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Better Health, Bhghtei

Talczd a

COMMONWEALTH OF MASSACHUSETTS
MIDDLESEX COUNTY

On this 21st day of December 2023, before me, the undersigned notary public, Sean Daly, pen
appeared, proved to me through satisfactory evidence of identification, which was a Massachus<
State Driver's License, to be the person whose name Issignhed on the preceding or attached do™

in my presence.

Witness my hand and official seal,

Elisabetb”~Cologer™yNdtary Public
My Commission Expires: on July 05, 2030

C'CisABEm pecoccb6-an

Printed Name: Elisabeth DeCologero, Notary Public
My Commission Expires: on July 05, 2030

n Elisabeth DeCologero
Notary Public
COMVONWEALTH OF MASSACHUSETTS
My Commission Expires
07/05/2030
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3HayeHue cumsona CE

Jtot CUMBON  O3HavaeT COOTBETCTBME  TpeboBaHMAM
Ounpektnebl Coeta E3C 93/42/EEC (0T 14 ntoHsa 1993 T.)

B OTHOLUEHUNN yCTpOI7ICTB MegnLUMHCKOro Ha3Ha4yeHunA

[JaHHoe nporpammHoe obecneyeHne COOTBETCTBYeTTPE6OBAHUAM
Onpektnebl Coeta ESC 93/42/EEC

MNpoussoanTens Takepa dapmacbloTnKanc C.UJA,, NHK.
(Takeda Pharmaceuticals US.A, Inc.)
Hayden Ave, Lexington, Massachusetts, 02421, USA (CLLA)

FapaHTnA

Takeda, ADVATE, ADYNOVATE — TOBapHble 3Haku KomnaHum Takega ®apmacbtotukanc C.LLULA., VHK.
(Takeda Pharmaceuticals U.S.A., Inc.), KOCBEHHOW A0oYepHel KOMNaHUW, HaxoAsLLeics B NOHOWN
cobcTBeHHOCTH Takeda. Bce npouve ToBapHble 3HakKM, 6peHabl Unv N306paXkeHns, UCMONb30BaHHbIE B
HacToALeM JOKYMeHTe, ABMIAIOTCA COOCTBEHHOCTLIO COOTBETCTBYIOLLNX BNajeNbLieB.

TonbkKo No npeanucaHnio spava.
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1. BeepeHue

1.1 O6wune cBegeHUs

MporpammHoe obecneyeHne myPKFiT Ha ocHOBe BeG-NPUIOXEHWS, Bepcusi 3 1 ee BapuaHTbl oT 3.4.3
00 3.9.9 (s MegmuMHCKMX paboOTHUKOB) — 3TO NPOrpaMmMHoe obecneyeHne Ha OCHOBE Beb-
MPUIOXeHNs, NO3BO/AOLLLEE MOLENNPOBATL PEXMMbI [031POBaHNSA NIEKAPCTBEHHOIO npenapara ¢
yyeTom hapmakokunHeTnyeckux (PK) npounein naymeHto. OtaenbHble OK xapaktepuctukum hakropa
VIK (FVMI) MOryT U3MeHATLCS B 3aBMCMMOCTM OT OCOGEHHOCTEN MauueHTa: Bo3pacTa, Macchl Tefna u
YPOBHS (hakTopa BunnebpaHaa. Utobbl CHU3NTL HArpy3Ky Ha naumeHTa u KIMHUKY, NPUIoXKeHue
myPKFIT ncnonb3yet MMHUMYM CBSi3aHHbIX C MaLUMEHTOM NepeMeHHbIX A1 pacyeTta 403VPOBKK
NEeKapCTBEHHOrO npenapara.

[JaHHOoe pyKOBOACTBO MO/b30BATENA COAEPXUT 0630 BCEX (DYHKLUIA, AOCTYMHbIX B MPUTOXEHNN.
[ONONHUTENBHYIO CNPABOYHYIO U MHYIO UH(OPMaLMIO CM. B pa3gene 1.5 HacToALLero pykoBoAcTea
nosib3oBaresns.

MporpammHoe o6ecneyeHne myPKFiT Ha OCHOBe BeO-NpUIoXeHus, Bepcns 3 1 ee BapuaHTsbl ot 3.4.3
[o 3.9.9 (ons mMeguUMHCKMX paboTHMKOB) o6ecneymBaeT BO3MOXHOCTb  YCTAHOBKWM  YPOBHEW
aKTMBHOCTU FVIII,  npeBblwalowmux  nepBOHa4Ya/lbHO YCTAHOBNEHHbLIA BpayoM MOPOrOBbIl
YPOBEHb. 3TO CMYXXWUT OCHOBaHWEM A/ MPUHATUA PeLleHWn N0 KOpPPeKLuUn 4acToTbl BBEAEHWI W
BE/IMYMHbI [03bl, YTO OCOGEHHO BAXHO AN MaUMEHTOB C KOPOTKMM MNepuoLOoM MNONyBblBEAEHUS
FVIII.

[ns yoo6ceTBa M3M0XEHUs1 B TEKCTE HACTOALLEro pykoBoAcTBa lNporpammHoe obecneveHne myPKFIiT
Ha OCHOBE BEO-NPUIOXeHUsi, Bepcusa 3 M ee BapuaHTbl oT 3.4.3 oo 3.9.9 (ana MeauUUHCKNX
paboTHNKOB), npeAcTaBnaoliee coboli Be6-NPUNOXKEHUE, MOXET MMEHOBAaTbCA NPOrpaMMHbIM
o6ecneyeHnem myPKFiT, MO myPKFiT, myPKFiT, myPKFIiT 3 nan MO.

KomniekT nocrasku

MporpammHoe o6ecneveHne myPKFIiT aBnseTca nporpaMMHbIM NPOAYKTOM, paboTta ¢ KOTOPbIM
OCyLLecTBNAETCA OHMIaiiH yepe3 VHTepHerT.

PyKOBOACTBO Monb30Batesns AOCTYNHO B IHTepHeTe Ha calite www.mypkfit.com

1.2 Ha3HauyeHue

MpegHasHayeHO AN CO34aHWSA  MHAOMBUAYa/IbHbIX  (hapMakokmHeTnyeckux (®PK) npoduneit
naumeHToB W AN19 pacyeta [03MpoBku npuema ®aktopa VI B NpounakTMYyeckoM pexnme Ha
OCHOBaHMN  WHAMBUAYA/IbHbIX  (PapMaKOKMHETMYECKMX NapamMeTpoB  MauMeHToB, CTPaAaloLLmX
remotumnuneii A

1.2.1 YcnoBus Mcnosib30BaHUSA

MO myPKFIT npefHa3Ha4yeHo ANns UCNOJIb30BaHMA B KIIMHUYECKMX YCNOBUSAX.

MporpammHoe obecneyeHre myPKFiT ncnosb3yetcd 06yYeHHbIMU aBTOPU3VPOBAHHBIMY
KBaIM(PULMPOBAHHBIMN MeAULMHCKAMU PabOTHUKAMU MO HENOCPeACTBEHHbIM KOHTPOIEM
[AVNIOMUPOBAHHOIO NPaKTUKYHOLLEro B 0651acTv reMounnm Bpaya B yCroBuax 60/bHNLLbI N

KNnHuKN. MporpammHoe obecnevyeHmne myPKFiT He NPUHMMAET peLlleHnii 0 NeYeHN NaLeHTOoB.
PykoBoACTBO Nosnb3osatens myPKFT 5m3 114
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Hactoawee MO noaxoAut And WUCNOSIb30BaHWA MNPU pPas/IMYHbIX crnocobax nevyeHus nauueHToB,
BK/ItOYas CTauMoHapHoe u ambynatopHoe neveHne. OgHako MO myPKFiT He MoXeT 3aMeHuUTb co60i
060CHOBaHHOE CyXAeHWUe KBannpuumpoBaHHOIo MeAMLUMHCKOro paboTHUKA,

1.2.2 0O6nactb NpUMeHeHus

MO myPKFIT npefHa3HayeHO A/ WCMNONb30BaHUA  AWMNJIOMUPOBaHHBIMU  MeapaboTHUKaMU
(Bpayamu), UmeLWMMN HeobXoANMbIe MO3HAHWA BIEYEHUU TEMOpUINN.

MpunoxeHwne myPKFiT MOXeT  WCMOo/b30BaTthbCco ana co3faHus NHANBUAYANTbHBIX
(apmakokmHeTnueckux (®K) npodumneid naumeHToB U AN pacyeToB A03bl Mpenapara B
NMPOMUNAKTUYECKOM PEXMME C YH4ETOM UHAMBUAYaNbHbIX PK napameTpoB, OCHOBAHHbLIX Ha [AaHHbIX
o FVIII n3 MecTHbIX nabopatopuii ¥ NepcoHanbHON MHGopMauMm o nauymeHte. MeapabOTHUKM
(Bpaun) cmoryT MoOZenuMpoBaTb MNPOMUIAKTUYECKME PEXUMbI W 4acToTy BBEAEHUA C Y4yeToM
VHAUBKAYaNbHBIX NOTPeOHOCTeN NnaumeHTa 1 nnaHa nevyeHns. PesynbtaTbl pacyeToB B NPUIOXKEHNM
OyayT Mcnonb3oBaTthCa 418 BbIPabOTKM pekoMeHaaumnin no fo3uposke FVIIIN nHTepsanam MHgy3un,
4yToObI NOAAEPXKMBATL YPOBEHb FVIII HA 3ajaHHOM 3HAYeHUM ANS KOHKPETHOro nauueHTa un Bbille
Hero, B COOTBETCTBUM C pPeKOMeHZauusMy No [A03MPOBaHWUKO, NpPeACcTaBNeHHbIMU B CBOAHOM
xapakTepucTuke npenapara AABeint® unn npenapara ALEHOBENT® M MHCTPYKUUM NO MeAULMHCKOMY
npuMeHeHuto npenaparta AaBeiT® unn npenapara ALeHoBenT®.

Mexgy MO myPKFIiT # nayMeHTOM HeT NpsMOro B3aummogeinctsusi. ®daiinbl KakK4oro naumeHTta
WNMPYIOTCA M XPaHATCA Ha CTOPOHHEM LEHTPa/IbHOM cepeepexpaHeHnsdaHHbIX.

Mpunoxexnve myPKFIT OO/MKHO MCMNOMb30BaTLCA TOMLKO AN MOAE/IMPOBAHNA CXeM NMPUMEHEHUS
NS NauuveHToB, Nonyvatowmx npenapar Aasent® nnm npenapat AgeHoseT®. MO myPKFIT He MmoxeT
MCNosib30BaThCs A1 leYeHUs NauneHToBs, cTpagarLwmx 6onesHoto BunnebpaHga.

MO myPKFiT He MOXET UCNO/b30BaThCA A5 NeYeHNs NaUNeHTOB, OPraHM3M KOTOPbIX BblpabaTbiBaeT
HelTpanuaytowme FVIII aHTuTena (MHrIMGUTOPHI).

Mpunoxexnme myPKFIT fO/MKHO MCNONb30BaThCA TOIbKO A8 pacyeta Heobxogumoii fossl FVIIE ans
NPOMUNAKTUKA KPOBOTEYEHUI Yy 6ONbHLIX remoduamMein A B COOTBETCTBUM C YTBEPXKAEHHOM
WHCTPYKUMEN MO MpUMeHeHWo npenapata AABenT® wnm npenapata AgeHoBeint®. PelweHue 06
NH(Y3MN paccynTaHHOM Ao3bl FVIIL MeAnUMHCKMUIA pabOoTHUK NPUHMMAET NO CBOEMY YCMOTPEHWUIO, Ha
OCHOBaHWUW [JaHHbIX O COCTOSHMMN 3[0POBbSA U MHAMBUAYASbHBIX NOTPEOHOCTEN NauneHTa.

[aHHble 06 ypoBHe akTMBHOCTM FVIII B nnasme KpoBM, NpefoCcTaBiseMble MPUNOXKEHNEM,
npefHasHayeHbl /19  WCMO/Ib30BaHUS B  KAYyecTBe OLUEHKW, 4To6bl nobyaAnTb MauueHTOoB
NPUAEPXUBATLCA Ha3HAYEHHOro NPOMUIAKTMYECKOro JieYeHUs M MOoMOoYb WHpOpMUpOBaTb O
MPUHATUN PeLIeHNn 0 AeATeNIbHOCTU B COOTBETCTBUM C PEKOMEHAaUUaMN Nevallero spava.

1.2.3 Ycnosus npuMeHeHus

Mob6unsHoe npunoxenue TyPKPIT gnsa naunmeHTOB — 3TO 06LEA0CTYNHOE NPUNOXEHNE, KOTOpPOe
Mcnosb3yetca TOMbKO NauveHTaMyu C remoduiamnelri A, KOTOpPbIM MNPOMWCaHbl JIEKapPCTBEHHbIE
npenapatsl AABEUT nnn AAEHOBEWT anda cnegytowmx uenei:

e CobnogeHue rpadrka UHMY3MiA 1 NOCTOSAHHAA O0CBEAOMIEHHOCTb NauueHTa O 3aniaHMpPOBaHHbIX
NHY3nSX.
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e OTcnexuBaHume Npu BefeHWM nNauMeHTa C AaHHbIM 3a60/eBaHMEM, BK/HOYas pPerucTpauumio
NHGY3MIA 1 KPOBOTEUYEHMWIA.

e [ina cneumanuctoB B 06/1aCTM  3[4paBOOXPAHEHUSA - OTCMEXMBAHWE pacYeTHbIX YPOBHEA
aKkTMBHOCTM FVMI naumeHTa nocne npouaakTmyeckon nHQy3um Bno60e Bpems BTeUeHne AHA Ha
OCHOBe MapameTpoB (apMakoKuHeTnyeckoro npogpuna (®K) nauymeHta, UMMNOPTUPOBAHHBIX Y3
npunoxxeHns myPKFiT.

e OleHKa [aHHbIX NauWeHTa v NPy XenaHum BO3MOXHOCTb 6€30MacHO OTNPaBUTh MHAOPMALMIO
nonyvatento.

1.2.4. Knaccuukauma MeanUMHCKOro n3genms

B 3aBMCMMOCTM OT CTeMNeHW MOTEeHUMaANIbHOr0O puUcka MNPUMEHEHUS B MeLMULMHCKUX  Lensx,
mMeaunumnHckoe wusgenve «fporpammHoe obecneyeHne myPKFIiT Ha OCHOBe BeO6-NPUIOXEHMUSA»
OTHOCUTCA K Knaccy 2a, B COOTBETCTBMM C MPUHATON B Poccuiickoin ®epepaumvt HOMEHKNATypHO

KﬂaCCM(*)MKal_I,MGVI MeANLNHCKNX VI3,EI,efIVH7I no KnaccamMm B 3aBUCUMOCTM OT NOTEHLUMNa/IbHOTO PUCKa WX
NnPUMEHEHNA.

1.3 OnucaHue n xapakTepucTnukun

Huxe npuBefeHbl OCHOBHbIE (YHKUMN MYyPKFIT:

e YnpaBneHve nonb3oBaTefIaMun - MO3BOMAET aBTOPM30BaHHLIM MM0/b30BaTENAM CO34aBaTb
YUYETHblE 3anucyu Monb3oBaTenein Ana Bpadvei (MeauuUMHCKMX pPabOoTHUKOB) B CBOEN
KNVHWKe/MeAULVHCKOM LEHTPE 1 YNpaBiiaTb UMW,

e YnpasneHve nauueHTamum — No3BOSET BpayaMm (MeAUUMHCKUM paboTHMKaM) co3fasaTtb U
BECTU MeAMLMHCKNE MPOMUAN NaLNeHTOB.

e O6wasa wuHpopMaLMa O nauueHTe - TMO03BOMSET BpayaM (MeAVLMHCKUM pPaboTHUKaM)
npocmarpveartb nokasarenv nauueHToB, yBeLOMIeHUs U rpauikuy, CBA3aHHbIE C UHDY3UAMM
N KPOBOTEYEHUSAMMU.

e OK wnccnegoBaHve - faet BpayaM (MeAMUMHCKMM paboTHMKam) BO3MOXHOCTb CO3/aBarb
nHaveugyanbHole ®K npopunm naumeHToB C WUCNOJSIb30BaHWEM MECTHbIX N1abopaTtopHbIX
AaHHbIX no FV1IL.

e PacueT p[o03MpOBKM - fgaeT Bpayam  (MeAUUMHCKUM  paboTHMKaM) BO3MOXHOCTb
MOZEeNMPOoBaTh CXeMbl NpUMeHeHus FVill.

e OrtyeTbl 0 NauWeHTe - NO3BONAET BpayaM (MegULMHCKUM paboTHUKaM) COo34aBaTb KIMHUYECKUe
OTYeTbl O NaumeHTax, NPegoCcTaBNALWMX AOCTYN K CBOUM AaHHLIM C MOMOLLLID MPUIOXKEHWS

e PDF/CSV — no3BonseT Bpayam (MEAULMHCKAM PabOTHMKaM) co3faBatbh (aiinbl cO CBOAHOWA
MH(popMaLmein, cobpaHHOM B Mpouecce UCCNefoBaHWs, M COOTBETCTBYHOWMMU pacyeTaMmu
[031MpoBKY npenapara B gopmare PDF nnm CSV.

1.4 Hasuraywnsa

B MO myPKFIT mcnonb3ytoTcs CTaHAapTHble (YHKUMWMX Apyrue 37eMeHThbl yrpaBieHns BeG-caiiTom
(hnadkkw, nepeknoyvateny, BbiNagarolme MeHH0, CCbIKA U NpP.). MeHo-rapmoLlka npunoxerus myPKFiT
npeAacTaBnseT coO60 BepPTUKasIbHbIA CNNCOK 3/1EMEHTOB. KaXapblil 3n1eMeHT MOXET ObiTb pa3BepHYT
WA CBEPHYT, 4TOObI MOKa3aTb/CKPbITb COAEPXKMMOE. Haxatve Ha 3/1eMEHT MEHI-rapMOLUKM
pacKpblBaeT MEHI0, €C/IM OHO 3aKPbITO, WU/ CBOPAYMBAET €ro, eC/IN MEHIO Y)XKe OTKPbITO.
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OK VMOV
Q o=

A Oruetsi

MpuMeyaHue. B npouecce HaBuraymm no npunodXKeHuto myPKFiT He peKkoMeHaye T ca UCNob30BaTb
KHOMKY «Ha3ag» 6pay3epa, Tak Kak 3T 0 MOXeT NpuBecT U K N0OTepe BBeAEHHbIX AaHHbIX.

1.5 WHhopmayma; kacatowasca no/yaep>Kku nonb3osartenel

1.5.1. NMopaep>XKa KINEHTOB

Cm.cTpaHuuy «KoHTakTHas MHpopmauus» Ha cate www.mypkfit.com.

1.5.2 WHpopmunpoBaHne 0 Bepcum nNporpaMmMHOro obecnevyeHums

Ecnim  o6HOBNeHVe nporpaMMHOrO ob6ecrneyeHns BAWAET Ha  (YHKLMOHA/M NPOrpamMMHOro
obecneyeHus, 10 UHDOPMMPOBAHWE CheunannucTos, Mmetowmnx goctyn K O, npoucxoguT no
cpefcTBaM MacTep-KnaccoB, TPEHUHIOB W MNeyaTHbIX MatepuanoB (06HOBNEHHOE PYKOBOACTBO
Nno/sib30Batesia HanpaenseTca e LueHTpobl (JI1Y)).

2 Bxoa/Bbixop

2.1 O6buwne cBegeHus

B atom pasgene onucebiBaeTtcH, Kak BOWTU B NMPUNOXeHne n BbIATU W3 HEro, C6DOCI/ITb naposb u
N3MEHUTb HaCTpOVIKM yquHOVI 3anmncu.

2.2 Bxop

Ana poctyna K nnatpopme myPKFIT BeeauTe cnegytowmini URL-agpec B agpecHoi CTpoKe Beo6-
6paysepa; www.mvpkfit.corn

Mpunoxenne myPKFIT o4o6peHo 419 UCNONb30BaHWA CO CriedylowmmMmy bpaysepamu:

e Internet Explorer 11

e FirefoxSl

e Chrome 85
He pekomeHayeTcs MCNOMb30BaTb OOnee crapble BepcunM Beb-Gpay3epoB, TaK Kak WHTepdelic
nporpaMmbl  MOXET O0TobpaxaTbCAd HekoppekTHO. MO myPKFIT BbigacT npegynpexgawoulee
coo6LLeHne, ecnn AOCTYN K NporpamMmMe OCYLLECTBNSETCA C NOMOLLbI0 6pay3epa, OT/MYaloLLerocs ot
Internet Explorer 11 nnn FirefoxSl nam Chrome 85. MO myPKFiT oTo6pa3unt cooblieHne 06 olmnbke,
KOTOpOe He [faeT Mo/ib30BaTeNio OCYLeCTBUTb BXOJA ecnv ucnonb3yetcs InternetExplorer 9 wam
6onee cTapas Bepcusa ona Bxoga B npunoxxeHne myPKFiT.

MuHMasbHble TpeboBaHua KMK  Mpoueccop cyactotoin ot 2.4GHZ, 03Y4 b
MoHwuTOp C paspeLleHnem He MeHee 1280 x 1024
KomnblotepHasa MblLLib
KomnbroTepHas Kiasmatypa
Joctyn BUHTEpHET
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OnepaumoHHas cuctema Microsoft Windows 7 Professional/ Ultimate/Enterprise/8.0/8.1/
MacOSX 10.8/10.9/10.10

MNocne TOro, Kak Bbl 3aWin Ha Be6-cainT www.mvpkfit.com. Bbl MOXeTe HaxKaTb CCbINKy «Bxoa» u
NnepenTn K cTpaHuLe BBOAA YYETHbIX AaHHbIX.

BXxof,BG/CTiVy

eao¥ ism vnbjcsjrefl » *>«porb

CTpaHuLa BBOAA YYETHbIX laHHbIX NMO3BOJIAET BBECTM SIOTUH Y Naponb aas sxona B MO myPKFiT.
OHa TaK>Xe N03BOJIAET N0/b30BaTENH0 COPOCUTL NAPOJib C MOMOLLLIO PYHKLUUN «3abbliv Naposib».

2.2.1 3anpocHa nonyyeHue y4eTHON 3anncu nonb3oBartesns

[na nonyyeHns yyeTHOI 3anmMcyu Nonb3oBatesisi HEOO6X0AMMO 06PaTUTLCA K MECTHOMY CUCTEMHOM
agMuHUCTpaTopy. Kak TOMbKO Balla yyeTHas 3anucb OyAeT co3gaHa, Bbl MOayymTe cOO6LieHMe Ha
3/IEKTPOHHY0 NOYTY CO CChINIKON ANs ee akTuBaLmn. CPOK AeNCTBMS CCbINIKM A5 aKTUBALMK UCTEKaeT
yepe3 10 paHeil. EcnyM CpoK [AEWCTBMS  CCbIKM  UCTEK, BaM HYXXHO CBfi3aTbCA C BalUuM
aAMVHUCTPATOPOM.

