
BCEX
obnacreii, B
TOM YHCTe

ronosbl; MPT

75 Mr/mM? — 6 KypcoB
MHIYKUMOHHASA
Tepanus;
NPOTUBOPELMANBHASA
repanus 375 Mr/m?- 6
[KypcoB

HET

HuauBunyanbHas HenepeHOCHMMOCTDb U
peunauB MeHee 4eM uepes 6 Mecsles




no
NoKa3zaHWAM

Putykcumab,
Konueurpar ans
MPUTOTOBNCHHS
pacTBopa A1
nHdy3nii,
pacTBop Ans
NOJKOXHOTO
BBEJCHUA

IepsuyHas BCE DyTHUHHBIE (375 MI/M? — 6 KypcoB  [HeT M HanByayanbHas HEMEPEHOCUMOCTD U
MeInacTHHaIbHAas | nabopaTopHele  MHAYKUUOHHAs PELMIUB MEHEE YEM Hepe3 6 MeCALEB
B-knerouHas UCCICIOBAHUSA, [TE€panus;
Jumdoma TpenaHoOUOMNCUs [MPOTUBOPEUMAUBHAS
¥/M, momGanbHasrepanus 375 mr/m?- 6
MyHKUHUS Kypcos
IIDT/KT, ecan
MO3BOJISET
COCTOSHUE
00ONBHOrO, €CIH
Her- KT Beex
obnacreii, B TOM
YKCIIe FOJIOBbI;
MPT no
MOKa3aHHAM
Jlumdoma BCE pyTHHHBIE  [375 MI/M%— 6 KypcoB  [HET M HauBuayanbHas HEMEPEHOCUMOCTh U
MapruHajibHOH naboparopHble  [MHAYKUHOHHas [PELIAMB MEHEE YEM Hepes 6 MeCsLIEB
30HBI UCCNIE0BaHHA, [Tepamnus;
TpenaHobuoncus

K/M, anGaanaﬂpomepmuBaromaﬁ

MYHKLWsA repanust 375 mr/m? Ne
TIDT/KT, ecau  |12;

Ho3BOJAET

COCTOsHHE POTHBOPELIMANBHASA
GonsHoro, ecau  [repanus 375 mr/m- 6
HeT- KT Bcex YPCOB

obnacreii, B ToM r(

YUCJIE TOJIOBHI;
MPT no
NOKa3aHHAM




MakpornoGynuHeM | Bce pyTuHHbie [375 MI/M? — 6 KypcoB  [HET MHuaMBHAyaibHas HEMEPEHOCUMOCTL H
ua BanpaeHcTpéma | nabopaTopHble  MHAYKLHOHHAs PELIMB MEHEE YeM yepe3 6 MeCsLEB
WCCNIEOBaHuUs, [Tepanus;
TpenaHobuoncus
K/M, m0M6am,Haﬂpomepx<uBalou1aﬂ
IYHKLUKSA, repanus 375 Mr/m? Ne
MonkynsapHoe  |12;
HCCJIEIOBAHUE HA
MYTaLHIO POTUBOpELUANBHASA
MYDSS, epanus 375 Mr/M2- 6
IM3T/KT, ecnu Mcos
NO3BONAET
COCTOsIHHE
60NBLHOTO, €CITH
HeT- KT Beex
obaacreii, B TOM
YUCJIE I0JIOBHI;
MPT no
NOKa3aHUAM
MantuiiHokneToun | Bce pyTunHble (75 MI/M?— 6 KypcoB  HeT HMuauBuayanbHas HENEpEeHOCUMOCTD U
as numdoma nabopaTopHele  MHIYKLUMOHHAs PELMIHB MEHEe YEM Uepe3 6 MecsLeB
MCCNIEIOBaHKUA, [Tepanus;
TpenaHoGuoncus
K/M, moMOansHasnonepKUBaroLLas
MyHKUKA, Er1epam/m 375 mMr/m? Ne
LMTOreHeTHYeck [12;

0€ UCCNIeIOBAHNE
Mertoaom FISH
Ha MepecTpoiiky
redos Cyclin D1,
Mmymayuo TP53
II2T/KT, ecnu
NMO3BONAET
COCTOsIHHE
GOJILHOTO, €CITH
HeT- KT Bcex
obnacTeii, B TOM
YHCJIE TOJIOBBI;
MPT no
TOKA3aHHAM