HaxaB Ha CCblIKy B COOGLEHUW 3NEKTPOHHOW MouThl, Bbl OyaeTe nepeHanpas/fieHbl B OKHO
nepBoHavanbHOro BXxofda B npunoxeHne myPKFIT, rge Bam 6yaeT npegnodXXeHo co3fatb naponb U
Bbl6paTh KOHTPO/IbHbIE BOMNPOCHI A4/ 06ecrneyeHns 6e30nacHOCTU.

2.2.2 TepBblii BXOA,
CHavana Bam 6yaeTt npeA/ioXeHo co34aTb HOBbIM Maposb.

MpumeyaHune. MpoliguTe MO runepccbiike «TpeboBaHMA ¥ Napono» Aas8 NpocMoTpa npasun
co3faHusa napons.

MNpasuna co3gaHusa napons:
e [lapofibAo/KeH cofep>XaThb He MeHee 8 6YKBEHHO-LU{POBbIX CUMBOJIOB.

e B cocTaBe nNaposisi AOMKHO 6bITh He MeHee 1 LudpoBoro 1 1 6yKBeHHOro CMBO/A.
e HoBblii Nap0o/ib He MOXKeT COBMNaAaThC KAKUM-INMGO U3 4 Npe/blAyLL X Naposeil.
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Mocne co3gaHna naposis Heo6xo4UMMO NPOYNUTaTb U NPUHATL YCIOBUA MUCNOJb30BaHWUA U MONUTUKY
KOHPUAEHLNANbHOCTH.
rMocne NPoYTEHUs YCTAHOBUTE (NIXKOK WM (PNAKKW, O3HAYalLme cornacue, ¥ HaXMUTE KHOMKY

«[loaTBEpPANTL»

MpumeyaHmne. Ecnm YcnoBms Mcnonib3oBaHns 1 MonamTuka KoHguUaeHUnanbHOCT U 6yay T B 6yayLiem
M3MEHEeHbI, BaM 6yAeT npeAsioXKeHO NOBTOPHO UX MPUHATb.

Kak T0NbKO YCNnoBuMs MCnob30BaHUA M Monutnka KoHOMAEHLManbHOCT 6yayT NPUHATLI, Bam 6yaeT
npeasioXKeHo BblbpaTtb ABa KOHTPO/bHbLIX BONpoca. 3T BOMpPOCkl OyAyT 3a4aHbl, ecnun Bbl 3abyaete
naporsb.

Mocne Toro, Kak KOHTPO/bHbIE BOMPOCHI 6YAyT BbiGpaHbl, HAXKMUTE KHOMKY «[MOATBEPANUTbL»

2.2.3 BoccTaHOBUTbL 3a0bITbli MNapob

Ecnm Bbl 3a6bINW CBOI NapO/ib, TO Bbl MOXETe 3aNpoCuThb HOBbI Napo/b, MPOAS MO CCbifKe «3abbinn
napo/ib?» Ha CTpaHuULIe BXOJa B MPUNOXEHME.

Bam 6yfeT nMpeAnoXKeHO BBECTV Ball afpec 3/1IEKTPOHHOM MOYTbl M OTBETUTb HA KOHTPO/IbHbIE
BOMNPOCbI, CBSA3aHHbIE C aAPECcOM 3/1IEKTPOHHOI NoYThl. Moc/e yCrnewHoro BBoAa NpaBu/bHbIX OTBETOB
Ha KOHTPO/IbHbIe BOMPOCbI Bbl MOMy4YUTE MO 3/IEKTPOHHO NOYTe MUCbMO CO CCbINIKOW, KOTOpas
HanpaBuMT Bac Ha CTpaHuLy, rAe Bbl CMOXETE U3MEHUTb CBOI Naposib.

23 MeHI0 yyeTHOI 3anucm nonb3osBartens

I rnaanas Monb3osaTenu HacTpoiiku Cnpaska Bbixoa

flo6po noxanosaTb, VAL Russia Clinic Admin! QI: ]

MeH!0 yYeHolA 3anucy NpeacTaBnseT coboli CTPOKY UHCTPYMEHTOB B BEPXHEW YacTV OKHA MPUIOXKEHMS.
MaHenb OTKPbIBAET AOCTYN K psifly CTPaHuL, B TOM uuc/ie:e

e [NaBHad

= [lonb3oBarenu

e Hactpoiiku

e CnpaBka

e Bbixog

e TekyLwasa KInHMKa
MpumevaHve. Bkiagka «lofb3oBaTeny» BuAHA TOMLKO MOML30BATENAM, MMEK MMM Mpaso AocTyna
AgMUHMCTpaTOpa KIMHVKW. Bonee nogpobHyd MHopmauuio cM. B pasgene 8.
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2.4 Bbixop

Bo mn3bexxaHne BO3MOXHbIX TEXHUYECKUX Npo6nem wunv npobnem 6e3onacHOCTU nepepn TeM, Kak
3aKpbiTb OKHO WM BKIafky 6paysepa, crefyeT BbIXOAUTb M3 npunoxeHus myPKFiT, ncnonb3ys
onuuio «Bbixog».

[lnsi 3TOr0 B MEHI0 Y4YETHO 3anncu Heo6X0AMMO HaxaTb KHOMKY «Bbixof».

MpumeyaHne. B uensx 6e3onacHOCTM Beb-calT OCHaLW,eH (DYHKUWERA OrpaHu4yeHuss BpeMeHu
oxuganusa. NpumepHo yepe3 30 MUHYT OTCYTCTBUSA aKTWUBHOCTM Be6-calT NpepBeT CeaHC B
CBA3N C UCTEYEHWEM CpOKa OXXWAaHuA, U Bbl OyfeTe nepeHanpas/ieHbl HA CTpPaHuuy BXOoAa B
MPUIOXKEHME.

2.5 [T[lepeknoyeHne mMexay akTUBHbIMU KIUHUKAMU

Ecm Bbl XOTUTE UMETbL AOCTYN K HECKO/IbKUM KnMHUKamM B myPKFIiT, Bbl MOXKeTe nepeknyvarbes
MEX/Y aKTUBHbIMU KIIMHUKAMWN HaXXaTUEM Ha Ha3BaHWe COOTBETCTBYHOLWEN KMHUKMA B MEHIO YHETHO
3anucn. Ecnn y nonb3oBaTens ecTb nMpaBa Ha MPOCMOTP AaHHbIX Ans 60/7ee YeM O4HOWN KAVMHMWKMN,
OTKPOETCA BblNafatloWwnii CNUCOK C Ha3BaHUAMU KAVHWUK. BblbepuTte KAUHWKY, AaHHble KOTOPOM
XOTWUTE MOCMOTPETH.

PK fnaBHas Monb3osaTeT -
PiT Russia Cl<ilc2

MCEHHAS I>CUXA91PNIecKsn oenka

Jo6po noxkanosatb, VAL Russia Clinic Admin! Russia Tcsi Oiric

2.6 HacTpolikn yyeTHOI 3anucu

HakmMuTte KHOMKY «HaCcTpOViKM YYETHO 3anncu» B MEHIO YYETHOM 3anncu nosib30BaTens, v Bbl
6yaeTe nepeHanpaBneHbl Ha 3KpaH «HacTpoliku yYeTHOI 3anucmn».

B 3TOM OKHE Bbl CMOXeTe U3MEHUTb CieAytoLLne HaCTPOMKN:
e VI3MeHUTL naposb
e I3MeHUTb afpec 3N1eKTPOHHOW NoYThl
e VI3MeHUTb KOHTPO/bHbIE BOMPOCHI
e PepaktupoBaTb HacTPOMKK (A3blK UHTEPdElica U NEPBUYHYIO KINMHUKY)

2.6.1  3meHWTb nNaposnb
Haxxmute Ha 3HavyoK KapaHpawa «/3meHuTbnaposib» 419 U3MEHeHUs naposs.

Bam noHago6uTcs BBECTM Ball MpeAblaylivii naposb, a 3aTeM HOBbliA. Mocne Hakatusi KHOMKU
«COoXpaHuTb» Maponb 6yAeT W3MEHEH, a Ha 3MEeKTPOHHYK MouTy 6yAeT OTnpaBfeHOo MUCbMO C

NOATBEPXKAEHNEM.

MpuMmeyaHue. ECnu Bbl HE MOXKeTe M3MEHUTb Naposib, NOSABATCS COOOLLEHNE O HeAOoCTatLLnX
[AaHHbIX.
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2.6.2 13MeHUTb afpec 3/EKTPOHHONM NOYTbI

YTOObl M3MEHUTb aApec 3NEKTPOHHOW MOYTbl, HXXMWUTE Ha 3HA4YOK KapaHpawa «/I3MeHUTb afpec
3N1EKTPOHHOW NOYTbI».

BBeauTe HOBbI afipec 31eKTPOHHO NOYTbI M Napo/b U HAXKMUTE KHOMKY «COXpPaHnUTb».
Ha Bally 3neKTpOHHYt NouTty 6yAeT OTNPaBieHO NUCLMO C NOATBEPXKAEHNEM.

2.6.3 VI3MeHUTb KOHTPO/IbHbIe BOMPOCHI

YTOGbl M3MEHWTL KOHTPOJ/IbHbIE BOMPOCHI, HAXKMUTE Ha 3HAUOK KapaHgalwa «/3MeHWUTb KOHTPO/bHbIe
BOMPOChI».

Bbi6epuTe Apyroii KOHTPO/bHbIA BONpoC U/unu oTeet. MoATBEPAMTE Maposb, YTO6bI NOATBEPAUTD
M3MEHEHUS, 1 HaXMUTE KHOMKY «COXpaHMTb». Ha Bally 3/1eKTPOHHY0 nouTy 6yaeT oTnpaBiieHo
MUCbMO C NMOATBEPXKAEHUEM.

2.6.4 PepaktnpoBaTb HaCTPOWNKM

UToObl NepeiiTh K HacTPOKaM Y4YeTHOW 3anuncy, HaXXMUTE Ha 3HA4YOK KapaHdawa «PepaktnpoBatb
HaCTPONKMN».

B 3TOM OKHe MOXHO BblGpaTb APYroi S3blK WAM OCHOBHYK KAWHWKY (ecnn Bbl paboTaeTe B
HECKONbKMX KNMHUKax). OCHOBHas (NepBUYHAs) KIMHMKA — 3TO K/IMHMKA, KOTOpas no yMOM4YaHuWIo
3arpy)xaeTcsi B KauyecTBe aKTMBHOM K/MHUKM NpU BXoAe B cuCTEMy. [locne Haxatus KHOMKW
«COXpaHUTb» Ha 3KpaHe MOSABUTCA OKHO NOATBEPXAEHNS U3MEHEHMUS HACTPOEK.

2.6.5 [Joctyn K Beb6-canty

Ha cTpaHuue «HacTpoilka y4eTHOW 3anucu» MOXHO MpocMaTpuBaTtb CBOM YPOBEHb AOCTyna B
cucteme myPKFiT. Tabnuua «[octyn K Be6-CalTy» COAEPXWUT BCE KMHMKMK, K KOTOPbIM Y Bac ecTb
[OCTYN, 1 Bally pOJib B K&XA0W KINHUKE.

2.7 HacTpoWKu yBeaoOM/IeHWNIA

HaxxaB Ha «HacTpoliku» B MEHI0 yY4eTHOW 3anucy Nosb3oBaTens, Bbl NepeiijeTe Ha sKpaH HacTpoek
yyeTHoOR 3anucu. lonb3oBaTenu, UMeKLW,Me 6a30Bblid A0CTYN K AaHHbIM KAnHUKK (Basic Clinical
Access), YyBMAAT BKNaAky «HacTpoilkv yBefoOMeHWUn». Bblbepute BKNagky «HacTpoiiku
yBEe4OM/NEHWNII», 4TOObI OTKPbITb CTPAHULLY.

HacTpoiikv yBeAOMAEHWUI A UCNOMNb3YIOTC ANA CO34aHUs YBEAOMIEHWUI B MPUNOXEHUN, CBA3AHHBIX C
pas3/IMyHbIMK BUAAMU aKTUBHOCTU MauuveHTa. Bbl MOXeTe BKIHOUNUTL YBEAOMIEHUS AN ClefyoLwmx
TUNOB aKTUBHOCTM NauuneHTa;

e CobbITne KpoBoTeueHua. Bbl nonyyute yBegoOMJIEHUE 060 BCex KPOBOTEYEHUSAX,

3aPErMCTPMUpPOBaHHbLIX NaUNEHTOM.

e T[loBTOpPHOE KpPOBOTEYeHWe. Bbl monyunTe yBeAOMSIEHME MPU MOBTOPHOM KPOBOTEUYEHWUMU,
3aperncTpMpoBaHHOM Ha TOM XXe yyacTKe TeNa,uTo 1 npeablayLiee KpOBOTEUEHME.
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HeckonbKo CcycTaBHbIX KpPOBOTeYeHW nogpagh. Bbl nonyuute yBefOMIEHME O BTOPOM
CYCTaBHOM KpPOBOTEYEHWMW, 3apPerucTpupoBaHHOM Ha TOM )>Ke y4yacTke Tena, 410 MU
npeagblayliee KpOBOTEUEHNE,

CnoHTaHHOE  KpoBOTeYeHMe.  Bbl  nonyuste  yBeAOMAEHME O  KPOBOTEYEHWUMW,
3apermcTprpoBaHHOM Kak CMOHTaHHOE KPOBOTEYEHME,

KpoBoTeyeHne npu TpaBme. Bbl nonyuute  yBeAOMJIEHME O  KPOBOTEYEHUM,
3aperucTpupoBaHHOM Kak «KpOBOTeYeHUe Npu TpaBme/NnoBpexaeHnmn.

Cob6nofeHne pexnma NHGY3MM HXKe LeneBoro ypoBHSA. Bel nofyunte yseoMaeHne, Korga
cobNAeHNE peXxXMMa MH(Y3UU NaLMeHTOM HMKEe YCTAHOB/IEHHOIO LieIeBOro YPOBHS.
MponyweHHas WHDY3nsa. Bbl nonyuynte yBefOMEHWE, KOrga nauueHT nponyckaet
3annaHupPoOBaHHY NPOPUNAKTUYECKYIO UHY3MIO.

TpebyeTtcs o6cnefoBaHne. Bbl nonyunTte yBefoMeHue, Korga fgata nocriefHei OLEeHKM
nauneHTa Bbllle YCTaAHOBEHHOIO KOMMYECTBa AHEN MeXy OLeHKaMW.

) Monbsosatenun HacTpoiikn Cnpaeka
FiT
WNHthopmaLuus 06 yyerHou sanucu HacTpoiikn yBegomneHni

/K 06wm ysegomnenus

HacTpoiika yBeAOMIEHNI O COBLITUSAX, CBA3AHHBIM O NAUMEHTOM

KoesoTteuenHs

MoenoHm gx«ome<M

CobnoaeHne pexxnme uHbymu

«Ure<aoro=TH A

TpebyeTcs o6cnegoBame

<C.'VA'B o gHelt *83*Ne TO«aaulymif('c 04 :E C

Ha akpaHe «HacTpoikn yBefoMIeHNiA» Bbl yBUAMUTE cnedytowmne pasgens:

e 0O6Wwue yBeaOM/IEHNS O NauueHTax. 3T HacTPOKM yBeAOMIEHU NPUMEHSIOTCS KO BCEM
naLueHTam B CMCKE NaLMEHTOB NO/b30BATENS.

e YBepomeHus 06 OTAeNbHbIX NauueHTax. 3T HACTPOWKM YBEAOMIEHNU MOXHO HaCcTpOWUTb
AN OTAEeNbHbIX NaLNEHTOB.

Yto6bl O06HOBWTL HaapoWKM AN OTAENbHOTO MauueHTa, YCTaHOBWTE (NaXoK B Mone,
COOTBETCTBYIOLLEM €r0 (hamMuiuM U UMEHW, U U3MeHMTe HacTPOKW YBELOM/IEHWIA MO CBOEMy
ycMoTpeHuio. O6Lmne yBeaoMNEHNUs NaumeHTa He 6yayT NPUMeHSATbCA K nauueHTam, Ans KOTOpbIX
COXpaHEeHbl MHAMBMAYaNbHbIE HACTPOMKM yBeAOM/EHWIA. ECM NauueHT He BbIGpaH ANs NOny4YeHus
WHAVMBUAYabHbIX YBEOMIEHWNIA, K HEMY MO YMONYaHM0 6yayT NPUMEHEHbI 06LLME YBEAOMIEHMS.
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2.8 Bosspart Ha naHenb ynpassiieHUa myPKFiT

Utobbl BepHyTbCA Ha maHenb myPKFIT, Haxmute Ha norotun myPKFiT B BEPXHEM KOJIOHTUTY/E Ha
NGOV cTpaHuLLe NPUNOXKeHUs. TakKe Nob30BaTesb TakKe MOXET BEPHYTLCA Ha NaHesb ynpasneHus,
BbIOpaB BKaAKy«l naBHas».

E_K Nonbsosatenu HacTpoiikn Cnpasha Buixog

1T

3 TMaHenb ynpasneHns myPKFIT

3.1 O6uwune ceefeHns

B 3TOM pasfesne onvcaHbl (yHKUMK, AOCTYNHble Ha MaHenn ynpaesnexus myPKFiT ana nonb3osatenei,
MMetoLMx 6a30Bblil AOCTYN K AaHHBLIM KIMHUKW.

Mocne ycnewHoro Bxofa B NPUMOXEHWE Ha 3KpaHe NosSBUTCA CTpaHuua MaHenu ynpaeneHus, Kotopas
COZEPXKUT CMINCOK «MOoW NaLMeHTbI», 0OLLY) MH(POPMALIMIO O KAMHMKE U NOAPOGHY MH(OpMaLMIo O
Ba)KHbIX PUCKaX MPenapaTtoB, WCMOMb3YEMbIX B 3TON KIMHUKE.

MpumeyaHune. Monb3oBaTeNM C Npasamy TONLKO afMVHUCTPATOPa KIVHVKWA MO YMONYaHUO Mpu
BXO4e B CUCTEMY BMAAT CTpaHuuly «Monb3oBaTenm». OyHKUMM ynpasfieHWs Mofb3oBaTenamu
onucaHbl B pasgene 8.

B cnncke «Mom naupeHTbl» COAEPXMTCS Creayowas nHpopmauus:
= CocrosiHue
e WpaeHtngukatop (ID) naumeHTa KAUHUKM
e [op poxaeHus
e HasHaueHHbIi npenapart
e Jloctyn K AaHHbIM
e CobnogeHvie pexuma NUHGpy3uii
e [lata npegbigywero ®K mnccnenosaHmns
e YBeAOMNeHUs
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Sizis

Fnaswas Nonbsosatenn HacTpos u Cnpaska

BbIXOA
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3.2

MH(opmauma o cnucke naumMeHToB

CnuUCcoK MauueHTOB MO3BOJIAET YNPaB/ATh TEKYWMMU NauueHTaMu 1 co3aaBaTbh HOBbIX MauMeHToB. [ns
3TOr0 HYXHO HaXaTb KHOMKY «[J06aBUTb HOBOMO MaumneHTa».

3.2.1

Monck B cnMcKe nayneHToB

CTpoka noucka B BepxHeli 4yacTu CMNucKa MauuMeHTOB MO3BO/SeT JIerko NepexoAuTb K npodunasm
nauneHToB. YTo6bl HauaTb MOMUCK, MOMIHOCTbIO WAW YaCTUYHO BBEAUTE UAEHTU(UKATOP NauueHTa
KTVHUKWN, TOA €70 POXAEHUS WAW Ha3HauyeHHbIi npenapaT. PesynbTaThl Moucka GyayT MOSBAATHCS U

YTOYHATBCA NO Mepe BBOAa.

3.2.2 Crartyc

CTaTyc nmayueHTa oTo6paxkaeTcs B BUAE OAHOTO U3 3TUX TPEX 3HAYKOB:

M3eneHbln 3HAYOK O3HaAYaeT, YTo ANs NaymeHTa He 6bi10 CO34aHO HUKAKUXYBELOM/TEHWUNA.

e lIKpacHbIl 3HA4YoK MNpefynpexAeHWs 03HauyaeT, 4yTo AN nauyumeHTa O6bliM  CO34aHbl
yBeLOM/IeHUS.

e Q Cepblii 3HAY0K O3HAyaeT, 4YTO MNauMeHT pewun He MNpPefoCTaBNsATb [JaHHble CBOEro
MOGUILHOTO MPUNOXEHUS.

3.2.3 CobntopgeHne rpauka MHADY3NK

PykoBoacTso nonb3osaresns myPKFIT

CobnwogeHne naunmeHToM rpadmka WHGY3UM oTobpaxaeTcd Kak MPOLEHT BbIMOJHEHHbIX
npounakTuyecknx WuHMY3nin oT 06LEero KonmyecTBa 3aniaHUPOBAHHbLIX WHQY3nii. [paduk
[0o3MpoOBaHMS NauueHTa onpefenseTcs B pamKkax nocnepgHeli oueHku. MpoueHT 6yaeT nokasaH
KpacHbIM LBETOM, €C/W YPOBEHb COGMIOAEHUS NauMeHTOM rpaduka MHAPY3UW HUXKE LeneBoro
3HAYEeHMNS, YCTAHOB/IEHHOTO B HacTpolikax yBeLOMJ/IEHMUSI NOJb30BaTeNS.

MoapoGHylo MH(hOpMaLWlo OHACcTPOHAX YBEJOMMEHMIA CM. B pasgene 2.7.
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3.2.4 TlocnefgHasa oueHka

MocneaHss oueHKa YKa3blBaeT fAaTy, Koraa nauueHT B NocnefHuin pas npoxoawun oueHky. fata
BblAENAETC KpacCHbIM LBETOM, €C/M  OLEHKa MpocpoyYeHa B COOTBETCTBUAM C  HAcTpoiiKamu
yBeJOM/IeHUIA No/b30BaTess.

MoApO6GHYI0 MHGOPMALMIO 0 HACTPOMKax YBeLOM/IEHWA CM. B pasgene 2.7.

3.25 YBepgomneHus

YBEAOMNEHVSI OTOGpaXKatOTCA B Cnucke «Mou NauyeHTbl» KPacHbIM LIBETOM C yKa3aHWeM [aTbl WX
BO3HMKHOBEHMS. B cricke «Mou MmauyeHTbl» OTO6paKaloTcsl TpU MOCNeAHUX YBEJOM/IEHMS, a BCe
ocTa/lbHble YBEAOM/IEHNS OTOBPAKAOTCS B pasfene «YBeAOMIEHUs» Ha CTpaHuLe nauyeHTa.

MpuMeyaHne. MoapobHY WHGOPMaLW0 O Tunax YBeAOM/IEHUA U 0 TOM, KaK WX HacTpPOUTb,
MOXKHO HaliTu B paszaene 2.7.

3.3 PacwupeHHoe nNpeAcTaBfeHUe CNUCKa MNalMeHTOB, Yy KOTOPbIX  BK/HOYEHO
npeaocTaBNeHne AaHHbIX

MpM HakaTum Ha CTPENKy BHW3 B CTPOKE OTAENMbHOTO MNalWeHTa OTKPbIBAETCS  PaclUpeHHoe
npeAcTaBneHve, B KOTOPOM OTOGPaXKaeTcsl CBOAHAs MHGopMaLms o cobnaeHNn rpadguka NHGY3uu,
nocnefHelt oLEeHKe 1 NocneaHeM KPOBOTEUEHUMN.

K Fnaewas Nonssoearenu HacTpoiiku Cnpaeka 8bIKOA

Ep
SFiT

[Lo6po noxanosats, VALRussia Clnlc Rustia 744 CMc
A Mowun nayneHTsl
L A r6— ifTii nnenro nayIMIrTANA[ Q
ron Axryn» Cod. 110/lHHe MP«/b{7LLErD .
CocMw. Wil DlgpHla ttperu(aT BaiiribiA vadyauii Pree>enccanne YBepm>'en
CcT A itiMLmSCa: a»
Q Cebnsaent» - ~  MvapiarumaeK ~  Rpoao’ fHesam

. ans(-ouyHA3A[ maii 21.2020 HO®6. 01,2021

Jan»*woe*44»e npuoywMU 7 rs>vAc»mae
V6 KepyaHy «MO " “vicio
LLILLI r po~ruebybie «Hipeatn 130

40 My

Pasgen «CobnofieHne pexmma NHQPY3Un» COAEPXUT CNefytoLyo UHHOopMaLIo:

0 [paduk, NOKasblBAKOLWWA O6Lee KOMMYECTBO 3an/jaHMPOBaHHbIX MPOMUNAKTUYECKUX
VH(Y3UIA 338 MECSAL, Y KONMYECTBO BbINOTHEHHBIX WM NPOMNYLLEHHbIX WUH(Y3WNA,

0 [okasatenb [AWHAMWKM COOMIOLAEHUS peXuMa WHQY3UKM, MOKa3blBAOLWMA KONNYECTBO
3aBepLUEHHBIX WX NPOMYLLEHHbIX WH(Y3UIA NOAPsAA,

Pazgen «Mpeabiaywee ®OK uccnenosaHye» COAEPXKMUT Credyowyo NHHOPMAaLMIO:

PykoBoacTBo nosib3osaresia myPKFT 16 13 114
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KonnuyectBo AHel c MOMeHTa npegbigywero ®K nccnegosaHmsa
[lo3a, ycTaHoBNeHHasa npu npegbigywem ®K nccnegosaHum
Mepunopg nonysbiBeseHnnsa FV1I npu npeabiagyuwem ®K uccnegosaHumn

YpoBeHb OCTaTO4YHOW akTMBHOCTU (%) Npu npegbigyuem ®K nccnepoBaHuu

o O O o o

WHTepBan wmMexpagy wWHAy3MsMu npenaparta, YCTAaHOBAEHHbIA nNpu MNpeabigywem ®K
mccnefoBaHum
e Pasgen «KpoBOoTeYeHUs» COAEPXUT cneayrowyt MHDopmMaLunio;

O KonuyecTBO AHEN C MOMEHTA NOCNefHEro KpoBOTeYeHUSd

O MecTo nocnefHero KpoBoTeuyeHus

0 KHonka Agns npocMoTpa M306paKeHWs NOCNeAHEro KpoBOTeYeHWUs.

MpumeyaHue. 14 NauMeHTOB C WHAMBMAYa/IbHbIM FpaMKOM [03VPOBaHUSA Bbl YBUAWTE TEPMUH
«[Monb3oBaTeNbCKuiA» (Custom) B NOJSX AO3MPOBKM, YPOBHA OCTATOUYHON aKkTUBHOCTU MUHTeEpBaia
MeXXAY WHMY3MAMKU, €C/ 3HAYEeHWe BapbupyeTCa B npegenax rpaduka vHAQY3uiA, ycTaHOBNEHHOTO
npy npegplayiiem ®U nccnefosaHum.

3.3.1 PacwupeHHoe npeAcTaBfeHMe CNUCcKa NaLMeHTOB, Y KOTOPbIX He BK/OYEHO
npeaocTaBneHne JaHHbIX

Ons nauneHTOB, KOTOpble He MPeAOoCTaBNAT [OCTYyn K CBOMM JaHHbIM, pasfensl «Co6nwopgeHue

pexuma !/IH(bySVIf/II» n «KpoBoTeyeHnA» OTOﬁpa)KaI'OTCFI 6es AaHHbIX, NTOCKONbKY 3TN AaHHble CO3[al0TCA
nayneHTom.

O TestPauerl3<i6 1395

0  Co6niopenne pexxuma undysmii Mpeabigyuee ®K Hecnegosanne ~  KposoTeueHus

AHA(-eld) Hasag | maii 27,2020

-' He upegocTaBaAT"

4 YnpaBneHue gaHHbIMUY NaLVeHToB

4.1 O6wune ceepeHunn

Kak nonb3oBatefib KAMHUKM, Bbl MOXETe CO34aBaTb HOBbIX MaLMEHTOB W MPOBOAUTL MX OLEHKY. Bbl
TAKXXE MOXETe MnpocmatpuBatb WHGopMaumio 06 WHADY3NsX W KPOBOTEYEHMSX MaLUEHTOB,
npeAoCTaBMBLLNX BaM A0CTYN K CBOMM MOGUNbHBLIM aHHbIM.

4.2 Co3paHne HOBOTO nauuneHTa

[o6aanTb HEKOro NauyieHTa
Ha naHenu ynpaeneHus «ayneHTbl» HaXMuTe 3HAY0K «[106aBUTb HOBOIO

nayueHTa». B HOBOM OKHe NosBuTCS 06LLas MHAopMaLMs O nayueHTe.

PykoBoacTBo nosnb3osartensa myPKFIT 173114
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OBLLAA NHOOPMALINA O NALUVEHTE

ID nauyeHTa KIMHKA' ron poxaeHns’ KBeapTan roga poxaeHms'

d d

HasHaueHHbIli npenapar™
KBap~an rofia poxaeHus asnsetcs

ABEV rryPKFiT npegHasHaveH
BT A%T Vero. nbgoﬁelaH— "=\ MafVeHTOB 06513aTe/IbHbIM M0/1EM /151 3aM0THEHUSA
1 roga v crapiue NS nauyeHToB B Bo3pacTe 15 et
1 Mnagble

EcTecTBEHHbI UCXOAHDIN ypoBeHb FVir

e ID naymeHTa KAMHUKN™:3TO YHUKaNbHbIA KINHUYECKUIA NAEHTU(DMKATOP NauneHTa B cucteme
myPKFiT. 3710 none aBnseTcs 06sa3aTe/ibHbIM NPU CO34aHUM NauMeHTa U MOXEeT COAepXaTb
00 20 6ykB unm umdp.

MpuMeyaHue. EAMHCTBEHHas (MyHKuua ID naymeHTa - CONOCTABAEHWE €ro C MeAULMHCKOIA
KapT 0YKOl naymeHTa B NOAMKANHUKE/GONbHULLE.
JaHHoe none HUKorga He 1CMo/ib3yeTCA A5 XpaHEHUA NEPCOHANbHbIX AaHHbIX NaLMeHTa, Takux

KakK M4, NHUUmnansl nhn aaTa PpoXKAeHN.

OLWWBKA

Ecnu npu co3daHnM HOBOTO MalMeHTa yKasbiBaeTCsl ye umMetolmiics ID, nporpamma He AacT Bam
co3aaTb HOBOTO MalMeHTa. Ha akpaHe NosBuTCS crefytollee CoobLeHNE:

«llauuneHT c Taknm ID yxe cyLiecTsyer»

e [o0opf4 poXAeHMSa™:B 3TO NoONe crnefyeTt BBECTU rof POXKAeHUs. JT0 none TaKkxke SABMAETCA
06s13aTe/IbHbIM Ana 3ano/IHEHUA.

MpumeyaHue. [MMpunoxkeHne myPKFiT npegHasHayeHO [Ans BblpaboTKM pekoMeHaauwui ans
nauvMeHTOB B Bo3pacTe OT 1 roga v cTapwe. lonb3oBaTesNlb He CMOXET €034aTb NPodusb
nauveHTa, BO3pacT KOTOpOro mMeHee 1 roga. PacueT BO3pacTa BbINONHAETCA C yyeTOM
Tekywero roga v keapTana. Boibop rofga u keapTana roga poxieHus oOyneT orpaHuyeH
CUCTEMOMN.

e KBaptan roga poxpaeHua*:e ato none crnefyet BBeCTUM KBapTasl, Ha KOTOPbIA npuxoguTcs
LeHb poXAeHnsa naumeHTa. 310 nosie 0b6a3atesibHO 415 3an0/IHEHWA TONbKO AN1F NauueHToB
B BO3pacTte Ao 15 ner.

PykoBoacTBo nosib3oBaresii myPKFiT 18wu3 114
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MpumeyaHne. [MMone «KBapTan rofa PpPoOXAeEHUsS» Takxe ABNSeTCA 00s83aTe/bHbIM ANs
3anosiHeHns, ecnn nonb3oBaTe/Nlb BHOCUT pe3ynbTaTbl OV uccnegosaHud, korga garta U
nHgy3un FVIIinonagaeT B 0TPE30K XXMU3HU NauueHTa 4o ero 16-neTwus.

e ECTECTBEHHbIi UCXOAHbIA ypoBeHb FVIII*: ecTecTBEHHbIA UCXOAHbIA ypoBeHb FVILI — 370
9HOOreHHbIM ypoBeHb FVIII npu ycnoBum otcytcTBUA octatouHoro FVIII oT npepblaylei
NH(Y3nK. BbibeprTe 04HO U3 NpeaoKeHHbIX3HaYeHNn 0T<1 % o 5 %.

MpumeyaHue. Mons, 0653aTeNbHble N5 3aN0/IHEHUS, 0T MeYeHbl 3B€3404KO0I (*).

Utobbl NOATBEPAUTL BBEAEHHbIE AaHHbIE W CO34aTb NauMeHTa, HaXMUTE KHOMKY «[oATBepAnTb»
D
MpunoxxeHve npeanoXnT BHECTU HOBble AaHHble 0 K uccrefoBaHUsaX nauneHTa.

4.3 YnpaBneHue CyL,eCTBYHOLIMMY NayueHTamu

UTtobbl NepeiiT Ha CTpaHULy OTAENbHOrO MalMeHTa, HaXXMUTe Ha WAEHTU(MKATOP nauueHTa C
TMNEPCCLIIKON B crincke «Mov mauyieHTbI»,

Mpn HaXaTuM Ha WAEHTU(MKATOP MauveHTa Bbl GyfeTe MepeHanpaBieHbl Ha CTpaHWULy OT4eTa O
nauueHTe, rae CMOXeTe MPOCMOTPETb MOAPOGHYID BadkHY MH(opMauuio 0 nauveHTte. CTpaHuua

nauyeHTa COIEPXUT [OMNONHUTENbHbIE pa3fenbl Ans PaboTbl C NALMEHTOM: «YBeAOMIEeHUs», «®K
nccneaoBaHus», «O6Lime cBefeHns» 1 «OTYeTbl O NaUyeHTe.

fkﬁ)gl_ rnaenas Nonssosatenu HacTpoiiku Cnpaska Bbixopa

A TestingPatlent4s

" ~ o Ecl«eTae»Mbiii n oK VuTu>san A
B3MAUenUMI u P ocneanee Matynk

A Kaspnaroi A fosa mo Uy Y NameumMTh
T T poKkA«MA  pcnucHMi* Wi «cwHAoBKMAE Aw Hw

4000
1970 01 <1% WioHbL 14.2021 724 Aa

YBeAOMNeHM

A OTueTsl 0 naymnenTe

4.3.1 YBepomneHus

B pasgene «YBeAOM/IEHMS» OTOGPAKAIOTCA BCe YBEAOM/EHMS A1 BbIOPAHHOrO MaLMEHTa.
YBEAOM/EHUS CO3AAK0TCS B COOTBETCTBMM C HAcTPOVKaMM yBeJOMEeHU, COXPaHEHHbIMMW st 3TOro

PykoBoacTBo nosb3oBatensa myPKFT 1913114

& 000 LHPMH [ INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



naymeHTa. Bbl MOXeTe OTKNOHUTL (3aKPbITb) YBEAOM/IEHMS, HaXKaB 3HAYOK X B KpaitHeM NpaBoMm Yy
CTPOKM WM KHOMKY «YAanWTb BCE» B BEPXHE YacTM ChKCKAa. Y[AaNeHHble YBeAOM/EeHUs
OKOHYaTeNbHO YAANAKTCA CO CTPaHMLbI NaLUMEHTa, aTakke M3 CNucKa NaLMeHToB.

0 Y*«pom/»«Hna
YAk
'S n TT* oak

,,,,,,,,,,,,,,,,,,,,, - S*owe 73 1021 00 X =

3> 722031 02w X

«M 737031 02)4 X

4.3.2 ©®K uccnenoBaHus

B pasgene «®K uccnegoBaHve» nokasaHa MHGopmauma 060 Becex npowbix ®K uccnefoBaHMsaX U
yKaszaHa o6w,aa MHpopmaums O HasHauyeHHOM nperapare, fare ®K uccnefosaHuss, macce Tena
naynmeHta u gose OK uHpysum FVIII Ha MOMeHT wuccnegoBaHus. UYtobbl [06aBUTb  HOBOE
nccnefoBaHne, Haxmute «[Jjo6asnTb HoBoe PK vccnefoBaHne»

Q  ®K «CCNCAOMHM

[e=aM

siimb1l 2081 1009 V r?

4.3.3 0O6wue ceefeHns

B pasgene «O6Luve CBeAeHUs» MOXHO MPOCMOTPETb rpativik MHAQY3UA M OCHOBHbIE NOKa3atesu
naumeHTa, aTakke y3Harb 00 MUCMo/b30BaHUN UM MOGWIBHOMO MPUJIOXKEHUS.

B pasgene «padmk MHy3uii» nokasaHa noapobHas MHpopmMaums o rpaduke MHGY3Win naumeHTa B
COOTBETCTBMM C MocneaHnM otyeTtoM 0 K rccnefoBaHwn. ExxeiHeBHas 3annaHMpoBaHHasa MHAY3us
BK/tOYaET Mitobble M0/b30BaTe/bCKME MH(Y3WUM, HE3aBUCUMMO OT TOrO, MPefoCTaB/isfeT /M NauueHT
[I0CTYM K CBOMM [aHHbIM.

B paspene «AKTMBHOCTb B MOGWU/IbHOM MNPUNOXKEHN» TNOKa3aHa JAara nocne,u,He|7| aKTUBHOCTU
nauneHTa B MOGUIbHOM NMPUNOXXEHNN.

B pasgene «[okasarenn» OTOOGPaXAOTCA OCHOBHble [OKa3aTeNu, B YaCTHOCTW, KONMYECTBO
KPOBOTEYEHWUI U MHAY3UIA, a TakXKe cTeneHb COOMIOAEHMA NaUMEHTOM peXuma UHDY3WIA.

Moapo6HbIA KaneHJapb NMOKa3blBaeT, KOrAa MauyeHT 3aniaHMpoBas MPOQUIAKTUYECKME WHAY3WN

N KOrga 3t MHQY3umn Obli BbIMOHEHDI WM nponyL,eHsl B KaneHJape 1akxke ykasaHbl
[laTbl perncTpaumy KpoBOTEYEHUs WK le4ebHOM UHQY31M B MOBUIBHOM NPUIOXeHU myPKFIT.

PykoBoacTBo noss3oBarensa myPKFIT 20m3 114

& 000 LHPMH (] INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



Pazgen «O6lime CBeleHUs» TakkKe COAEPXWUT XXypHal KPOBOTEUEHWIA, B KOTOPOM NpuBeaeHa
MH(opMaLus 060 BCEX KPOBOTEUEHMSX, 3apErvCTPUPOBaHHbIX MAaUWMEHTOM B MOGW/IbHOM
NPUIOXEHUN. MH(opMaLWsi O KPOBOTEYEHUM OTOGpaXKaeTcsl B BUAE TabnWLbl U BKMOYAeT Aaty U
BPEMsl KPOBOTEUEHWS, Y4aCTOK Tefla, TUM W NpUUMHY KPOBOTEUEHMS W aKTUBHOCTb NaLMeHTa. Bbl
MOXeTE YBW/ETb, HA KaKMX yuyacTKax Tefa nalyeHTa BO3HWKIM KPOBOTeUEHMUs, NpoaHann3npoBas
CXeMaTMYeckylo KaptyTena. CBefieHUsl O KPOBOTEUEHMM 33 OMPEAENEHHbI Nepro, BPEMEHN MOXHO
MPOCMOTPETb, YKa3aB HyXHbI AManasoH Jar.

£0
KposoTeueHHp

NSO = i 21,2020

YposeHs FVLII (C Gpeiik Ten Mpu'nrca ®oto
. AKTABHPCTb
KpOBOTENEeHIs KpOBOTEUeHMS KpOBOTeUeHNA KpoBOTeueHus

Kposoteuenne  [letavepems *  Mecto

o6 at 2C21 Nesoe 5
2205 rneuo Cyct6s Tpasma

1.0«6 01 2C21 Jlee>i«

213 Aneuo Cycres Yum6/ Tpeeme

Kx6 01 2021 Nes”™

3
s Fnedc c/ctm Vim6 Tpaema

A OKT a3 2021 rotosa 1244 CacTm tiaae Tpuw Here fSi
2104 cnncke

4.3.4 QOtyetbl 0O naumeHTe

B pasgene «OtyeTbl O NauyneHTe» MeAUUUHCKWUIA Cneumannct HaikdeT Bce npeablaylive otyetbl 06
NH(Y3MAX 1 KPOBOTEYEHMSX, aTakke npeaplaylme otyetsl 0 PK nccnefoBaHumn. Bee 0T4eTbl MOXHO
ckavatb B opmare PDF nnm CSV.
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MHbopmMaumnio o co3gaHnm oT4YeTOB 06 MHPY3MSX U MPOBOTEUYEHUSIX CM. B pasgene 7.

Otéetw 0 MLANVHSH
OTU#Tbl 04 MHAYALT N MPO«Or*UeHIB<
e Tconm KONBIker«Q «MBr "ok GV pef
A1 j\2C71 dueTl ? 0 X
W rk<m19.28 t 0 i X
XK|p»1ut oK McesienoBaHel
A d«a«- "B o> WU ikaa|¥es CV  POF
n *9X D 2
12« n e o 5

4.4 TayueHT He NpeaocTaBua AOCTYN K CBOMM AaHHbIM

Ecnm naumeHT He pa3peLuaeT COBMECTHOE UCMO/b30BaHUE AaHHbIX U3 CBOEr0 MOOGUIbHOTO MPUIOXKEHNS
myPKFIT g1 naumeHToB, pasgenbl «YBeaoMeHus», «Oblwme ceefeHus» u «OTyeT 06 UHRY3MSAX U
KPOBOTEUYEHUSAX» OCTAtOTCS MYCTbIMM.

%F; E(T nmka* MonmMomTestbl Hecrpouuyy B*nog
Il»t
R
O GeM
45| [*Bacan>
C CaGTBMLLI
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5 ©®KwunccnegoBaHua ana npenapara AgBeHT®

5.1 O6uwwne ceeaeHus

B 3TOM pasfene onucaHo, Kak co3gartb ®K nccnefoBaHve 405 naumeHTa, KOTOPOMY HasHauvyeH npenapar
Angent®. ObpatMTe BHUMAHWE: B BEPXHEM YaCTW KadKAOW BKNA[KW WCCNeAOBaHWS OTOOpaKaeTcs
OpaHXXeBas NMHUA, NOKa3bIBAKOLLAs, YTO OLEHKa MPOBOAWTCA A/1a npenapara AABenTe.

Bbl MOXeTe HauaTb McC/iefjoBaHve cpasy nocse co3aaHus naumeHTa (Kkak onmncaHo Bbille B pasaene 4.2).

Kpome TOro, Bbl MOXeTe co3[aTb HOBOE WCCMefoBaHWe NS CYLLEeCTBYOLEro nauueHTa:
B cnucke «Mou naupeHTbl» Haingute nauueHTa, A8 KOTOpOro XoTute co3gatb  HoBoe @K
nccnefgoBaHne, N HKMUTE Ha MAEHTU(NKATOP NauyeHTa, YTobbl NEpPeiT Ha ero CTpaHuLly.

Ha naHenn «®K uccnepoBaHus» Haxkmute «[lo6aButb HOBoe ®K umccnedoBaHMe», u4TOObl A06aBUTh
HOBOE uccriefoBaHue 419 3Toro nauueHTa.

DK nccncaoMHM

A06BWrT» TOTO9 DK

HuM«o PICac/lBAMBIMI ~'peropa* [*a OK **.creflgsm)H> uacex Ane 97 Pl /] rvPr Vianchsirs
r w6 12 2021 [EEERY <«OOCME

. W 35 200~

Mpy HaXkaTm Ha KHOMKY «/lo6aBnTb HoBoe ®K KccrieqoBaHne» Bbl Nepeiiaete Ha crefytolmii aKpaH:

VH®OPMALNA O NALUUNEHTE

ID naupmeKTr KMHVKY; TestpatlentI TV "of poxaeHus: 2013 KsapTtan rofa poxaeHuns': Q2

EcTecTBeHHbIN NCXOAHBIN ypoBeHb VI < HasHaueHHbIA npenapar: Aare;'
¥
0

>0BWAA NHO®OPMALUA O ®K NCCNEALOBAHNN

AMNPEABIAYWMWE ®K NCCNEAOBAHUA

*PE3Y/IbTATbl AHATN30B

>®OKMNPO®Ub

*PACYET 4O3MPOBOK

*PEAAKTUPOBATb MHANUBUAYANIbHYIO AO3Y/YPOBEHb ®AKTOPA VIII

*«COXPAHEHHBIE ®ANbl B ®OPPAATE PDF

B aTOM OKHe oTOGpaXkaeTcs MeH-rapMoLLKa Co CneaywWmmn pasaenamm:
e  WHhopmauusa o naymeHTte
e O6wasa nHpopmauns o ®K nccnegoBaHmm
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e [peabigywme ®K nccnesosaHua

e Pesynbratbl aHann30B

e OK npogusnb

e Pacyet 403MPOBOK

e PepgaktupoBatb uHaMBuAayansHyto Ao3y/yposeHb takropa VI
e CoxpaHeHHble (halinbl B hopmare PDF

5.2 WHpopmaumna o nayneHTe
B pasfene «/Hdpopmaumsa 0 naumeHTe» 0TobpaxaroTca AaHHble, BBEAEHHbIE NpY CO34aHMM NauyeHTa.

Ecnv Bam Heo6XoA¥MO MPOCMOTPETb WM OTPeAakTMpoBaTb WHAOPMAaLUMI0, HAKMWUTE 3HAYOK

«Kapangaw» "

MpuMeuyaHve. Mocne U3MEHEHWs WHGopMaL O NauveHTe Bam OyAeT MPeAnoXeHo NOATBEPAUTD
BHECEHHbIE W3MEHEHNS.