NPOTHBOPELMANBHAS
Tepanus 375 mr/m?- 6

ypcoB




DonnukynsapHas BCE PYTHHHBIE [375 MI/M?— 6 KypCOB  [HET MuauBuayanbHas HEMEPEHOCUMOCTD U
numboma JaGopaTtopHbie  MHAYKLMOHHAS PELILIUB MEHEE YEM Yepes 6 MecALEB
HCCIeIOBaHuA, (Tepanus;
TpenaHoGuoncus
K/M, nioMbanbHasANO e PKUBAIOILAN
MyHKLIUA, mepanus 375 Mr/m? Ne
LUMTOTEHETHYECK |12;
0€ HCCIIC0BaHUE
MetonoM FISH nmporusopeuunusHas
Ha nepecTpoiiky (repanus 375 mMr/m?- 6
Te€HOB C-myc, YPCOB
Bcl-2 Bel-6
I2T/KT, ecan
NO3BOJIAET
COCTOAHUE
60JIbHOTO, ecIH
Her- KT Bcex
obnacteii, B ToM
Yucne ronossl;
MPT no
NoKa3aHUAM
XpoHuueckuit BCe pyTuHHble (375 Mr/M?>—1kypcu  cam auarnos XJ1JI MHIMBH Y aNbHAs HEMEPEHOCUMOCTD U
JuM¢ouUTapHbIH naboparopHbie [S00 Mr/mM%—~ 5 KypcoB  HauMHas co 2-I0 Kypca  [PEUMAMB MEHee YeM uepe3 6 MecALEB
neiiko3 HCCNIENIOBaHNs, MHAYKLUMOHHAs
TpenaHoGuoncu Eepanml;
A K/M,
UMMYHOGhEPOTH [NPOTUBOpELMAUBHAS
nuposaHue  frepanus 375 mr/m? — 1
nepudepUYECcKo rkypc 1 500 Mr/m* -5
i kpoBU MM KyPCOB MHAYKIIMOHHAA
K/M, repanus;
MYTaLHOHHbI
CTartyc,
MOJIEKYJISAPHOE
h MCCle0BaHUe
Ha Mymayuso
TP53,
TIDT/KT, ecnu
N03BOJIAET
COCTOsIHUE

OonkHOro, eciu
Het- KT Bcex




obnacreii, B TOM
YUCJIE TOJIOBHI;
MPT no
NoKa3aHUAM
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®naynapabuH
KOHLEHTpAT A
TNIPUTOTOBNEHUS
pactBopa ais
BHYTPUBEHHOIO
BBEACHMUS,
nuodunusar ais
TIPUrOTOBJICHHUS
pacTBopa Ais
BHYTPHBEHHOTO
‘BBEACHUS

Mantuiinoknerounas| Bcee 1o ke, uto | MHaykumoHHas HET PesucTenTHOCTB K Npenapary u
numdoma Ans repanus: ot 20 no 25 HWHAUBHAYaJIbHasl HEEPEHOCHMOCTD
putykcumaba Mr/m? B/B 3 aHs 1160 40
MI/M? BHYTpb 3 AHS Ha
kypc. Beero 6 kypcos
IpoTuBopeLMaAnBHA
A Tepamnus B TOi xke
JIO3UPOBKE U pekUMe
XpoHudeckuii Bce 1o ke, uto | MHAykuuoHHas HET Pe3HCTEHTHOCTD K Npenapary u
numMbouuTapHBI s rrepanus: ot 20 po 25 Fuausunyanbuaﬂ HENMEPEHOCHUMOCTD
nelixo3 putykcumaba Mr/M? B/B 3 ans nu6o 40
MI/M? BHYTpb 3 IHS Ha
Rkypc. Bcero 6 xypcos
[TpoTuBOpEeLMAUBHAS
reparuis B TOM xe
103UpOBKE H peXume
Makporno6ynunemus| Bce 1o ke, uto |HHAYKLUUMOHHAs HET Pe3NCTEHTHOCTD K Mpenaparty u
Banbaenctpéma s repanus: ot 20 no 25 MHAWBUAYaNIbHAst HEMEPEHOCUMOCTh
puTykcumaba NF/MZ B/B 3 nus nubo 40

MI/M? BHYTpb 3 [HS Ha
ypc. Beero 6 kypcos
pOTHBOPEUMANBHAS
epanus B Toil xe
O3UPOBKE H peKHUME




Dopma npeacTaBAeHMA AaHHbIX O MONEKYIAPHOM MOHUTOPUHTE NauneHToB ¢ XMJ1, noaydatoLmx umatuHnb (Hanpasnate Ha Turkina.A@blood.ru)

®HO 60abHOrO (TOILKO
HHHUIHAJIbI)

Hara poxaenuns
(ma.mMM.ITTT)

HaTta Havyana
Tepanuu
HMATHHHOOM
(1A.MM.ITTT)

Jara nocjeanero
MOJIEKYJISIPHOIO aHAIHN3a
BCR::ABL1 (wi.MMm.rTIT)

Pe3lebTaT nocJeaHEero
MOJleKleﬂpHOFO AHAJIH3A (ypOBeHb
OTHOCHTEJILHOH IKCIIPECCHH
BCR::ABLI (8 %))