Mpy n3MeHeHWn rofa/KsapTana rofa POXAEHVUS WM eCTECTBEHHOrO MCXOAHOro ypoBHs FVIM naumeHTa
HEeoOXOAMMO YumnTbIBaTb, YTO Npeablaylume UccnefoBaHus, coxpaHeHHble B dalinax hopmatos PDF nCSV,
He OydyT aBTOMAaTW4YeCKM OOHOB/MEHbI C YY4ETOM HOBOM MHGopMaumun, a npeabiaywmii @K npodunb u
paccunTaHHble [03bl MOTYT OKas3aTbCa HETOYHbIMM.

5.3 Ob6uwaa nHpopmayna o ®K nccnegosaHumn

! OBWAA MHOOPMALNA O ®K NCCNEAOBAHUN

Macca Tera {kr)’ Ob6Luas fo3a PK nHpysum I (ME)* [Jata K nHdysum FIH
19-OKT-2016

HasHaueHHbIV npenapat: AIBEAT [o3a ®KuHy3mm Pt (VB'Kr): Bpemsi ©K vHdy3mm FVIN(00 00 - 23:59)*
11:51 0

MoxanyiicTa, BBeaM e Bpems B hopmarte
24 Y (Hanpumep. 13:00)
* Obs3aTeNibHble ja-Hble
O/Jins npocn”~rpa NpefynpexaeHNn KIMKHTE MbILLKOV

CrepyroLupmii atan

B paHHOM pasfene HeobxoAMMO BBECTU MH(opMaunio 06 uHQysum FVII, B TOM uncnie gosy, Bpems
npaaty ®K mHgysun FVIIL, a Takke mMaccy Tena naumeHTa.
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e Macca Tena (kr): BBeAMTe 3Ha4yeHMe Maccbl Tena nauumeHta {B Kr). TOYHOCTb BBOAMMOIO
3HauYeHUs He 6onee 1 AeCATUYHOrO 3HaKa nocne 3ansaToi. JaHHoe none 06s3aTenbHO Ans
3anoHeHMS.

OLWWBKA

He ponyckaeTtcs BBOA 3HaYeHUs Macchbl Tenla MeHee 5 Kr unm 6onee 140 «r.
Ecnv BBeECTM 3HayeHWe 3a npejenamu 370r0 AManasoHa, TO NporpaMma BblAact cooblieHne 06
ownbKe, KOTOPYH HEOBXOAMMO UCMPaBUTb, NMPEXAE YEM MPOLOIKUTD!

«3HayeHe Macchl Tena Jo/MKHO 6bITb B npegenax oT 5 g0 140 ur».

NPEAYMNPEXAEHWE

Pacuet ®K napameTpoB BbINOMHAETCSA C Y4ETOM TOr0, YTO 3HAYEHWE MaccChl Tena nauneHTa Haxo4uTca
B AmanasoHe ot 11 go 108 kr. Ecin BBEAEHHOE 3HaYeHWe HaxoAWTCA 3a npepenaMun ykasaHHoro
[AnanasoHa, TO nporpaMma BblAAacT crefyrollee npeaynpexaeHue:

«®/ pacyeT OCHOBaH Ha AaHHbIX NauMeHTOoB C Maccol Tena oT 11 go 108 ur».

e O6waa posa ®K uHpysum F/M (ME): Beegute o6yt gosy ®K wuHdysum FVIII B
MeXAayHapoaHbix eanHuuax (ME). JaHHOoe none 06s3aTteNbHO A5 3an0/IHEHUS.

MNpunoxkeHne aBToMaTUYeCKN paccumTaeT fo3sy B ME Ha kmnorpamm macchl Tena.

O6uwasn gosa ®K nHdysun AVl (MO*
2000

fo3a ®K nbtysuu FVIII (MENkr); 20.0

OLWWMBKA

He ponyckaetca BBog Ao3bl MeHee 10 ME/kr nnu 6onee 100 ME/kr.

Ecnm BBECTM [03Yy 3a nNpedenamum 3T0ro AuanasoHa, TO NporpaMma BblAacT ciegyloliee coobuieHne
06 olmnbKe:

«06uwas gosa FVIII gomkHo 66T B npegenax oT 10 go 100 ME/wr.
PevioMeHyeMblil Anana3oH o3 20-80 ME/ur
(CM. MHCT PYMLMIONO NPUMEHEHMNIO NpenapaTaAABER T )».

MPEOAYMPEXAEHWNE

Ecnv Bbl BBENW 3HaYeHWe [03bl, BbIXOAsLLee 3a NpeAenbl AMnana3oHa, YKasaHHOro B MHCTPYKLUMK M0
MeMLUUHCKOMY npumeHeHuto npenapata AaseiT® (o1 20 go 80 ME/kr), cucteMa BblAacT cregytollee
npegynpexaeHuve:
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«PacyeTHasa dosaFVIll B ME Ha knnorpamm Maccel Tefa HaxoaAnTcsa3a npegenamm gunanasoHa oT
20 o 80 ME/Hr (CM. MHCT PYKLMIO MO NPUMEHEHNIO NpenapaTaALBenT \}».

e [lata ®K vHpy3un FVIII: HaXXMUTE Ha 3HAYOK KaneHaaps, 4tobbl BblbpaTb gaty ®K nHpysun
FVIII. JaHHOe none ABNsieTcs 0653aTe/bHbIM A1 3aN0NHEHUSI.

OLWWNBKA

[na gaHHoro naumeHTa MOXKHO BBECTM TOIbKO 04HO ®OK uccneposaHne B [€Hb.
Ecnn BBectn gaty ®K umHdysum FVII, coBnagatowyto ¢ gatoin npedpiaywero ®K nccnegoBaHus, 1o
nporpamMma He AacTt Bam NPOAO/KUTL U BbIAACT criegyrolee cooblieHne 06 ownoke:

«MpepynpexkaeHve: BeeaeHHas gaTa OV uHpysum FVIII ngeHTUYHo aoTe O uHdysum FVII
Apyroro ®/ nccnegosaHmsa».

OWNBKA

Mone «fata ®K nHpy3um FVIl» 3aBucut ot nona «fof, poxaeHus». Ecnm gata ®K mHgy3um FVIII
BBeJeHa 6e3 ykasaHUsi KBapTasia roga poXAeHus y naumeHtoB go 16 net (Ha ctpaHuue «Oo6was
MHopMauma O naumeHTe»), TO mMporpammMa He facT BaMm MPOAO/HKUTb W BblAAcT coobLeHne 06
owwnbke, N fanbHeliwee NPOA4O/MKEHNEe onepauny 6yLeT HEBO3MOXHO:

«BospacT nauyveHTa B 3TOM PN nccnegosaHum 15 neT unu mnagwe. KeapTan roga poXaeHus
ABNAeTCA 0683aTe/bHbIM NapaMeTPOM A4/11 NauMeHTOB, Yeil BO3pacT He npesbilwaeT 151eT».

e Bpems ©K nHysum FVII1 (00:00 - 23:59): BBeaute Bpemsa (Y4acbl U MUHYTHI) B 24-4aCOBOM
(hopmare. [lpyroi cnocod; HaXXMWTe Ha 3HAYOK 4acoB W BblOEPUTE COOTBETCTBYIOLLEE BPEMS.
3710 none ABnfeTca 06s3aTeNbHbIM AN5 3aMN0/IHEHUS.
Mocne TOro, Kak Bce nons 6yayT 3ano/IHEHbI, HXXMUTE KHOMKY «COXpaHUTbU NepeiTu ganees.

5.4 nMMpepgbigyuwine ®K nccnegosaHms

Mpunoxenne myPKFIT coxpaHseT gaHHble npeablaywmx @K uccnegoBaHuii, M KUX MOXHO
NCMonb30BaTb BMECTe C HOBbIMW JaHHbIMK Ans co3gaHua ®K nccnepnosaHusa. PelleHne o TOM, Kakue
pe3ynbTatbl aHaNM30B U/unn npegblayune ®K nccnefoBaHns AOMKHbI UCMNONb30BATLCA, MPUHMMAET
nevawjmin Bpay, KOTOPbLIA Nyylle 3HaeT COCTOAHME nauuMeHTa U MOXEeT CyAuTb O TOYHOCTU W
NPUroAHOCTU AaHHbIX NPeAblAyLLEero uccnefoBaHuns.

B MO myPKFiIT kaxapliA pe3ynbrataHannsa «npusszaH» K PK nccnegoBaHuio, B paMkax KOTOPOro oH
Obl/1 CO34aH, Y MHTEPNPETUPYETCA B KOHTEKCTE 3TOro nccnefosaHus. Ana kaxgoro ®K uccnenosaHus
COXpaHseTca MH(popmauusa o Macce Tena 1 Bo3pacTe nauueHTa, Ao3e 1 npes MHGY3MOHHOM YPOBHE
FVIII. myPKFIT gaet BO3MOXHOCTb onpenenats MHAvMeuayanbHole ®K napameTpbl OTAeNbHO A4
Kakgoro ®K uccnefoBaHuna Uam no 06begUHEHHbIM pe3ynibTaTtam HECKOIbKUX UCCnef0BaHuiA.
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B 9TOM PacKpbIBAIOLLEMCS MEHI0 NpeycMOTPeHa BO3MOXHOCTb 0TO6pasuTh Bce npeapiayline K
NCCNeAoBaHNS W PELLUTL, BKAKOYATb UM UCK/KOYATb KaXA0e M3 HKX M3 GailecoBCKOro pacyeta (Mo
YMO/IYaHWIO NpY NEPBOM MCMO/b30BaHUN NPUIOXEHNS BKKOUYeHbI Bce ®K nccneoBaHus).

Ecnu Bbl BKAOUMTE npepbiayuwive OK nccnefoBaHus, TO BCE AaHHble, CBA3aHHble C BblOPaHHLIM
npeablaywm ®K nccnegoBaHnem, 6yayT oTob6paxkaTbcs Ha BKNafKe pe3ynbTaToB aHa/M30B.

Mocne TOro, Kak BCeE HeOGXOAMMble Pe3ynbTaTbl aHa/lM30B OyAyT BK/IOYEHbI B CMWCOK, a BCe
HEHYXXHbl€ UCK/OYEHbI U3 HEro, HaXXMmuUTe «Cneayowuii atan».

-MPEABIAYIW NE ®KUCCNELOBAHUSA

Obuas gosa PK  [ata v Bp«ms
NHGy3umn PMII DK nHy3nm
(MB) FVLII?

BkounTb | IckounTb
nccnegoBaHme

ara nocnegHero A 0 NHy3Un
A A OTmbIBKa A by

PKunccnegoBaHme«
A N3MEHEHNS i {MEYm)

06-AE--2019 I[h 4005 05-A8"2019 15 45
Ve<niounTb

CoxpaHuTb 1 CriegyroLLpii atan

MpumMeyaHue. Mpu co3gaHnmn NepBoro Ans naymeHTa ®/ uccnegoBaHNs CCOH
npeaplaynuyx U nccnegosaHuii 6yaeT nycT.

5.5 Pesynbtatbl aHann3o0B

B faHHOM pasgesnie Bbl MOXeTe BBECTU [iaHHble 1abopaTtopHbIX aHaIM30B KPOBY,
e OrtMmbiBKa{CM. NosHOE onpefeneHue B C/iI0Bape TePMUHOB)

Bo-nepsbIx, Bbl AO/MKHbLI OMNpefennTs, Obl1 M Yy nauueHTa nepuog OTMbIBKM nepepf atnm ®K
nccnefoBaHneM (T. e. NALUEHTy He Aenann UHQy3uM npenapatoMAABENT® BTeyeHne nocnegHux 72
YyacoB B 3aBWCMMOCTM  OT WHAMBUAYaNbHOrO  nepuoja NONYBbIBEAEHWA, W MO3TOMY
npeavH(y3NOoHHbIA ypoBeHb FVIII naymeHTa BepHYICA K eCTeCTBEHHOMY 3HAOTEHHOMY WUCXOLHOMY
ypoBHt0 FVIII).

OTmbIBKa Onpefensetca Kak nepuof BpemeHu, B TeYeHWe KOTOPOro MPOUCXOAUT CHUXKEHUe
N3MepeHHbIX ypoBHei FVIIL HuKe nopora YyBCTBUTENIbHOCT METO4a WM eCTECTBEHHOTO UCXOAHOIO
ypoBHs FVIII naymeHTa, T. €. nocne npeabiaywei nHgysnm FVIL B opraHname otcyTcTByeT FVMI nnm
NPUCYTCTBYET B OYEHb HE3HAUUTE/IbBHOM KO/IMYEeCTBe.

AN nony4yeHns 4ONOMHUTENbHON NH(OPMaLMK CMOTPUTE HIDKE aifOPUTM NPUHATUS PELUEHWA.
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Bbll 1M Nepuoj OTMbIBKWN y ManneHTa fo
310N ®K nkdppuu (1. c. HC 6bINO BBEJEHUA
FM11 B TeyeHue nocnefHux 724)?

Hert
Bbi6epute B napameTpe Ona myPKFIiT rpe6eTtcs
OTMbIBKa «[la» fONONHNUTE.NbHAA MHGOpManuns 06

yposHe FM Il go nkd)-?]»!

Cuctema npegnonaraeT, 4To B EcTb nn gaHHble 06 >posHe FMII
nnasmMe nNaMneHTOB He MMeeTCA 00 MHpy3un?
0CTaTOYHOTO >POBHA 3K30rEHHOTO

FM 1l nocne npeablg"tnein nHdysum Oa Het
FMII

BeefnTe nHpopmauuw o
npcabig>weHd gose F\111

Beegute ypc ECHb F\TII go

MH< 3y3Un
(ecnwn go3a BeopglLlach B
npomexyTtke oT 12-724ypo
CwucTema BKItOYaeT B pacyer 3TON uH®P\TWO_

N3MEPEHHbI OCTATOYHbI I

ypoBeHb 3k30reHHoro FMII CucTemMa OMCHUBACT OCTATOYHbIA
ypoBeHb 3k30reHHoro F\111 Ha
OCHOBE flaHHbIX 0 Npeabl AYL eji
MHOY3UN 1 BKIOYAET OLEHEHHbIN
YpPOBEHb B pacueT

Mo ymonuaHuio ana napametpa «OTMbIBKa» yCTaHOBNEHO 3HaYeHne «[JA».
Ecnn nameHnTb 3HaveHMe faHHOro napameTpa Ha «HET», BaM noHago6uTca ykasatb yposeHb FVIII

[0 VIH(Y3MK.
Cheta Ykee-6P'/u : >Kes-t F.u;
B | [-ew/ ke

Bammeort

MpumeyaHve. Ecnu yposeHb FVUI 4O MHY3WM HELOCTYMNEeH, HaAXXMUTE HHOMHY «HesocTyneH».
3aTem noTpebyeTcA BBECTU WHPOpMaLMO O cCaMoii nocnefHeit [o3e ANS nauyuMeHTa BO
BCM/ibiBatoLeM ouHe. Mporpamma oueHnT ypoBeHb FVIII 00 MHMDY3MM (3H30reHHbIA) HA OCHOBE
MHopmMaLmmn 0 fo3e npeablayLlein MHpy3um.

NHopmauus 06 yposHe FVIII go nHQy3uy (M13MEpPeHHOM WKW OLEeHEeHHOM) WCMoNb3yeTcs AN
onpeaeneHnst UCXoAHoro ypoeHs FVIIIB MOMeHT OU MHGy3uUM 1 yunThiBaeTCA AN NocneayroLero
pacyeTa ®K napameTpoB.
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A06MBKMb MPEABIAYILYIO NHOY3NIO

[Nata npea»ayu’eit <ndyams’ Bpeus nc«axl>u;eii undy3sum i CC CC -
05-OKT-201S | 23£9

O GMILE” M2 o

Moxanyiicta eecaHTe Bpems e
«cpblate24-y r«a-<ed>bicc 13

OWWMBKA

JonycTMblii anana3oH 3HavyeHuid yposHs FVIII go nHdy3mm coctasnset ot Ogo 40 ME/gn.

Ecnu BBECTW 3HAUeHWe BHe AaHHOro AuanasoHa, To nporpaMmma He AacT Bam MPOAO/DKUTL W BblAacT
cnepytoulee coobuieHne 06 owmnobke;

«JlonycTuMbIA grana3oH 3HadeHnin yposHa FVIII go uHdysum coctasnseT oT 0 go 40 ME/on».

OWWBKA

Jonyctmblii ypoBeHb PV11180 MH(Y3UK [0MKEH 6bITh BbIlE UM pPaBeH eCcTECTBEHHOMY UCXO4HOMY
ypoBHIo FVIII naumeHTa.

Ecnn BBEEHHOE 3HaUYeHNe HKe 3Ha4YeHUs eCTeCTBEHHOro ucxogHoro yposHsa FVIIy naymeHTa,

TO MporpamMmma He Aact Bam MPOoAO/KUTL 1 BbIAACT criegytolee cooblieHne 06 owmnobke:

«YpoBeHb FVHIAO MHGY3UM HE MOXKET OblThb HUXKE, YeM eCTEeCTBEHHbIN UCXOAHbIN ypoBeHb FVHIy
nauueHTa».

NPEOYNPEXAEHWE
Ecnv BBeAeHHOE 3HaveHue ypoBHs FVIII oo nHgysmm 6onblie yemtO ME/an, HO MeHblie b0 paBHO
40 ME/an, To noaBuTCA cneayoliee npeaynpexaeHune:

«YpoBeHb FVHI 1o nHy3um npesbiwaeT 10 ME/an. MoxkanyiicTa, NnpoBepbTex.

OWWNBKA

Ecnv HasHauyeH npenapaT AABENT®, NPOMEXyTOK Mexay npeablayliein MHQy3nein un patoid u
BpeMeHeM OK uHgy3umn FVIII gonxeH coctaBnatb oT 12 A0 72 Yacos.

Ecnv npogomKMTENbHOCTLEPNOAa OTMbIBKM cOoCTassana 6onee 72 4acos, HaXMuTe «[1A».

Ecnu BBeAeHHOe 3HaueHWe Jatbl HaXO4MTCA 3a npefenamMy 4aHHOro AnanasoHa,

TO MporpaMma He [acT Bam NPOAO/HKMTL W BblAACT cneaytollee coobuieHne 06 olmnoKe:

«MpoMeXXyTOH MexXay npeaplayLiein nHysmein n gaToi n spemeHem ®U nHdysum FVIIT gonkeH
COCTaBNATHL 0T 12 A0 72 yacos».
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OLWWBKA

Ecnv HasHaveH npenapaT AABeNnT®, AonycTMbIV gnanas3oH obuleit o3bl FVIII gomkeH 6biTh 0T 10 40
100 ME/kr. Ecnu BBefleHHOE 3HauyeHWe HaxoAuTca 3a npejenamu [aHHOrO [AuManasoHa, To
nporpammMa He JacTt BaM MPOAO/IKNUTL M BblZAcT cregytoulee coobleHne 06 ownoke:

«O6wasn fosa FVIII gomkHa 6bITh B npegenax o1 10 go 100 ME/Hr.
PeHomeHayembll anana3oH o3 20-80 ME/Hr (CM. WHCTPYHW,MIO MO NPUMEHEHMIO MpenapaTa
ALBENT N)».

NPEAYMNPEXOEHNE

PekoMeHayeMblil gnana3oH fo3bl FVIM coctaBnsier ot 20 go 80 ME/Kr B COOTBETCTBUU C
YTBEPXAEHHOW NHCTPYKLMEN N0 MeANLMHCKOMY NPpUMeHeHuto npenapata ALBeiTe.

Ecnn BBef,eHHOe 3HaYeHne o6uelt fo3bl FVMI HaxoauTcs 3a npegenamMmuy 3Toro gmanasoxa,

TO NOABUTCA Cnefyrollee npeaynpexaeHuve:

«PacyeTHasda gosa FVIII HO Knnorpamm macchl Tena HaxoguTca 3a npegenamu peKoMmeHA0BaHHOIo
ananasoHa oT 20 go 80 ME/Kr (CM. MHCTPYKUMIO MO MPMMEHEHMI0 npenapaTa AaseiiT®}.
MoxkanyiicTa, NpoBepbT e NPaBUIbHOCT b J03bI».

NPEAYNPEXAEHWNE
Ecnun paccumMtaHHOe 3HadeHue yposHsa FVIII oo nHpy3un npesbiwaet 10 ME/an,
TO MOABUTCA Cnefyollee npegynpexaeHue:

«PacueTHbIi ypoBeHb FVIH 0o uHgysum eeiwe 10 ME/an.
MoxkanyiicTa, NPoBepbT € BBEEHHbIe AaHHblE NpeablayLLer NHGY3NN.

HaxXmMuTe KHOMKy «CoxpaHuTb», YTO6bl MOATBEPANTL BBOA, laHHbIX, 1 B BEPXHEN YacTh aKpaHa
NOSIBATCS MOATBEPXKAEHNE;®

e Jlo6aBuTb pesynbTaT aHau3a
IS Silflil~~H  Mocne HaxatMa KHOMKM «JlobaBuTb pesynbTar aHainsa» MosABUTCA
BCMN/IbIBAKOLLEE OKHO CO CeyoWmnmmn 06a3aTenbHbIMU 419 3arM0IHEHUS NONAMMY;,
e [Jlata 3abopa Kposwu
e Bpewms 3abopa kposu (00:00 -23:59)
e YposeHb FVIII (ME/an)
e MerTopg aHanm3a (04HOCTaANAHBIA NI XPOMOTEHHbIA)
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NOBABUTb HoBbI it PE3Y/IbTAT AHALT3A

[ata 3ab6opa kKpoBu' Bpems 3a6opa kposu (00:00 - 23.59) *

O».ABr.2018 11 0600 o

YposeHb FVUI (YIE'an) m
P ( An) MoxanyiicTa. B8e;anre spems B

(popmarte 24-Y (HaiptiAtep 13:00).

O O6pa3sey Hiwe nopora MeTog aHanusa’

4yyBCTBUTENbHOCTU MeTaga (BLQi
OpHocTag XpomoreH

Yposenb FVill BLQ (ME/AN)

<
Ona cospanns PKnpoduna

Heo6XO0AT MCNONb30BaTb OAUH
meTod onpeaeneHns FVill

BBegnte Heob6xoAMMYyto gaty n Bpemsa 3abopa KpoBMu, aTakxe ypoBeHb FVNI.

Ecnn ypoBeHb FVII1 B aHann3e KpoBW HWXXe npegena KONMYECTBEHHOroO onpefeneHuns,
BMECTO MO/MA CO 3HAYeHMeM ypoBHA FVIII Heo6xoANMMO 3aN0NHUTL cCnegyume nons:
e dpnaxok O6pasel HMXKXe nopora yysaBumTenbHocTn metoga(BHO)

e YpoBeHb FVIII BLQ (ME/gn)

Ecnn un3mepeHHbIn ypoBeHb FVIII Huke nopora 4yBCTBUTENbHOCTM MeToga (Hanpumep,
<l ME/gn), yctaHoBuTe (hNnaxok «YpoBeHb FVIII HUXe nopora 4YyBCTBMTENbHOCTU MeToAa
(BLQ}». Mocne ycTaHOBKK hnaxka nosne «yYposeHb FVIII B10,(ME/gn)» cTaHOBUTCA AOCTYMHbIM,
N Bbl MOXeTe BBecTu ypoBeHb FVIII (B paHHOM npumepe — 1 ME/gn). 3atem none «YpoBeHb
FVIII (ME/gn)» cTaHeT cepbiM M 6yAeT HEAOCTYMNHbIM.

Mone «YpoBeHb FVIII BW (ME/gn)» HefOCTYNHO MO yMO/YaHUIO.

MpumeyvaHune. Cm. onpegeneHueBLQ B cnoBape TEPMUHOB.

OLLUMBKA

[JaTa n Bpems B3ATUA aHanusa KPpoBW LO/MKHbI O6bITb B Anana3oHe oT 10 MUH A0 72 yacoB nocfe farthl
N BpeMeHn uHGPy3sun FVIII. Ecnn BBeCTM 3HauyeHWe pfaTbl M BPeEMEeHW 3abopa aHanMsa KpoOBM 3a
npegenamu JaHHOro guvanasoHa, TO nNporpamma He facT Bam MPOAO/IXUTbL M BblAacT cneaytliee
coobueHne 06 owmnbKe:

«QaTanBpems 3a6opa KPOBU AOMKHbI 661 Tb OT 10 MUH A0 72 yacoB nocne uHgpysum FVIli».
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OLLUNBKA

ypoBeHb FVIII gonxeH 6bITb 60blIe NN paBeH eCTeCTBEHHOMY (3HAOTEHHOMY) NCXOAHOMY YPOBHHO
FVIII. Ecnn BBeCTM 3HayeHuWe HUXe eCTeCTBEHHOro (3HAOreHHoro) ypoBHA FV1II nauwveHTa, TO
nporpamMMa He gacT BaM MPOAO/DKUTbL U BbigacT cnefyrolee coobuweHne 06 owmnbKe:

«BBepeHHOe 3HauyeHne ypoBHa FVIIIHe MOXKeT 6blTb HUXKE, YEM eCTEeCTBEHHbIN UCXOAHbLIA ypoBeHb FVIII
nayneHTa».

MpumeyaHnune. Ecnn umamepeHHblii ypoBeHb FVIII HUXKe eCTeCTBEHHOINO UCX0AHOro yposHa FVIII,
NpoBepbTE MPaBWAbHOCT b BBOAA JaHHbIX. EcCnn BBefeHHble [JaHHble BEPHbl, PeMOMEHYyeTCA
NPOBEPUTb BO3MO>XHble WU3MeHeHUSs B nabopaTOpPHbIX nNokKasaTenax wu/Mnu WU3IMeHeHue
KNMHUYeCKNX napamMeT poOB nauneHTa, BKAKOYaad Hannume UHIM6NTOpPOB.

OLLUNBKA

He ponyckaeTcs BBOJA 3HauyeHuii ypoHs FVIII 6onee 250 ME/gn. YpoBHu FVI1l, npeBblwatume ato
3HayeHne, HaXo4ATCA BHe Anana3oHa HabnogaeMblX ypoBHel FVILI B KNMHUYECKUX UCCnefoBaHUAX.

Ecnu BBecTn ypoBeHb FVIM 3a npegenamu 3aToro gnanas3oHa, To nporpamMma He fgact BaM NMPOAONXKUTb
M BblgacT cnepytouee coobweHne o6 owmnbkKe:

«YposeHb FVIII He mo>eT npeBblwaTb 250 ME/gn. Mo>kanyiicTa, NpPpoBepbTE& BBEAEHHbIE
LaHHble».

MNPEOYTIPEXOEHWE

MyPKFIiT paccumTbiBaeT oXupgaemblii MakcumanbHbli ypoBeHb FVIII gnsa kaxgoro aHanvMsa KpoBU B
N0 60 MOMEHT BpeMeHNNOocae MHJY3NN Ha OCHOBE MaKCMManbHbIX Habnwgaemblx yposHeld FVIlib
nonynsiyMoHHOW Mmoaenu.

Ecnu BBecTu ypoBeHb FVIII, npeBbiWalOWmnii oXXnaaeMblli MakCMManbHbil ypOBEHb, TO MOABUTCA
cnepytouee npeaynpexaeHue:

«YposeHb FVIII npeBblwaeT 0>XXWJaemMbli MaKCUMaNnbHbliAi ypoBeHb (BCTaBbTe pacyeTHOe
3HauYeHMe MakcumanbHoro yposHsa FVIII) ME/gn pna paHHOro BpeMeHW B3ATWUA KPOBM nocne
MH y3un. Mo>kanyiicTa, NPOBEPbT €BBEAEHHbI € AaHHbIE».

MpnmeyaHne. 3HaueHne yposHa FVIII (ME/gn), ykasaHHOe B OKHe Mnpejynpe>kpaalwilero coobuieHns,
O6yfeT MeHATbCH B 3aBUCUMOCTMW OT BBEAEHHbIX JaHHbIX.

OLLUNBKA

YpoBeHb FVIII BLQ gomxeH 6biTb 60/blUe MAM paBeH €CcTecTBEHHOMY (3HAOFEHHOMY) MCXOLHOMY
ypoBHt FVIII. Ecnn BBECTM 3HAYEHUE HUXKE €CTECTBEHHOTro (3HAOFeHHOro) mcxogHoro yposHs FVIII
nayneHTa, TO NporpamMma He gacT BaM NPOAO/XMUTb U BblgacT cnegytuee coobuweHme o6 owmnbke:

«BBefeHHOe 3HaueHNe ypoBHA FVIIIHEMO>K eT 6bl Tb HAXKE, HEM €CTECTBEHHbI i UCXOAHbI YPOBEHD
FVIInaynenTa».
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npumedyaHne. Ecnu usmepeHHbIn ypoBeHb FVIII HU>Ke eCTeCTBEHHOToO WCX0AHOTo ypoBHA FVIII,
npoBepbTe MPaBUNbHOCTb BBOJA AaHHbIX. EcCnM BBefeHHble [aHHble BEpPHbl, PEHOMEHAYeT CA
NPOBEPUTb BO3MO>Hble W3MeHeHWA B nabopaTOoOpHbIX NokKaszaTenax W/MNN U3IMEHEHUSA

KNMHNUYecKux napameTpoB nNnauneHTa, BKAo4Yaa Hannyume I/IHFI/I6I/ITOpa.

OLLUNBKA

Beogmumoe 3HauvyeHue yposHa FVIII BLQ (ME/pn) ponkHO 6biTb 60nbwe O U MEHbWE MM paBHO 2
ME/an. Ecnu BBecTu ypoBeHbPYLl BLQ 3a npefenamu gaHHoOro guanasoHa, To cUCTeMa He AacT Bam
NPOAO/MKUTbL U BbIAACT clefylow,ee coobueHne 06 ownbke:

«Mopor onpepeneHunsa FVII(BLQ) (ME/gn)faon>k eHbbl Tb>0u <=2 ME/gn».

HaxMute «CoxpaHUTb», YTOOblI NOATBEPAUTL BBOA AaHHbIX, U Bbl YBUANTE NOATBEPXAEHUE B
BEepXHeli yacTn sKpaHa, a pe3ynbTaT aHanm3a 6yaeT go6aBneH B CMUCOK.

OLUNBKA

HeBO3MOXXHO caenatb ®K pacyeT Ans pesysibTaToB aHa/IN30B,
KOTOpble 6bIM NONYYEHbI C MOMOLLLIO Pa3HbIX METOA0B aHa/m3a

Ec/in BBECTM pe3yfnbTaTaHanu3a, KoTopblit 6bi/1 NOAYYEH C MOMOLLLIO APYFOr0 MeToAa, NN BKAOUYUTL
Takoil pe3ynbTaT B WUCC/efOBaHWe, TO B BepXHeil 4yacTu 3KpaHa 6yAeT NOCTOSAHHO oTo6GpaxaTbes
BbllleyKa3aHHOe npeaynpexjeHue. B 3aTom cnydyae Bbl HE CMOXeTe nepeiiTv fafnblue BKAagKK
«Pe3ynbTaThl aHaNN30B».

MNPEAYNPEXOEHWE

PENT- 1

3—r. . .<53 T nce

* He mMeH"C- 2 -?4-31mcoB KT jr;i:

oanH urnp” 3-4 yaca (30 ™:uHyT) nc cne

BTrp‘i - 24-32 yaca (-1 mne) nocne MHdy3un::
- YpoBeHb F\'iil B pav.cax ogHOro nccnegoBaHuns
Y'*9Hbe:” ToOA £ K-XOKAC Ml Y'.efl

Ecnu BBefeHbl gaHHble 06 aHann3e KpoBU, KOTOPble He COOTBETCTBYIOT OXKMNAAEMbIM KPUTEPUAM, TO
BbllleyKasdaHHOe npeaynpexgeHve 6yaeT NOCTOAHHO oTo6paXkaTbCA B BEPXHEN yacTu akpaHa. Bbl He
OO/KHbI NepexoAnTb K aTany «®K npodunb», ecnn oTtobpaxaeTcs 3To coobuieHme, Tak Kak oK
Npounab MOXeT OKa3aTbCA HETOUYHbIM. TeM He MeHee, MporpamMma NO3BOIUT BaM MPOLOXKUTD.
Ecnu Bbl pewmnTe NpoA0NXNTb, HEOBXOAUMO MPOSABAATL OCTOPOXHOCTb.

MpumeyaHune. YKasbiBaiiTe TO4YHOe BpeMs 3abopa KpoBM AN o06ecneyeHUss ONTMUMaNbHOTO
pacyeTa P napamMeTpoOB.
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Mpu wuncnonb3oBaHun myPKFIiT ¢ MUHUMaNbHbIM HOAMYECTBOM HEOOXOAMMbIX aHaNnM30B MPOBMU

ybeanTeCcb, YTO 3TN aHaNU3bl Bblle eCTECTBEHHOr0O McxoaHoro yposHsa FVIII n Bblwe nopora
YYBCTBUTENbHOCTU METOJA.

MpumeuaHue. Ycnosus 3abopa aHanM30B KPOBUMOTYT MewaTb NPOCMOTPY AaHHbIX.
B03MO>HO, NOTpPe6yeTCANPOKPYTUTbCTPaHULY, UTO6bl YBUAET b MHGOPMALUIO.

MoBTOpMUTE 3TOT MpoLecc ANS KaXAOro aHanuMsa KpOBW. B HUXHEN YacTW 3TOro MeHH-rapmMolLlKu
MOXHO YBWAETb paccuMTaHHble 3HauyeHUs; Takue Kak KnupeHc (gn/u/kr); O6bem pacnpegeneHus B

paBHOBECHOM cocTosaHUM (gn/kr). Mepunog nonysebiBegeHusa FVIIL (4) u Bpemsa Boiwe 1 % 0T NCXOLHOTO

ypoBHSA (Buacax),

MpumeyaHne. CM. onpefeneHneBbl W eyKa3aHHbl XNoael B CNoBape TEPMUHOB.

PE3YNIbTATbI AHANN30B

OTvbIBKA YposeHb Pl o nHeysum pVIE/an)
K H Her
Jata Jatan
K nocnegHero Bpems  Yacos
nccnefoBaHue pefakTupo- 3abopa nocne
BaHUA Kposu
06-A 02-Anp-
- np-
BEUT* He 3:0
j'| Al 2018 T 2018
19:20
OLA 03-Anp-
o -Anp-
A ANBENT- P Het 2018 24:0
2018
16:20

[,06aBUTb pesy/ibTar
aHas3a KpoBY
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YpoBeHb
BLQ Fvm

(ME/gn)
HeT 90.0
HeT 20.0

YUrtobbl BBECTM ypoeaib PMII fo nHdy3um,
Bbl6eouTe 0TBeT -HeT- B pasgene -OTvbiBKa-"

YpoBeHb
AT BLQ
(ME/nn)

Henpume-
HVMO

Henpume-
HMMO

MeTog, Bknountb
aHanusa ncenefosaHue

BkrtoueH 1
OgHocTag
VckroveH
BkritoueH 1
OpHocTag
VckroveH

HanomuHaHwe: ans cosgaHna ©K npodmna Heo6xoaMMOo MCnonb30BaTh OAVH MeTog onpeaeneHns AU

34 n3114

PacueT nHauBsmayanbHoii ®K

ApBeiT*
KnupeHc ~1/'u/kr) 0.037
O6béM pacnpefenenHus 05
a paBHOBECHOM coctosmi' h (gn/kr)
Mepuog noryBbeegeHns FVHI {4 11.3
Bpems abnue 1% 0~ UCXO[HOTO
67.0

YypOBHA (a yacax)

YryuLeHHb I Bariecoeckuii anroputm (V2) ucnartbayeTcs
ANst pacyéTa OLEHOYHbIX NapameTpoB.o

CrepytoLmia atan



Ecnn BbINOMTHEHBLIYCNOBUA MO MUHUMANIbHOMY KOJIMYECTBY pe3ynbTaToB aHanu3os {T.e. 2 unu 6onee
pe3ynbTaToB aHanusa, OAWH U3 KOTOPbIX B3AT B nepuopf 3-4 yacoB (x 30 MUHYT) nocne MHPY3un, a
BTOpOin — B nepuop 24-32 4acoB (x 1 yac) nocne uHdy3un), B mMyPKFIT 6yaeT npumeHATbCA
YNy4YWeHHbIA 6ailecOBCKUA anropmTMm, MCMONb3YHLWUA afanTUPOBaAHHY CKOPOCTb 3/MMUHALUK
FVIIl, nony4yeHHYl0 Ha OcHoBe Habnwpgaembix ypoBHel FVIII, gona oueHKU uHauBupyanbHbix @K
napamMeTpoB M ob6ecnevyeHUs oNTUManbHOW [03bl.

YNny4dweHHbIi 6ailecoBCKUIA aNroOpuTM Takxe 6yaeT NPUMEHATLCHA, eCNN OAWH aHaNn3 B3AT Yepes

2,5 vaca nocne uHy3um Unm NosgHee, U BTOPOIi-He paHee 4eM 4yepe3 12 yacoB nocsie NepBoro.

B Takom cnydae npepgynpexpgeHue 6yaet otobpaxartbca A0 Tex Nop, Noka He 6yneT BbINOSIHEHO
yC/N0BUE MO PEKOMEHAYEMOMY BPEMEHU B3ATMSA aHanM30B KpoBU. MYPKFIT 6yaeT mo-npexHemy
obecneumBaTb BbIpaboOTKy peKOMeHAaLUnin no LO3MPOBKE, UCNONb3YA TPagULNOHHBIA MeToa,

€C/In pPeKOMEHAYEeMble YC/IOBUA He BbIMOSIHEHbI. [py TakMX yCNOBUAX UCNOMb3yiNTe peKOMeHAauuu
Nno 4O3NPOBKE C OCTOPOXHOCTHLIO.

MNPEOYTPEXOEHWE

Ecnu paccumMTaHHble 3HAUYEHUs HAXO4ATCA 3a NpefenamMmu OXXUAaemMoro nNonynsauUMOHHOTO AManasoHa,
nosiIBUTCA npeaynpexgaatluee coobueHne c Tpe6oBaHNeM NPOBEPUTH AaHHbIE;

«PacyeTHbIn KnupeHc FVIIlHaxoanTcsa 3a npegenaMmmn 95 % nonynayMoOHHOTO KnupeHca.
Mepuop nonyBbiBeJeHUSA OCHOBAH HO pacyeTe C UICNONb30BaAHMEM 3HAYEHNA KNUpeHca
3anpegenamun 95 % nonynayuu. NMpoBepbTe faHHble, NpeX e YeM NPOLONAXK UT b».

«PacyeTHbIi 06beM pacnpegenenus FVIIIB paBHOBECHOM COCTOAHUM HaXxo4u T CA

3a npepgenamun 95 % oT nonynALMOHHOIo 06beMa B paBHOBECHOM COCTOAHUMN.

Mepunopj nonyBbIiBEAEHNA OCHOBAH Ha pacyeTe Cc UCNONb30BaHWEeM obbemMa pacnpejeneHuns

B PaBHOBECHOM COCTOSHMM 3a npegenamu 95 % nonynauyuu. NpoBepbTe faHHble, NMPeXX e 4Yem
NPOAO/XK UT b».

«PacyeTHbIn nepuopg nonysbiBegeHnsa FVIII HaxognTcda 3a npefenamMmu nepuopa nNonyBbiBeAeHUS
nonynsauuun (ot 7 go 15 yacoBs). NpoBepbTe faHHble, NPe>X e YeM MPOJLONXK UT b».

«PacuyeTHblih nepnog nonysbiBegenna FVIII HaxoanTcsa 3a npegenaMmun nepuoja NonyBbiBejeHuUsA
nonynauuu (o1 7 go 23 yacoB).MpoBepbTe faHHble, NpeX e 4HeM NMPOAOMIK UT b».

«PacueTHblii nepunog nonysbiBegeHna FVIII HaxoauTcsa 3a npegenamMmu nepuoga NonyBbiBegeHMA
nonynauyuu (0T 7 40 24 yacos). MpoBepbTe faHHble, NpeX e 4YeM NPOLOMK UT b».

NPEOYTPEXOEHWE

EciM  peKOMeHAyeMble YCNOBUA B3ATMA  aHa/lM30B KPOBU He BbLIMOJIHEHbLI, MOABAAETCH
npegynpexgatmouiee coobuieHue:

«AHanM3bl He MNONHOCTbLIO YAOBNETBOPAW T YyKasaHHbIM KpUTepuam ANd WUCNONb30BAHUA
yNyuYylw eHHOTOo 6allecoOBCKOro anropuTMa. PekoMmeHAalLMn No [O03MPpOBaHUIO CnefyeT UCNONb30BATb
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C OCTOpPOXHOCTbi. O>XKungaerTcs, 4YTO 3a60p KPOBM B COOTBETCTBUW C PEKOMEHAALUAMM
MO3BONUT YNYYW UTb JO3UPOBAHUEY.

myPKFIT Tak)Xe npoBepsaeT COOTBETCTBME BBEAEHHbIX B NpOorpaMmy AaHHbIX nayneHTa n pes3ynbLtaTtoB
nccnepoBaHUs NyTeEM CPpaBHEHUS 3HAYEHUI € pe3ynbTaTamMy U3 KIMHUYECKUX MUCCIef0BaHWA.

PeweHne 06 MHGY3mMn pacyeTHoir Ao3bl FVIII meapaboTHUK NMPpUHMMaeT NO CBOEMY YCMOTPEHWUIO,
MCNONb3ysi 3HAHUA O COCTOSSHUU 3A0POBbA W WHAWBUAYANbHbIX MNOTPEOGHOCTAX MauuMeHTa W
npeabliayw,ytlo peakuuto Ha neveHue.

NPEOYTNPEXOEHWE

Ecnu aHanu3 BBEeAEHHbIX [aHHbIX O06HApPYXW/J HECOOTBETCTBME C MPeAblAYyW UMK [LaHHBIMU
uccneaoBaHuii, To NporpamMa BblfacT npeaynpexjatwuiee coobleHne:

«AHanM3 BBeAEHHbIX AaHHbIX NOKa3aj, YTO BBEeJEHHble [OHHble HE COOTBETCTBYWT [aHHbIM
npeablAywWw ,ux uccnefoBaHmuii. Mod>kanyiicTta, npoBepbT e BBEAEHHYI MHDOPMALUIO W UCNONb3YiTe
peKoOMeHAAaLNM NO JO3NPOBAHUID COCTOPOXKHOCT b0 ».

MpumeuaHue. CM. onpeseNneHnenoHs T U «AHANU3BBEAEHHbIX JAaHHbIX» B CNOBape TEPMUHOB.

MNPEAYTIPEXOEHWE

Ecnu aHanns BBEeAEHHbIX AaHHbIX MoKasas, 4YTo BBEAEHHble JaHHble BbIXOAAT 3a Npefesibl AaHHbIX
npeabigyunx uccreaoBaHuii, To nporpaMma BblacT chejytollee npegynpexaeHue:

«AHann3 BBefeHHbIX [aHHbIX NOoKasan, YTO BBEJEHHble [JaHHbIe BbIXOAAT 3a nNpefenbl AaHHbIX
npeAablAywnx wccnegoBaHunii. MNod>kanyiicTa, nNpoBepbTe BBeLEHHble AaHHble W UCNOAb3yhTeE
pekoMeHAaLnn No fo3nposaHunto ¢ BOMbLIOM 0CcTOPOXKHOCTbIO».

MyPKFIT npumeHsaeT 2 pas3Hbix anroputma (TpaguWUMOHHBLIA W YyAy4dYlWleHHblIi 6aiecoBCKMii) B
3aBUCMMOCTU OT BKJ/IIOUYEHHbIX B UccrnefoBaHne pesynbtatoB aHanusa FVIIL. Bei6op npumeHsemoro
anroputmMa (TpaguUMOHHbLIA WAM yNydWeHHbI 6GailecoBckuil) oTobpaxaeTca nog Tabnuueinn c
UHAMBUAYaNbHBIMK pe3dynbTatamu ®K napametpos. CM. coBapb TEPMUHOB A8 60/1ee Nno4pPO6HOTO
ONMCcaHna yny4dlweHHOro6aliecoBCKOro anropmtma.

3Ha4Y0K «KapaHpgal», pacnofioXXeHHbIA HANPOTUB COOTBETCTBYHOLWENO pe3ynbTaTta aHanmsa B
Tabnvue, NO3BONSIET BHOCUTb WU3MEHEHUSI B Tekyuwwue pe3ynbTaTbl aHaiAN30B KPOBU TEKYL KX
nccnefoBaHuil, a TakKXe BK/JKWUYUTbL/UCKAKYUYNTL pe3ynbTaThl NPeAbigyunmx uccrefoBaHuii B
6aliecoBCKNI pacuer.

Mocne pefakTMpoBaHMUs pe3ynbTaTa aHanns3a, a TakXe Nocfe BKAYEHNA/NCKNIOYEHNA Npeabl 4y nx
nccnepgosaHuii ®K pacuyet genaetcsi 3aHOBO. [lpu co3faHUM HOBOro pe3ynbTaTta aHanuM3a OH Mo
YyMO/IYaHUWIO BKAOUYAETCA B pacyerT.
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MpumeyaHne. ECIM UCKNIOYNT b aHANN3 KPOBU, TO OH OCTAHETCA UCKNKYEHHbIM
no yMONYaHMIO MPU cregyton”em pacyeTe.

5.6 @K npodunb

B pazgene «®K npodunb» otobpaxkaeTtcs rpauk, nokasbiBaoUWNin pesynbTaTbl MHAWBUAYANBHOTO
®K pacuyeTa, OCHOBaHHble Ha MH(OpPMaLUM O NauNeHTe N aHanM3ax KpoBU.

c« kK MPO®UNDb

BepHin-eo. ka cTpaHuuy ¢ MccaBob3-~nunn gna 1o-'o HTOCbl B</1ICUMTb MU UCKNIOUYUTL OTAEeNaHble o6pasLbl aHanm3os

WHanBupayanbHblii ®K npocdunb - AgBelT™

PacueT uHAnBUAYyanbHo ®K !AaBeiTT

0+ ~ 3039 or ®K nonynnuu.4 0< NIO'TYNAZ** 0 [lo-Kb.« aH2NA3a KPOCU W MIC<MOYeHs 9.« «pesin

rpemBla e muemli>=<da vV N<Crke OVHA« O0HHHB KoM VHISBIya Teom OK pracdd

CuipaHnTs 1 Creay)0L1V/K 3tan

MpumeyaHue. ns pacdeTa P nNpocdnnsd BCe BKAOUEHHbIe pe3ynbTaTbl aHANN30B U3 T eKYLW ero u

npeablylWero nccnefoBaHuii JONKHb Gbl Th ONpPejeneHbl OAHUM W TEM >Xe METOAOM aHannsa
KpoBU (Of4HOCTAANAHBIA NN CXPOMOTEHHBIM CY6CTpPaTOM/XPOMOTeH) U 6Gbl Th B39 T bl 4155 OAHOTO

npenapaTa FVIII

Ocb Y (BepTukanbHasi) npepctasnset coboli yposeHbakTopa VI (B %),
a ocb X (ropM3oHTanbHaa) — BpeMsa B yacax nocnsie nHpysnu.

Ha rpauke oTto6paxaeTca cnegywuwaa nHpopmaymsa:
Fony6oii pom6 o603HauvyaeT pe3ynbTaTaHanmsa, BK/AKYEHHbIA B pacyeT
KpacHbli KBagpaT 0603HavyaeT pe3yabTaT aHanAn3a, UCKAOYEHHbIH U3 pacyeTa
CVHWIA TpeyronbHWK o603HavYaeT pe3ynbTaT aHa/nn3a, BKJAKYEHHbI B NpeablAyWnii pacyerT.
KpacHblii TpeyronbHnK o603HavaeT pe3yibTaTaHannsa, UCKJKOUYEHHbI M3 NpeabligyLWero pacyera.

CuHAA NUHNA ob6o3HavyaeT MHAMBUAYyanbHbln ®K npodunsb.

PykoBoacTtBo nonb3oBartensa myPKFiT 37uv3 114

& 000 LHPMH (&7 INFO@CIRMIRU & WWW.GOSZDRAVNADZOR.RU



- MyHKTMpHasa NnHMA o603Ha4YaeT NporHo3mpyemblii ®K npounb AnA nauneHTa TOro e Bo3pacTa, C
TOli )Xe Maccoli Tena u Toi e fO03NPOBKOA.
3eneHasa o6nactb NokasbiBaeT+ unm - 20 % ot ®K nonynauun.
MpnmeyaHne. MO>XHO OTKAYATb OJHO MAN HECKONbKO M306pa>k eHWil Ha rpaumke, OTMEHUB
BblOOP COOTBETCTBYHMU Ero YCNOBHOIO 0003HAUYEHUSA B HUDKHeWH YyacTun rpaggumka. MIcknyeHHas
MHpopmMmaumna bygeT oTobparkaTbCACepblM UBETOM MOTCYTCTBOBaTbLHA rpadunke.

Mpn HaBedeHUN Kypcopa MbIWKN Ha CUHIOK SIMHUIO OTobGpaXkaeTcs TOYHbIM ypoBeHb FVIII B gaHHOM

TOUYKE KPUBOWA:

S
25 4.26.S MC/pn

Mpun HaBeAeHUN Kypcopa MbIWW Ha CUMBOM aHanu3a, Bbl YBUAUTE LONONHUTENbHbIE AaHHble {BpeMs
nocne UHQY3NN N N3MeEPEHHbIA ypoBeHb FVIII):

Mpun HaBegeHWM Kypcopa MbIWKM Ha CUMBOJ NpeablAywero aHanuia, Bbl YBUAUTE WUCXOAHble W”
CKOpPpPEeKTUpOBaHHble [AdaHHble (BpemMsA nocne WHPY3UU, WN3MEPEHHbIW ypoBeHb FVIII u
CKOPpPEeKTUpPOBaHHbIN ypoBeHb FVI1l). B uenax snsyanmsaumm myPKFiT ckoppekTupyeT3HavyeHune Tak,
4yToObl OHO MoOnNajano Ha TeKywyl KpuByl 3aBucumoctu FVIII oT BpemeHun, ecnu aHannm3 B3AT U3
npeabiayuwero nccnegoBanHnsa c gpyroii goson gna ®K nHdysuu:

3u.

Hacrpiw wiai Mkmyunw. 82.B ME/gn.
ANKXOAHW —nT uun: 50.0 ME/gu

Mpn HaBefeHWM Kypcopa MbIWKW Ha CUMBOS aHanMs3a, WCKAWYEHHOTo W13 npeabigywero
nccnenoBaHusi, Bbl YBUAWTE WUCXOAHble AaHHble (Bpems nocfie UHGY3UM M U3MEPEHHbI YPOBEHb

FVIII):

3y,
H3cTpamuamil Mewe>mHa: N/A.
I exogman —nT T a: 50.0 ME/gn
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5.7 Pacuyet f0O31POBOK

B pasgene pacyeta 403UMPOBOK NpefgycMOTpeHa BO3MOXHOCTb CO3[4aHMA MOLENU pexuma tepanuu,
OCHOBAaHHOI Ha paHee pacCcynTaHHbIX UHAWBUAYanbHbIX ®K napameTpax, HY>)XHOM UHTepBase Mexay
BBeAEeHUAMN npenaparta, BbI6paHHOM MUHUMa/IbHOM LLefleBOM3HauYyeHUun yposHa FVIII nu Bbi6paHHOM
ypoBHe A03bl. CHayana Hy>XHO Bbl6paTb LeneBoe MUHMMaNbHOe 3HayeHne yposHa FVIII ot 1 go 30
NpoueHTOB NN 03y BAuanaszoHe oT 10 go 100 ME/kr.

1P/>NYETHl JO3SUPOBOK

LleneBoii M HUMaTbHb 11 ypoBe«-<b Mepviog, nosyBbIBefeHUA VHTepBas Mexxay UHy3vsimm npenaparta (4)
0,
(% BblLLE VICXOAHOTO) FVLII (4) 24 72 HacTpavieaexToiit
11.0
Josa VE

BBe/uTe LieNIeBoii MUHIMA, THb I YpoBeHb 11 103y A5 M3MEHEHMS pexuvMa BBeeHUSt BTopoe ncre Gy/eT 3a/10MHeHO aBToMaT" \ecxi
Ha oct”oeani'K BBLeHH(Y0 B MepBOe rosie 3HaueHVst

CoxpaHutb B PDF

Ecnn BBeCTM MUHUManbHoe 3HauvyeHue FVIII BpyyHyto u Bbl6paTb WHTepBan BBeAeHMUA, B
COOTBETCTBYHOLW EM MNOJie NOABUTCA paccyMTaHHasa Ao3a. AHa/OrTMYHO, €CNn BBECTU [03Y BPYUYHYH W”

BblOpaTb MHTepBas BBeAEHUS, B COOTBETCTBYHLWEM MNoae MNOABUTCS pacCUMTaHHOE MUHUMaNbHOE
3Ha4yeHue FVIII.

MpumeyvaHue. Mpn ncnonb3oBaHUN HacTpauMBaeMOro WHTepBana BBeAeHUA NONA pacCYMT aHHON
003bl UMWHUMANbHOTO 3HaYeHUs FVIII6yayT cupblTbl. 3TO NPOUCXOAUMT NOTOMY, UHTO B JAHHOM
chyyae pacyeT gaeT HECKONbMO 3HaYeHU [J0O3bl W MUHUMANbHOTO YPOBHA, MOTOPble HeNb3A

nokasaTb B OHOM none. PaccymTaHHas Ao3a U MUHUMaNbHbIN YypoBeHb BCErAa oTo6Bpa>k at T CH
B Tabnmuec pe>K UMOMUHG y3uii.

OLLUNBKA

3HayeHne LeneBoro MMHUManbHOTO YPOBHS A0/MKHO 6bITb B Nnpegenax ot 1 4o 30 %.

Ecnn BBecTM 3HayeHWe BHe 3TOro AgmanasoHa, TO NoABUTCHA coobueHne 06 owWMOBKE, KOTOPYHO
HEeoH6XO0AUMO NCMPaBUTb, MPEXAE YEM NPOAOKUTL MPOCMOTP rpaduka.

Ecnu paccuntaHHoe 3HauyeHWe BHe 3TOro gnanasoHa, TO NOSABMTCA coobuieHne 06 owunbKe,

HO rpadimk 6ypfeT oTob6paxaTbca. Bob6ounx cnyyasax TeKCT coobuieHmsa byaeTTakum:

«MUWHUManbHOe LLeneBoe 3HaYeHNe YPOBHSA OMKHO 6bITb 0T 1 A0 30 %».
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OLLUNBKA

3HayeHne BBELEHHOW [03bl AO/MKHO ObiTb OT 10 fo 100 ME/kr. Ecnu BBECTM 3HayYeHWe BHe [JaHHOro
AvanasoHa, To rpauMk He O0TO6pasuTCA Ha 3KpaHe, a NnporpamMma BblgacT cregylolee coobuieHne 06
owmnbke:

«flo3a fon>kKHa 6bITb B AnanaszoHe oT 10 go 100 ME/mr».

OLLUNBKA

Ecnu paccunmtaHHaa fos3a HaxoguTtcd 3a npegenamu gnanasoHa ot 10 ME/kr go 100 ME/kr,
TO Bbl HE CMOXeETe NMPOAO/IKNTL, N NOABUTCA coobu,eHne 06 ownbkKe:

«Jlo3a He MOXXeT BbIXOAMT b3a npefenbl gnanasoHa ot 10 go 100 ME/kr».

Mpumeuvanune. Mona «Jo3a ME» n «flosza ME/ur» B Tabnuue pacyeTa J03bl BblAENA T CSH KpaCHbIM
B Cly4yae 3T OMN owWMN6BKM, Nn3HAYeHNa A03bl He ByayT oTob6pa>kaThbcA.

MpumeyaHne. BpauyaM peKoMeHAyeT CcAa nonaraTbCA HAa CBOU COOGCTBEHHbIE CY>XX AeHUsA Npun Bbl6ope
onTWUManbHOMN f03bl, 0CO6GEHHO KOTAa paccynTaHHaa go3a npenapaTaAfBel T HaxoANT CH

BHe fAuana3oHa 20-80 ME/kr (cornacHo yTBEpP> [JEHHOW MHCTPYKLUUM NO MEAULWHCKOMY
NMPUMEHEHUNID).

XoTa no6o4Hble adekTbl, CBA3aHHble C MNepejo3UPOBKON, He Habnwpanucb, YCTaHOBEHO
MaKcMMasbHOe 3HayeHune 403bl, OTpaXalwllein BepxHuiignanasoH 403MPOBaAHNA NpPU NpodunakTuke
COrNnacHo JaHHbIM O BbICOKOAO3HOW npodunaktuke npenapatom AaBelit® B PYTUHHOW KIMHUYECKON
npakTuke.

MNPEAYTIPEXOEHVE

Ecnu paccuntaHHasa gosa FVII! Ha KnnorpamMmm macchl Tefia BbIXOAUT 3a npejesibl Anana3oHa
20-80 ME/Kr un Haxogutca BHYTPWM MakKcuMmanbHoOro puanasoHa 10-100 ME/kr, Bbl nonyduTte
npegynpexgatliee coobuieHue:

«o3za FVUI Ha kunorpamm Maccbl Tena HaxoAuTcs 3a npefenamu gumanasoHa 20-80 ME/kr, Ho
BHYT pu fnanaszoHa 10-100 ME/kr,(cM. NHCTPYKLWIO MO NPUMEHEHNIO NnpenapaTaAfBelT)»

Bam 6yneT npeAnoXXeHOo caenaTb Bbl6Op, UTO6bI 0TOO6PAa3UTb UAN CKPbIThb PacCYUTaHHbIE A03bI.
rvi>a.-*//"a, -SXV.—S E»f:s-« s;.-.- E= x;-.—5 -;<3l3-r z3X f~.~s— e-s 2-2-21 V= <r |/ £/5-53"-3 VE <-

MocasaTs larvy/ve~ oo CcpbITh pacyeTm

Ecnn BbI Bbl66p6Te «[loKa3aTb KanbKynsaumnio»,To NOABATCA cneayiouime coobueHns
BMECTe CO CXeMOoi NMPUMeEeHeHna:
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Bbl1 BbI6pasiv Moka3s paccy”N1sHHbIX 403bl BHE AnanazoHa 2070 ME/Kr 1 BHyTpy gvanasoHa 10-100 MB'K. (CM. MHCTPYKLMIO MO "
NPVYMEHEHNIO NMpenapaTa ALBerT®).

Ecnu 8bl BbiGepeTe «CKpbITb pacyeTbl», TO MOSABUTCA Clegylolee coobuweHune,
acxema NpMMeHeHWAbyaeT NycTom;

is Ha3-:c3r/ '2<2=-a = =-=;/5r33:;-= 2I-£; L'Ec B-yTC»' C. =*32:>3 m!-*£CVHC"

Bbl MOXeTe M3MEHUTb CBOI BbI6OP OTOGPaXeHNs WU CKPbITUS pacyeToB 403, HaXaB 3HA4YO0K

c n3ob6paxeHuemMm KapaHgauwa.

MpumeyaHue. B cnyyae saToro npeaynpe> geHus nona «fosa ME» un «[loza ME/Hr» B Tabnnue
pacyeTa [03bl BbIAENA TCA XK ENTHIM LBETOM.

O6paTuTe BHUMaHMe, UYTO [AO03MpOBaHUe npenapata AABelT® [ONXKHO COOTBETCTBOBATH
YTBEPXAEHHON MHCTPYKLUM NO MEAULUHCKOMY MPUMEHEHUIO.
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*PlicUET [,03KTEBOK

nrn&ecA munuma-TbHb i yposeub (%]

eblwr NCXOOH3r9

24 N 4 72 '5r1T*«3- 1
42 123
4:co
@EC-E~ 1025308k - AT
-
£ I
=03
% 16
Hepens 1 Mo Br cp 4T T (€3] B«
Arsal” 1joC UE 4CX UE «0C ME «00 h'E
L:a 1=r « ctE~ 43verr « JUEK « Cfefenr
VBMErci blMMyarsHb! ASS
y30B3Hb {%) MbLLE ncnopHCT3 42H 45 454
Bawn N9 > 4y 4y 4y 4y
Bpemsa uunus 14) 1S4 254 24 Y4 ZJ'I 254
Hepensa 2 MH BT Cp ur nr Cc6 B:
Cun \# 43C0 IVE 43C0 yB «CC vyB
Arsn 1~ rr 43 .31/E'r 4D.C METr 40-C ME.it
WBNGEON MnunuanbHb;in 45% 45% 45%
ycoeekb f%) Ebllwe ncapprce:
EcesH EbTwe (4) H ESb 4 LI 4y 44
Bpewi yHaa [4} 234 234 204

%m’“&;e&&m

VIKTrpBan ble:k:;y uHdysr*mm npEn~parr (4)

Coxpa Bnb B FTjF

Mocne TOoro, Kak Bbl YCTAHOBUTE LeNeBOE MUHMMaNbHOe 3HAYeHWEe UKW [03bl, Ha rpaduke pacyerta
003MPOBOK GyaeT oTo6paxaTbCca MpeAcTaB/ieHHas HUXe UHopMalus;
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Mpadmk
Mepuop nonyBbiBegeHus FVIII (4)oTobpaxaeTca B BepXxHeW yacTu rpagumka
Mo ocn Y (BepTukanbHasa) otobpaxaetcsa YpoBeHb pakTtopa VI {B %)
Mo ocu X (ropusoHTanbHasA) oTobpaxaeTca WHTepBan MexAay wuH@py3uamu(B uyacax).
MoOXHO Bbl6paTb UHTepBaN Mexay WHdy3uamu 24, 48 nau 72 yaca, UWAN HACTPOUTbL APYroi
WHTepBasn, Bbl6paB COOTBETCTBYHIL,Ee BpemMs B HacTpolikax napameTpa WHTepBan mexnay
nHy3namn npenapata (4)

CuHAsS KpuBas MokKa3biBaeT MPOrHO3UPyeMbll ypoBeHb pakTtopa VIII Ha ogHy unu paBe
Hepenu.

Bbl MOXXeTe mMcnonb3oBaTb NON3YHKN «Bpemsa HUXe» n «Bpemsa Bbiwe» No o6enm cTopoHam
rpatuka, 4tob6bbl perynupoBaTb Nepuon BPeMeHW, e TeyeHMe KOToporo yposeHb FVIII y
nayneHTa Haxo4MUTCA BbilWe UNN HWXKE 3afaHHOTO0O MUHUMANbHOTO ypoBHSA FVIII.

e 3eneHasa ob6nacTtb NoKa3biBaeT Bpems, kKorga ypoBeHb FVIII Bblwe onpegeneHHOro
3HayeHns. OHa perynupyetcsa C NOMOLWbIO MON3yHKa «Bpema Bbiwe». PacyeTHoe
Bpems, npoBogumoe Bbile Bbl6paHHoro nopora FVIII (%), 6yaeT oTobpaxaTbcd B
Tabnuue nog rpadmMkKom.

e KpacHas o6nacTb noka3biBaeT Bpems, korga FVIII HuXe onpegeneHHoOro
3HaYeHUsA(MMHUMaNbHLIA ypoBeHb FVIII, 0 KOTOPOM AOMKHBI 6bITb OCBEAOMJ/IEHBI BbI
M BalW MNauueHT, MOCKONbKY B3TOM C/lyyae PUCK KPOBOTEUYEHUSA BO BpeMsa (PU3NUYECKON
aKTUBHOCTU MOXeT OblTb MOBbIWEHHbIM). apaMeTp MOXHO MEHATb C MOMOLWbIO
NoN3yHKa «Bpemsa HUXe», pacnosiIoXKeHHOro Ha NpaBoil cTOpOoHe rpadmka. PacueTHoe
BpeMs, NpoBOAMMOE HWXe BblGpaHHOro nopora FVIII (%) po cnepywoweidn MHgy3uu,
oyneT oTobpaxaTbcs BTabnuye nog rpakom.

Mop rpaukom oTobparkaeTcs Tabnuuya ¢ peXxXMMom MHAPY3M, NokasbiBawwaa o3y B ME un
ME/Kr gna Kaxpgoin umHdysum, a Takxke uUeneBoe MMUHMMaNbHOe 3HaudeHue FVIII gna kaxgon
paccymTaHHOW [03bl. Pe>XXxum wnHQy3nii 6yaeT aBTOMaTUUYECKW KOPpPEeKTUpoBaTbCA Mpwu
N3MEHEHUN LLENEBOro MUHUMANbLHOTO YPOBHSA, A03bl UIN MHTepBana MeXxay UHPy3namu.

PacueT fOCUPOBHM ApABEHT*

Hepens 1 Mv ET Cp ur nr C6 Ec
CC4A3 WE 4»C UE 4(32 Ne 4CCC UE 4033 ME
[/E'Rr 40.C MBC 4(BM&TT 4C IME'KT 4COME'KI

nenesoii >Ne4Mva.7aAi

[ 45%
jipoeewb (Y) Eb'iuewczscxr: 4.5%
Bcems 8bIB;«(4]H ($Y «H ny 4y
67m)'(nxe;u)ley 254 24 H 2zt 234
Hepens 2 Mn BT Cp ur nr C6 Bc
wn o »(CVE 4}<X1IVE 4CCC Ne
Baa WE.I? U SUE.IT 43.C MBKI 43.C UE-'o-

ue.nee6il HU|M1«rbi<bl>

45% 45% 45%
ypoBeHb (%] Bb L enczoaHcr6

Bpons Bbiwe(4)%BEY 44 44 44

Bpema Huxa |4) 1C% 234 254 234

B Ta6nmue OTO6pa)Ka}OTCF| uenesoe MWHMMa/lbHOE 3HayYeHue BbllWe WUCXOAHOINo YpPOBHA U

paccuynTaHHasa pgosa B ME, a Takke ME/Kr gns cxembl BBeAeHWA NpenapaTta Ha ABe Hegenu. Ons
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KaX Ao no3bl 0TOOpaXkaeTcs KOMMYECTBO YacoB, B TeHeHUe KOTOopbIX ypoBeHb FVIIIy nauneHTa Bbile
U HMWKe 3ajaHHOoro yposHa FV1Il, yctaHOB/IEHHOIO ¢ NOMOLW ,b MOJI3YHKOB.

5.7.1 WHTepBan Mmexay nHdysnamum npenapara

MO>HO Bbl6paTb CTaHAAPTHbIE MHTEpPBaAbl MeX Ay nHdysnamm 24,48 nnn 72 yaca unu 3agatb
HacTpanmBaemblli UHTEpPBas, HaXaB Ha KHONKY «HacTpanBaemblin».

MpumeyaHune. Mpuno>xk enne myPKFIT He nopgpep>XnBaeT WHTepBanbl, AANT E€NbHOCTb MOTOPLIX
npesBblwaeT 72 yaca.

WkTepBan nxa" npenapaTta (4}

MosaBUTCSA BCNNbiBatlLLEe OKHO CO CXeMOV BBeAEHUN HA ABE HeAenu.

buCTMLWEAEMbB/IA UKTAPBAJT KAEMJ/ eBENEHNAMN

Hesacna 1 Hepena 2
M B* Cp Y4t Nr C6 Bc Im Br cp Yt N1 C6 Bc
P I A L 2 A T 5 v

PHTepBa" MeXAy MHOY3MOT. npor.apata (9 48 0 48 0 48 0 48 48 0 48 0 48 0 48

Ecnn BbiGpaH HacTpauvBaeMmblli peXXuM BBefeHUS npenapaTta, TO HEO6X0AMMO Bbli6paTb HECKO/IbKO
OHen ana nHdy3nm Tak, 4TOObl MPOMEXYTKU MeXAy BBeAeHUSAMU He npeBbiwanu 72 yaca. Ecnwm
Bbl6paH HacTpauMBaeMmblii  peXxum BBefeHWs, npunoxeHue myPKFIiT npegnonaraeT, u4To
LBYXHefeNbHblIi KypC BBEAEHWIA NOBTOpPSieTCA LUKAWYHO. WHTepBan MeXAy MNOCAeAHUM [AHEM
BBeAEHWA BTOPOW Hefenu M NepBbiM AHEM TpeTbeil Hegenun paccyuTbiBaeTCs Ha OCHOBaHWUMU
NpeanosioXeHUs, 4To TPeTbs HeAEeNs Kypca COOTBETCTBYeTNnepBOi Hefene.

OLLUNBKA

Ecnun Bbl He BbiGepeTe AeHb B HAaCTpaMBaeMoOM MHTepBase MeXxAay BBeAeHUAMU npenapara,
cucTemMa He gacT Bam NMPOAOXUTb U BblgacT ciefytoliee coobuieHne 06 ownbKe:

«Jlon> eH 6bl Tb Bbl6paH X0T A Obl O4WH fEHb».

OLLUMBKA

Ecnn BBegeH MHTepBan MeXxay BBeLeHUAMU, NpeBbllar W nin 72 yaca,
cuctema He gacT BaM NPOAO/XUTL M BblgacT cregytouee coobueHme 06 ownbke:

«MIHTepBanbl Me> Ly BBEAEHUAMU LONXKHbl COCTaBNATb 24, 48 nnn 72 yaca 4Na BCeX 403
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B NnoBTOpAlWeMCcAa ABYXHeLeNbHOM UMKAe (CM. WHCTPYKUMIO NO NPMMEHEHUID npenapaTa
ALnBeii T ®)».

5.7.1.1 Cospatb haiin PDF

Mocne co3paHua Tpebyemoli Mogenun, ee MOXHO COXpaHUTb B BuAe AOKyMeHTa B hopmaTte PDF,
HaXKkaB YKa3aHHY KHOMKY. Mogenb Takxe aBTomMatuuyecku aybnupyetcs B gaiin B popmate CSV.

Bbl 6yneTe nepeHanpaB/ieHbl HA MEHIO-TapMOLKY «CoxpaHeHHble ainbl PDF».

5.8 Pepaktnposatb nHauBuayanbHyk3 o3y / yposeHb paktopa VI

B gaHHOM pasfgene Bbl MOXEeTe pefakTMpoBaTb OTAENbHble [03bl B CXemMax BBefeHUs. Ha 3Toi
cTpaHuue 6yayT oTobpaxaTbCA 403bl, pacCUMTaHHble Ha CTpaHuMue «PacuyeT fO3MPOBOK», [laHHble
6yayT 0O6HOBAATLCS NO MEPE BHECEHUSA U3MEHEHWA.

! PEAAKTUPY3eATb UHA1«NAYANIbHYIO A0O3Y/YPOBEHb ®AKTOPA VIII

C6pPOCUTL U3MEHEHUS

feHb WHTepBan mexpay nHdysmamm npeneparta (4) flosa "E) LeneBoit MUHUMAanNbHbIl ypoBeHb (%} BbllW e UCXOAHOTO
MH 72 4672 1.0
ur 72 4672 1.0
Bc 72 4672 1.0
Cp 72 4672 1.0

c6 i 4672 1.0

3HauyoK «KapaHpgaw>», pacnofioXeHHbIW HanNnpoTMB COOTBETCTBYyKLWeEW A[03bl B Tabnuue,
no3BonfeT pepakTuposaTb [A[03y. B BcnabiBawWemM OKHE MOXHO W3MEHATb A03Y  WUau
COOTBETCTBYHO LW EE €/l LEeNeBOe MUHMMANbHOE 3HavYeHne ypoBHsa FVIII.
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PEAAKTUPOBATbL A03Y
NN YPOBEHb ®AKTOPA VIM

AeHb
Hepens 1 - MNoHefeNnbHUK

Ao3a {ME)

LleneBol MuM>XWanbHbli YPOBEHb
{%BbILLIe NCXOAHOTO0)

[Ana co3paHnsi cXeMbl NpUMeEHe-
HWSA NpenapaTa BBeAUTe
MWHUMaNbHOE 3HAYeHMNEe UIn
fo3y, BTopoe none 6yger
3ano/lHeHO aBTOMaTUUYECKM Ha
OCHOBaHWUN BBEAEHHOTO B
nepsoe nosie 3HavYeHue

CoxpaHuTb

BBefleHNne HOBOrO Lle/1IeBOr0 MUHUMAaNbHOTO YPOBHA MpuBefeT K nepepacyeTy [03bl, a BBeAeHue
HOBOI [03bl — K MepepacyeTy 3Ha4YeHUA YPOBHA. [loc/ie BHECEHUS U3MEHEHWA HaXMUTe KHOMKY
«CoxpaHnTb», 4TOobGbLl NOATBEPAUTL MU3MeHeHusA. T[locne coxpaHeHWs W3MEHEeHW Ha cTpaHuuax
«PepakTupoBaHne WHAMBWUAYaNbHOW p[o3bl/ueneBoe MUHUManbHoe 3HavyeHue FVIII (ypoBeHb
thaktopa VII)» n «PacueT403MpOBOK» AaHHble 6yAYyT OGHOBJ/IEHbI.

N3meHeHNa Bpy4YHYl 3HayeHWid [03 Ha CcTpaHuue «PepakTupoBaHWe WHAWBUAYANbHON
fo3bl/ueneBoe MMHUManbHoe 3HadyeHne FVItl (yposeHbthakTOopa VII)», He npuBefeT K USMEHEHUAM
B nonsax «fjosa» n «llenesoe mmHumanoHoe 3HauyeHue FVIII (ypoBeHb thakTtopa VIl)» Ha cTpaHuuye
«PacyeT [03MpPOBOK». Ecnu TpebyeTcss OTMEHWTb BBE[EHHble BPYUYHYI 3HauyeHus [03, HaXmuTe
KHOMKY «OTMeHa».

MpumeyaHue. M3meHeHne WHANBUAYANbHbIX 03 TOHXKe c6pacbiBaeT BCE U3MEHEHUS WHT epBanos
BBEJEHMUI Ha cCTpaHuue «PacueT A03UPOBAH».

3HayeHNs [03bl W ULEeNeBOro MWHMMAanAbHOrNoO 3HayeHMA Ha cTpaHuue «PacyeT [O3MPOBOK»
OrpaHUYeHbl Pa3INYHbIMU YPOBHAMM, NPEBbILWEHNE KOTOPbIX MPUBOAUT K Bblfaue npegynpexaeHuni
ncoobueHnii 06 ownbkKe.
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MNPEAYTNPEXAOEHNE

Ecnu BBefeHHas WM paccuyMmTaHHas [03a BbIXOAUT 3a npefensl AvanaszoHa 20-80 ME/Kr, HO HaxoauTcs
B npegenax 10-100 ME/Kr, TO NnosABMTCA cnefytouiee npeaynpexmaeHue:

«fosa FVIllhg knnorpamMm Macchl Tena HaxoAuTca3a npefjenamun gnanasoHa ot 20 go 80 ME/«kr,
HO BHYTPM MakcumanbHoro pguanasoHa 10-100 ME/Kr (cM. MHCTPYKLWIO MO MEAULUHCKOMY
npUMeHeHN npenapaTaAgBenT®)».

OLLUNBKA

3HayeHne A03bl JOMIXKHO 6bITb 0T 10 o 100 ME/kKr.
Ecnn BBegeHHOe MU paccyMTaHHOe 3HauYeHue L03bl BbIXOAWUT 3a NpeAesibl LaHHOTO AManasoHa,
Bbl HE CMOXEeTe NMPOAOIKUTL U NOSBUTCS cnefytolee coobueHne o6 ownbke:

«Jlo3a He MO>XeT BblIXOAMTb3a npefens gnanaszoHa oT 10 go 100 ME/kr».

OLLUNBKA

3HayeHue LeneBoro MMHMMaabHOIo YPOBHSA [ONMXKHO 6bITh B Npesenax otl go 30 %.
Ecnn BBecTM 3HayeHuWe BHe 3TOro AguanasoHa, TO Bbl He CMOXeTe MNPOAO/IXMWUTb, WU NOABUTCA
coobuieHne 06 ownbke:

«MUWHMMaNbHOE LLeneBOEe 3HAYEHME YPOBHA JOMXKHO 6bITbH 0T 1 g0 30 %».

5.9 CoxpaHeHHble ainbl B hopmate PDF

B naHHOM paspgenie Bbl MOXeTe NONYyUYUTb AOCTYN KO BCEM CO34aHHbIM AOoKymeHTam PDF n CSV.

¢COXPAHEHHBIE ® AN/l B ®OPMATE POT

[laTta co3gaHus Ha3HauyeHHbl i MNepuopa nonysbiBegeHMA WHTepBan mexay nHpysnamu fosa PDFE CSV
npenapart FVIIL (4) npenapata (4) (ME)
05-A3---2013 M3e>r5 123 2202

MpumeyaHue. Cumson O byfneT oTob6pa)kaTbCcqa ANApe3ynbTaTaaHanni3a Kposu, CoO3JaHHOro o
MOSABNEHWA YyNyyll eHHOTo GaliecoBckoro anropuTma fmyPKFIT, Bepcua 2.0).MHguBuayanbHble ®U
pe3ynbTaThl M NPOMUAN MOTYT OT/NMYATHLCA OT Pe3yNbTaT OB, NOAYYEHHBIX CUCNONb30BAHUEM
nocnegHein/Tekyuuen sepcun. Ha>K MMTE 3T OT CUMBON, HTOOLI NOCMOTPETb KOMMEHT apuu.

HaxXmMnTe 3Ha4yokK, UTob6bl 3arpy3nTb tain PDF nan CSV
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dainn PDF copepXuT cnegyrouwme 3a1EMEHThbI:
e WHdopmauna o nayueHTe
e WHpopmaymnsa o K nccnegosaHmm
e Pe3ynbTaTbl aHaNn308
e OK npodunb
e PacueT 103UpPOBKMU
e T[peaynpexpeHusa (ecnmecTb)
e QR-kopg
e Bepcus nporpammHoro obecnevyeHus

daiin CSV copepXuT Te xe pasgensl, 4To u PDF, kpome cnegytoumx;
e O®K npodunb
e PacuyeT f,03MpOBOK
e T[peaynpexaeHusa (ecnnectb)
* QR-kopg
e Bepcua nporpaMMHOro obecnevyeHus

B ¢paitne PDF oTob6paxaeTcs QR-KOA KOTOpPbI No3BOASET NauMeHTy aKTMBMpPOBaTb MOOGMAbHOE
npunoxenne MYyPKFIT. Mo6unbHoe npunoxerdne MYyPKFIT pgaet Bo3MoXHOCTb 0TO6pasuTh
pacuyeTHblIi ypoBeHb FVIII B N0 60 MOMEHT BpeMEHU Ha OCHOBE MHAMBUAYaNnbHbIX ®K napameTpoB

W nocnepnHel sanucaHHo 403bl MHGY3MM. Yepes QR-kog B Mob6unbHoe npunoxenne MYPKFIT ¢

cobnogeHnem mep 6esonacHocTm OyAyT nepefaHbl UWHAMBMAYaNbHble ®K napameTpsl,
Heobxoanmble Ansa pacyeTta yposHsa FVIII.
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6 dKuccnegoBaHue ans npenapata AQeHOBENT®

6.1 O6uune ceeeHnn

B 3TOM pasjesie onucaHo, Kak cosgatb ®K uccnegosaHue 415 nauneHTa, KOTOPOMY HasHauyeH npenapat
AfeHoBeNnT®. Ob6paTuTe BHUMaHME: B BEPXHEN 4acTu KaXXAoi BKAagKu MccnefoBaHMa oTobpaxaeTtcs
3eneHas NMHUA, NokasbliBallasn, YTo OLLeHKa NPOBOAMTCSA Ana npenapata ALEHOBENT®.

Bbl MOXKeTe HauyaTb UCC/ief0BaHMeE cpasy Mnoc/ie co3jaHua nauueHTa (Kak onucaHo Bbille B pasgene 4.2).

Kpowme Toro, Bbl MOXeTe c034aTb HOBOE MCC/ief0BaHue As CYLeCcTBYOWEro nayueHTa;
B cnucke «Mou MauueHTbl» HailauTe nauwWeHTa, ANS KOTOPOrO XOTUTe CO3AaTb HoBoe ®K
uccnefoBaHue, N HAKMUTE Ha UAEHTU(UKATOP NaLMeHTa, YTo6bl MepeiT Ha ero cTpaHuLy.

B naHenn «®K nccnepgoBaHna» HaXXMnTe 3Ha4YoK «[Jo6aBute HoBoe ®K nccnegoBaHme», 4YTobbl co3gaTb
HOBOEe uccnefoBaHue A4n4 Bbl6paHHOro nauuneHTa.

@K uccnagosamus

-|- Ao6BmMrT» ucaoa ®K

Hcbicp «K «ccnenosanua HasHaueHHbIii npsanaca’ AaT3 «Kucennk1samid| Pitacea *ena k) Acn®KH->«y3sIMIYE[ME| KabIM3Tb

I ' bleHb142a21 1IMO«r 400C Mf n

Mpu HaxaTun Ha KHONKY «Jlo6aBnTb HoBOe PK uccnepoBaHue» Bbl NepelifileTe Ha Apyryl cTpaHuuy, rae
oTob6paxkaeTca cneaywWmnii akpaH:

MHO®OPMALMA O MALUNEHTE

ID nayneHTa KNUHUKK: TeslPatientl019 Fop poxpeHnsa: 1996 KeapTan roga poxpaeHna*: 01

EcTecTBeHHbIi NUCXOAHbIA YPOBEHD HasHauyeHHbIi NnpenapaT: Ajekos& it
FVI1l: 1%

«OBUWASA UHOOPMALINS O ®K UCCIELOBAHUN

«MNPEABIAYWWE ®K NCCNELOBAHNSA

«PE3Y/IbTATbI AHA/TU30B

«®K MPOD UL

«PACYET J03UPOBOK

*PEAAKTUPOBATL MHAMBUAYATIBHYIO A03Y- YPOBEHbL ®AKTOPA VIl

«COXPAHEHHbIE ®AN/bl 8 ®OPMATE POE

Bsrom OKHe OTO6Gpa)kaeTCA MeHK-rapmollKa CO C/eAYyLWMMN pasgenaMn:
e WHhopmayuusa o naymeHTe
e Ob6waa nHpopmauuna o ®K nccnegosaHum
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e [lpegbigyuwme ®K nccneposaHus

e Pe3ynbTartbl aHan308B

e  OK npogunb

e PacueTt [03MPOBOK

e PepaktupoBaTb MHAMBUAYaNbHYO A03Yy / ypoBeHb akTopa VI
e CoxpaHeHHble (haiinbl B hopmate PDF

6.2 WHGpopmauusa o naymeHte

B pasgene «/Hdopmauma o naymeHTe» oTobpaxatTcs gaHHble, BBeeHHble Npu Co34aHumn naymneHTa.

Ecnm BaM HY)>XHO MPOCMOTPeTb UMW OTpeAaKTUpoBaTb MHGOPMaLMUI0, HAXKMUTE Ha 3HAYOK KapaHjawa

MpumeuaHue. MNMocne M3MeHeHUs MHOpMaLuUU O MNayveHTe Bam 6yaeT NpeasoXeHo MNoATBEpPAUTb
BHECEHHble U3MEHEHUS.

Mpn usMeHeHWn roga/keaprana pPOXAEHUA WU eCTeCTBEHHOro McxoAHOro yposBHA FVIII naumeHTa
Heo6X0AMMO y4unUTbiBaTb, UYTO Mpeablaylwine uccnefoBaHus He O6yayT aBTOMaTUyYeCKn OGHOBNEHbI C
y4yeToM HOBOI MHopmauuun, n Baw npegbiaywmnii ®K npodunb n paccuynTaHHble J03bl MOTYT OKasaTbCA
HETOYHbIMU.

Mpy M3MeHEeHWM MNPOMUCAHHOrO MNauueHTy npenapaTta HeO6XO0AMMO Y4YMTbIBATb, 4YTO MNpegbliayline
OUEeHKMN He ByayT aBTOMaTMUYeCKW OGHOB/IEHbI CY4YeTOM HOBOIi MHMoOpMauun. Bce BHOBb co3JaBaeMble
®K nccnepoBaHus gas AaHHOTrO nauueHTa 6yayT co3gaBaThCs A1 HOBOro npenapara.

6.3 O6uwasa nHpopmaymnsa o ®K nccnegosaHum

*OBWAA NH®OPMALIMA O ®K NCCNEAOBAHNN

Macca rena i-T; O6ujan fo3a ®K HH<5 y3u.' FV1I (ME) * Oata ®K uHbd>"aumn FV1II
1000 4GCO 08-0Ir-2021 L
HasH3ue*-r*b-ii-p~napat AABMOBENHTE' Ao3a &< u,-*>3umn FVbi ME'k.) 40.0 Bpems 3K nudysun FV'II ;0C 00 - 23 5S>
2c21 (0]

MoxanyiicTa asej|TTe Bpena B popmate
24-Y'.Hanpumep 13 GO

106a3aTer&"s.e caw-tie
O,ﬂﬂﬂ 1pocmo’pa Np«A/ ' pB*CBHK' i KNU-TnTa

CoxpaHuTb 1 Cnagpouynii atan

B naHHOM pasgene Heo6xoauMo BBeCTU MHGoOpMauuo 06 nHdysum FVIIL, BTOM yucne gosy, Bpemsa u
JaTy UHAY3uK, aTakxke Mmaccy Tena nayueHTa.

e Macca Tena: BBeuTe 3HaUYeHWe Macchl Tena nauueHTa (B Kr). TOUHOCTb BBOAMMOTO 3HaYeHUs
He 6onee 1 nopsaka nocne 3anAToi. [laHHOe none 06A3aTenbHO A5 3an0/IHEHUS.
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OLUMBKA

Ecnn Ha3HayeH npenapat AgeHoBeliT®, He gonyckaeTcsi BBOA MaccCbl Tena meHee 29 kr nunm 6onee 140
Kr. Ecnu BBECTU 3Ha4YeHMe 3a nNpefesiamun aHHOTO AManasoHa, cucTema He facT BaM MPOAO/MKUTL U

BblAAacT cfieAytouiee npeaynpexaeHue:

«3HayeHMe maccbl Tena AON>XKHO 6bITb BNpegenax ot 29 go 140 ur».

MNPEOYTIPEXOEHWE

Ona npenapaTta AgeHoBenT® Mopaens ®K ocHoBaHa Ha guMana3oHe AaHHbIX O NaluMeHTax CBecoMm OT
36 po 100 kr. Ecnu BBecTM 3HaudeHue 3a npepgenamum 3TOoro gmanasoHa, TO nporpamma BblgacTt
cnepyiwouiee npegynpexaeHue:

«PU pacyeT OCHOBAH Ha faHHblXMauneHTOBC Maccoih Tena oT 36 go 100 Kr».

e Obuwasa gosa ®K nHdysun FVIII (ME); BBeauTte obwyto o3y nHpysum ®K FVIIL B MexxayHapoaHbIX
eanHunuax (ME). laHHoe none o6A3aTeflbHO A4NA 3anO/IHEHMUS.

MpunoxeHne aBToMaTn4eckn paccumtaeT fo3y B ME Ha KunorpamMmm macchl Tena.

O6wasn gosa ®K nHdysumn FVIIi (ME) *

4000

fosa ®K nHpysun FVIL1l (ME/kr); 40.0

OLLUNBKA

PekomeHayemasn gosa npenaparta AgeHoBenT® HaxoauTca B gmana3oHe oT 10 go 80 ME/kr. Ecnm
BBECTW A03y 3a npegenamMmu 3TOoro gumanasoHa, TO nporpamma BblgacT coobu,eHue 06 owwunbkKe,
KOTOPYIO HEO0H6XO4MMO UCNPaBUTb, Npexae 4YeM NPOAOIKUTL.

«O6buwan gosa FVIIlgon>kHa 6bITb B npegenax oT 10 go 80 ME/HTr.

PekomeHayembl i gnana3oH go3 40-50 ME/kr
[CM. MHCT pyKUMIONO NPpUMEHEHNIO NnpenapaTaAfgeHoBelAT '] ».

[ata ®K uHdy3nm FV1I: HaxXxMuUTe Ha 3HAUYOK KaneHgaps, 4tobbl Bbli6paTh Aaty ®K nHdysuu FVIII.
[aHHOe none 06a3aTefibHO ANA 3aN0/IHEHUA.

OLLUNBKA

[Onsa paHHOro nauMeHTa MOXHO BBECTU TONIbKO 04HO PK nccnefoBaHne B/JEHb.
Ecnn BBectn pgaty ®K wuHdysum FVIII, coBnagatowyto ¢ gatoir npegbigywero ®K mnccneposaHus,
nporpamMma He gacT Bam NpPoOAO/KUTb U BblgacT cnegytuiee coobueHme o6 ownbke:
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«Mpepynpe> geHune: BeegenHas gora PN uHgpysun FVIII ngeHTunyHa gote ®UN nHdysumn FVII npu
apyroro ®N uccnepoBaHuna».

OLLUNBKA

Mone «fAata nHdysnn ®K FVMI» 3aBucnt oT nona «lfog poxpaeHua». Ecnu gata ®K mHpysun FVIII
BBefeHa 6e3 ykasaHusa KBapTana rofa poXfeHus y nauveHToB Ao 16 net (Ha cTpaHuue «O6uwasn
MHopMaumMsa O naumeHTe»), TO NporpamMMa He gacT BaM NPOAO/IKWUTb M BblgacT coobuweHne o6
owwunbke, n ganbHeliwee NPoOAO/XeEHNe onepaLun 6yaeT HEBO3MOXHO:

«Bo3pacT nauveHTa B 3aTOM PV nccnegosaHun 15 neT wunum mnafwe. MeaprTan roga poxXK geHus
ABNAeTCH 06A3aTeNbHbIM NapamMmeTpPoOM AN NayMeHTOBY 4ell Bo3pacT He npeBblwaeT 151eT».

e Bpema ®K wuHdysum FVIII (00:00 - 23:59): BBegutTe Bpems (4acbl M MUHYTbI) B 24-4yacoeom

hopmare.
[Opyroi cnoco6: HaXXMMTe Ha 3HAYOK 4YacoB U BbibepuTe COOTBETCTBYlLUlee Bpems. [laHHOe none
aBnseTca 06s3aTeNibHbIM A1 3an0o/IHEHUS.

Mocne TOro Kak Bce nons 6yAyT 3amosiHeHbl, HAXXMUTe KHONKY «COXpaHWTb ¥ nepeiitn panee».

6.4 Tlpeabiayuwne ®K nccnenosaHus

MpunoxeHne myPKFIT coxpaHsfeT faHHble npeablaywnx ®K nccnefoBaHWii maumeHTa, U UX MOXHO
MCNO/Ib30BaTb BMECTE C HOBbIMUW AaHHbIMK ANna co3faHna ®K nccnefosaHus. PelweHne o Tom, Kakue

pe3ynbTatbl aHannM3oB u/unu npepgbigywme K nccnefoBaHUa JOMKHbI UCMOMb30BAaTLCS, NPUHUMaeT
Nevaulnii Bpay, KOTOpbI/i nydwe 3HAET TeKyllee COCTOsIHME MnauueHTa U MOXEeT CyAUTb O TOUHOCTU U
NPUrogHOCTN AaHHbIX Npeablagywmnx uccnegoBaHuil.

B MO myPKFIT kaxablii pe3ynbTaT aHanni3a «npusBsasaH» K ®K nccnefoBaHno, B pamkax KOTOpPOro
OH Obl/1 cOo34aH, W WHTepnpeTUupyeTcs B KOHTEKCTe 3TOro wuccneposaHua. [Ansa kaxpgoro &K
nccnefoeaHnsa coxpaHseTcs MHopmauuMs O Macce Tefla M BO3pacTe nauueHTa, [o3e U
npeguHgysnoHHom yposHe FVIIL. myPKFIT gaeT BO3MOXHOCTb onpefAenaTb MHANBUAYyaNnbHble ®K
napameTpbl OTAENbHO ANA Kaxporo ®K wuccnefosaHus wnn no obbeAWHEHHbLIM pe3ynbTaTam
HECKONIbKUX UccnefoBaHuii.

B 3TOM packpbiBatoleMcss MeH NpegycMoTpeHa BO3MOXHOCTb 0TO6pasnTb BCce Npeabiayluine

®K nccnepoBaHus M pewnTb, BKAKOYATD WU UCKAKOYATh KaXKAoe M3 HUX U3 GaiiecoBCKOro pacuyeTa
(no ymonuyaHuWio Npu NePBOM MCMNOMb30BaHUN MPUMOXEHUS BKNOUYEHbl Bce ®K nccnenoBaHus).
Ecnv Bbl BKNOUMTe npeabigyuime ®K uccnefoBaHus, To BCce AaHHble, CBA3aHHble C BblGpPaHHbIM
npeabigywmum ®K nccnegoesaHmem, 6yayT oTo6paxaTbCcs Ha BKAaAKe pe3y/bTaToOB aHa/IM30B.
Mocne TOro, Kak BCE HeOo6GXOAMMble pe3ynbTaTbl aHanM3oB GyayT BK/AKOYEHbI B CMNWCOK, a BCe
HEHY>XHble UCKYEHbl U3 HEro, HaXXMnTe «CoxpaHuTe n Cnegyounii atan».
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~MPEABIAYL ;«£ ®K UCCNEAOBAHUA

Oowaun fosa ®K  flatausmms

Hata nocnepuero Bo vudysun N Bk UNTh | UCKAY>TTL
®K nccnepgosaHue; R OTMbIBKa ! MHdy3umn FVII PK nHpy3unn
n3MeHeHus t IMBpgn) p EVIIL S nccnefoBaHne

CoxpaHuTb U Cnegytonpuw atan

MpumeyaHue. Mpu co3gaHum nepsoro Ana nauneHTa ®K nccnegosaHusa cnucoun npegblgywunx ®K
mccnefoBaHuii 6ygeT nycT.

6.5 Pesynbtatbl aHa/n30B

B JaHHOM pa3jene Bbl MOXeTe BBECTU faHHble NabopaTopHbIX aHaNM30B KPOBMU.
e OTMmbIBKa (CM. MOSIHOE onpejesieHne B C/l0Bape TEPMUHOB)

Bo-nepBbiX, Bbl AO/DKHbI onpeaennutb, ObiN AWM y nauMeHTa nepuos OTMbIBKM nepef 3atum OK
uccneposaHuem (1. e. B clyyae npuema npenapata AfeHOBEAT® nauueHTy He genanuv uH@ysun FVII B
TeyeHue nocnefHux 168 vyacoB B 3aBUCMMOCTM OT WHAUBUAYaNbLHOrO nepuofja MNONyBbiBEAEHUA, U
nosaTomMy npeaunH(Y3NOHHbLIA ypoBeHb FVIII naumeHTa BEPHYNCS K €CTECTBEHHOMY 3HAOTeHHOMY
ncxoaHomy ypoBHt FVIII). OTMbIBKa onpegensieTcs Kak Nepuos BPEMEHM, B TeYeHMe KOTOporo
NPOMCXOAUT CHUXEHME WN3MEPEHHbIX ypoBHel FVIII HUXXe nopora YyBCTBUTE/ILHOCTU MeTofa UIu
€CTEeCTBEHHOro ucxogHoro yposHsa FVIII mayuweHTa, T. e. nocne npeabiagywein nHpysum FVII B
opraHusme otcytcTtByeT FVILl unn npucyTcTByeT B OYeHbHE3HaUYNTEe/IbHOM KONMYecTBe,

Ons nonyyeHns LONONHUTENbHON NHDOPMALUN CMOTPUTE HUXE ailTOPUTM MPUHATUS PELLEHUNA.
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BbiN v NEepuroa OTMBIBKK Y NAUMEHTA
A0 3T0A ®K nHudy3un (1. e. ve Goino
seeneHnn FVil B TeueHne nocnepHnx

1684)?
/13 He\
BbiGepure napamerp Ana myPKFiT tpebyerca
OtmbiBRa «fian AONOAHUTENBHAR MHOOPMAUUA
l 06 yposere FVIII 40 uHdpy3uun
CuCTeMa npeanonaraer, 4To 8 EcTb nu paHHbie 06 yposHe FVIl
nnasMe NAUMEHTOB He RO MHY3MU?
WMEETCA OCTaTOMHOTO ypOBHA / H \
3x3oreHHoro FVIIl nocne Aa €
npeaviayuten nHdy3suu FVIIL
P Y o Bseaute yposeHs FVIll ao Bsegure nHpopmaumio o
nHby3uu npeabiayuteit aose FVIl (ecan
1' Nno3a 6vina eseaeHa 3a 12-168
4 A0 uHdy3nK)
CucTema BRNIOY3ET B pacyer

M3MEpPEeHHbIH OCTaTOYHbIN l

Hb 3K30reHHoro FVIl .
YpOBEHb Jk30re CuCTemMa OUEHUBAET OCTATONHBIN

YypOBEeHb 3K30reHHoro FVIII Ha
OCHOBE faHHbIX O nNpeabliayl e
VMHMY3NN 1 BKAOYaeT OLeHEHHbI

ypoBeHb B pacueT

Mo ymonyaHuio gnsa napametpa «OTMbIBKa» yCTaHOB/IEHO 3HaueHne «JA».
Ecnn n3mMeHuUTb 3HayeHue faHHOro napametpa Ha «HET», Bam noHago6uTca ykasatTb ypoBeHb FVIII

A0 UHAQY3NN.
OTm=1Bka yposehbFVIlls.  ¥YposeHs PVII fo
Jik) nbahy3n» JorT"en ObITb OT

Opo J3 MEon

MpumeyvaHnune. Ecam yposeHb FVUI g0 MHGpY3UU HeQOCTYNeH, Ha>k MUTe KHONHY «HefocTyneH».
3aTem noTpebyeTca BBeCTM WUHPOpmMaUWK O caMoil nmocnegHeidn po3e ANA nNauumeHTa BO
BCNNblBak W eM OKHe. Mporpamma oueHMT ypoBeHb FVIII go mHgpy3un (3K30reHHbIl) HO OCHOBE
MHopmMmauum o0 4o3e nNpeabl Ayl el MHPY3nH.

MuHdpopmaunsa o6 yposHe FVIII o nHPYy3um (M3MepeHHOM WNN OLEHEHHOM) MUCNONb3yeTCcH ANA
onpeAaeneHns ncxogHoro ypoBHsa FVIIIB MoMeHT PUUMHGPY3UM U yduTbiBaeTCAa 4N nocnegyrlero
pacueTa P napameTpoB.
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AOBABNTbL NPEABIAYILYIO NU«Y3NIO

i“e'a npegbirywein ungysum * aﬂm@bmﬁwqﬂqm
03:0-221 2359

20 21 o
06u,aafcsa FVIII iMEI"

MoxanyiicTa. Bee;NeT« epemp B
topmata 24-Y (Hanpumep 13 00)

OLLUNBKA

JonycTumblii gnana3oH 3Ha4vyeHuih ypoBHa FVIII go mH@ysum coctasnset oTr O go 40 ME/gn. Ecnn
BBECTM 3HauyeHWe BHe AAaHHOro AuanasoHa, TO nNporpamMMa He AacT BaM MpPoOAONXWUTb M BblgacT
cnepywlee npeaynpexaeHue:

«lonycTuMbIii fnana3oH 3HavyeHnin yposHs FVIII go nHpysun cocTtasndeT oT Opo 40 ME/gn».

OLLUNBKA

JonycTumblii ypoBeHb FVIII 4o MHMY3umM foMKeH 6biTb BbIlE NN pPaBEH ECTECTBEHHOMY UCXOAHOMY
ypoBHto FVIII nayuneHTa.

Ecnu BBefeHHOE 3HAYeHUe HUXe 3HayeHUs ecTecTBeHHOro yposHa FVIII y nauneHTa, To nporpammMma
He fJacT BaM NPOAOJ/IXUTbL U BblacT clefyloluiee npegynpexaeHue;

«YpoBeHb FVIII g0 nHy3nunm He MoXKeT O6bl Tb HUXKE, HEM €CTECTBEHHbIA NCXOAHbLIW ypoBeHb FVIIY
nauneHTa».

NPEAYTIPEXOEHVE

Ecnn BBegeHHoOe 3HauyeHue ypoBHS FVIII go uHpy3mm 6onbwe yem 10 ME/AN, HO MEHbWE YEM
40 ME/an, TO noABUTCA crneaytoluiee npefynpexaeHne;

«YpoBeHb FVIII go nHgpysun npesbiwaeT 10 ME/an. Mo>kanyiicTa, NpoOBepbTE».

OLLUNBKA

Ecnn Ha3HayeH npenapaT ALeHOBENT®, NPOMeXyTOK MexAay npegbiayuwein uwHdysueid n gaTtoi u
BpemeHeM ®K nHpy3un FVIII gonxeH coctaBnatb oT 12 o 168 yacos.

Ecnm npofo/mKUTENbHOCTL Nepuoja OTMbIBKM cocTaBunia 6onee 168 yacoB, HaXMUTe «1A».
Ecnum BBefeHHOE 3HAYeHWe AaTbl HAXOAUTCA 3a NpejenaMmu JaHHOro AuanasoHa, TO MporpamMmMa He
[acT BaM MPOAO/DKUTL U BbIAACT cneaytoliee npegynpexaeHue;
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«Mpome>KyToun MmeXKay npeablgywen nuysnein n gaTtoih n spemeHem OK nudysumn FVIII gon>k eH
cocTasnATb OT 12 g0 168 yacoBs».

OLLUMBKA

Ecnn HasHauyeH npenapaT AgeHoBeNT®, ooNycTUMbIA anana3oH obwei gosbl FV1Il gonxxeH 6bITh OT
10 go 80 ME/kr.

Ecnn BBefeHHOEe 3HaYeHWe Haxo4WTCs 3a NMpepenaMmu AaHHOro guanasoHa, TO NporpamMma He gact
BaM NpPOAO/MKMTbL U BblgacT cnegytou,ee coobueHmne o6 ownobke:

«O6buwasa gosa FVIIl gon>k Ha 661 Tb B npegenax oT 10 go 80 ME/HT.
[CM. MHCT pYKUWIO NO NPUMEHEHWIO NpenapaTaAfeHOBEeNT "N]».

MNPEAYTPEXOEHWE

Ecnm paccumTaHHoe 3HayeHue ypoBHA FVIII go wuHdy3nmm npesbiwaet 10 ME/gn, 10 nosABuTtcs
cnepyrouwee npeagynpexaeHue:

«PacyeTHbIn ypoBeHb FVIII go nHgysum Boiwe 10 ME/gn. Mo>kanyiicTa, NpoBepbT € BBEAEHHbIe
faHHble NnpeablAyul el UHDY3UN»,

- [Jo6aButb pe3ynbTar aHanusza @dakrtopa ¢oH BwunnebpaHga (Toslbko Ans npenapata
ApeHoBENT®)

Mocne HaxaTusa KHOMKK «[lo6aBWUTb pe3ynbTaT aHanu3a daktopa oH BunnebpaHpga» nosBMTCA
BCMN/IbIBAKOLLEE OKHO CO CeAyrWMMM 0693aTeNbHBIMU MNONAMU:

= YpoBeHb aHTUreHa k VWF (ME/an)

e [arta aHanmsa VWF

YPOBEHb ANTalrEHA XW IF

jpcewa »HTN'B»a <V.'iF a auya-'use N1£an,-'

[Nata 9-"arura W /F'
08-[Ip«.roe1

«'CNoNb30M'» pa~*a 85«BH-=1? )poesHo V.VF

[InA JaHHOTO NaUHaHTa H* Naa*H "poMHK VWF

YpoBeHb aHTUreHa K aktopy ¢oH BunnebpaHga — nepemMeHHas B NONynsiuMoHHol ®K mMopgenm
npenapaTta AZeHOBEWT®, KOTOpasi MOXeT MOBbICUTb TOYHOCTb pacyeTa f03bl. YPOBEHb aHTUTEHA K (haKTopy
doH BunnebpaHga MOXHO He yKasbiBaTb.

Ecnu y naumeHTa ecTb nNpeabligylwne ucciefoBaHus ¢ pesynbTatoM aHanusa gaktopa ¢oH BunnebpaHga,
TO TaKoli pe3ynbTaT aHa/n3a MOXHO MMMOPTMPOBATbL U3 NMpeablAylnX UCCMeAoBaHUi B Tekyllee. Takxke
MOXHO BK/OYaTb WM UCKIOYATL BBEJEHHbIE UM UMNOPTUPOBAHHbLIE pPe3ynbTaThl aHann3a gpaktopa (oH

PykoBoacTBo nonb3oBatensa myPKFiT 56 n3 114

& 000 LHPMH [ INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



BunnebpaHga 13 pacueta MHAMBUAYANbHbIX OLEHOK ®K napameTpoB. PelleHWe O TOM, BK/AOYaTb UAN He
BK/lOUAaTh 06pa3ubl pakTopa oH BunnebpaHpa, octaeTcs 3a edalyum Bpadvom.

MpumeyaHne. Cm. onpegeneHne noHATNA «dakTop PoH BunnebpaHga» B cnoBape TEPMUHOB.

MpumeuvaHune. ONnA Ka>X 4OT0 NCCNeA0OBaHNA MOXXHO COXPAaHUTb TONbKO OLWH pe3yAbT aT aHanusa
hakTOpa hoH Bunnebpanpa.

MNPEAYTNPEXAOEHVE

Ecnn BBegeHHOe 3HauyeHMe YPOBHA aHTUreHa K paktopy ¢oH BunnebpaHpga BbIXOAMT 3a paMKu
HOpManbHOro guanasoHa ot 50,0 ME/gn pgo 200,0 ME/gn, HO BXOAWUT B AMana3oH K/AMHWUYECKOWN
poctosepHocTn (o1 38,5 ME/apn po 2364 ME/an), cuctema BblgacT crejytouie npeaynpexgeHume:

«YpoBeHb aHTuredHan VWFBbIXOAUT 3anpefenbl HOPManbHOro fnanasoHa, Ho BXoAUT B guManasoH
KAWHWYEeCKOon gocToBepHocTwn (38,5-236,1 ME/agn)».

OLLUNBKA

BBefeHHOe 3HaYeHMe YPOBHSA aHTUreHa K akTopy oH BunnebpaHaa fo0KHO 6bITh 0T 38,5 go 236,1
ME/gn.

Ecnn BBegeHHOe 3HauyeHuWe HaxoauTcA 3a nNpefenaMmu AaHHOro AuanasoHa, TO nporpamMmma He gact
BaM NPOAO/MKUTbL U BblgacT cnegytou,ee coobweHne 06 ownobke:

«YpoBeHb aHTureHa K VWF BbIXOAUT 3a npeAenbl ArnanasoHa KAMHMYecKkoil gocToBepHocTu (38,5~
236,1 ME/gn)».

HaxmuTe KHOMKY «CoXpaHUTb», 4TO6bl MOATBEPAMTL BBOJ AaHHbLIX, U B BEpXHeli yacTu 3KpaHa
NnosBMTCS NOATBEPXAEHUE:

[Lo6aBnTb 3a60p KpPOBMU
Mocne Haxatus KHONKK «[06aBnTb 3a60p KPOBM» MOABMTCA BCM/bIBAKOLEE OKHO CO CMEAYIO L UMY

06A3aTe/ibHbIMW 415 3aM0/IHEHNUS NONSMU:®
e [Jlata 3abopa KpoBwu
e Bpewmsa 3abopa kposu (00:00 - 23:59)

e YpoBeHb FVIM (ME/gn)
e MeTog aHanusa (0gHO3TaMHbIA WAN XPOMOTEHHHBbIN)

PykoBoacTtBo nonb3oBatenss myPKFiT 57 n3 114

& 000 LMPMM (] INFO@CIRMI.RU & WWW.G0SZDRAVNADZOR.RU



AOBAB~TTb 3ABOP KPOBU

[la"a 3ab6opa rpcEn * Bpo‘3? saocpa pOE.r >00 00-23 59 j*

08-0(7-2<121 20 21 (0]

ypoaeHb FV1Ill (ME'AN) * .
Noxanyiicta eregute 6pems B

¢popmarta 24-U (narpt~uep. 13 00)

O6pasey HA*e "opo'a M6"opn a-a.'nsa’

'e>5CTEN'ens™-0CMN' me‘apa BLQ; ""OprDCTapMVIHbI?'I
/poes’» FVIII BtO .ME g-'u

< XpOMOTeHHbI it

Ansa cospanus ®K npoduns
Heo6xoAnMo HenonbsoeaTv oanH
metof onpepgerekna FVIU

Beeaute Heob6xoanmyl gaTy v BpeMs 3abopa KpPOBM, a TakXXe M3MEpPEeHHbIli ypoBeHb FVIII.

Ecnn ypoBeHb FVIII B aHanu3e KpoBM HWXXe npefena KONMYECTBEHHOTrO onpefeneHns, BMecTo
nonasi co 3aHavyeHnemypoBHs FVIII Heo6xo4MMO 3anoNHUTL cAeaywmne MNons:

e O®naxok Obpasel HWXe nopora 4yBcTBUTENbHOCTN MeToda (BLQ)

e YpoeHb FV11 BLW (ME/gn)

Ecnu namepeHHbIn ypoBeHb FVIM HU)Ke nopora 4yBCTBUTENbHOCTM MeToda (Hanpumep, <1 ME/gn),
ycTaHoBuTe naxok «YposeHb FVMI Hue nopora 4yBCTBUTeNnbHOCTM wMeToga (BLQ)». [MMocne
yCTaHOBKM (naxka none «YposeHb FVIIL BLQ (ME/gn)» cTaHOBMTCA AOCTYMHbIM, W Bbl MOXeTe
BBecTu ypoBeHb FVIIl. 3atem none «YpoBeHwb FVIII BLQ (ME/gn)» cTaHeT cepbiM u O6yaet
HEeJOCTYMHbIM.

Mone «YposeHb FVIII BLQ (ME/gn)» HeAoCTYNMHO MO yMOMYaHUIO.

MpumevyaHne. Cm. onpegeneHne BLQ B cnoBape TEPMUHOB.

OLLUNBKA

Ecnn HasHauyeH npenapaTtT AAQeHOBENT®, gata U BpemMs B3ATUA aHaim3a KPOBW [AO/XKHbI ObiTb B
AnanasoHe ot 10 mnuH go 168 yacoB nocne gatbl U BpeMeHU UHQy3nn FVI1Il. Ecnn BBeCTU 3HayeHue
paTtbl M BpemeHn 3abopa aHanv3a KpoBW 3a npejenaMu AaHHOro gvanas3oHa, TO nporpamma He gact
BamM Npojo/KaTb U BblgacT crefyrwuiee coobueHne 06 owmnbKe:

«laTaunBpemsa 3abopa MpoBM LOMXKHbLI 6bITb 0T 10 MUH a0 168 yacos nocne nHysun FVIIi».
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OLLUNBKA

ypoBeHb FVINagonXXeH 6biTb 60/blUe NN PaBeH €CTeCTBEHHOMY (3HAOTEHHOMY) UCXOAHOMY YPOBHIO
FVIII. Ecnu BBecTWM 3HauyeHUe HUXe ecTecTBEHHOro (sHAOreHHoro) ypoBHA FVII1 nauyueHTa, TO

nporpamMa He facT BaMm NPOAO/IXUThL U BbIAACT creaylollee coobuieHne 06 owmnbke:

«BBefileHHOe 3HaveHne ypoBHA FVIII He MOXXeT ObITb HMKe, YeM eCTECTBEHHbIN UCXOAHbI ypoBeHb FVIII
nauueHTa.

MpumeyaHne. Ecam wn3mepeHHblid ypoBeHb FVIII HUXKe ecTecTBEHHOro ucxofHoro yposHsa FVII,
nposepbTe NPaBUAbHOCT b BBOfAa faHHbIX. EcCAn BBefeHHble [JaHHble BepHbl, PeKOMeHAYyeTCH
NPoOBepUTb BO3MOXHble W3IMEHeHUds B nabopaToOpHbIX nNokKa3aTenax uW/MNM WU3IMEHEHWe
KNMHWYeCKMX napaMeTpoB NauueHTa, BKAOYaA HaNluyne MHTMOU T OPOB.

OLUNBKA

Ecnn HasHauvyeH npenapaT AeHOBeNT®, He gonyckaeTcsa BBOJ 3HauyeHun yposBHelW FVIII 6onee 236
ME/gn, YposHu FVIII, npeBblwatkwwme 3170 3Ha4YeHUe, HaxoAAaATCA BHe AmanasoHa Habnwgaemblix
ypoBHeli FVIII B KNUHMYEeCKNX uccnepgosaHusax. Ecnu BBecTu ypoBeHb FVIII 3a npepgenamum 3Toro
Avana3oHa, TO nporpamma He facT BaMm NpoOAOJ/DKUTbL U BblgacT criejytoliee npegynpexaeHune:

«YpoBeHb FVIII He Mo>eT npeBblwaTb 236 ME/an. Mo>anyiicTa, npoBepbT e BBEfEHHbIe
OOHHbIE».

MNPEAYTNPEXOEHWE

MyPKFIT paccumTbiBaeT OXUAaeMblii MakCcumanbHbli ypoBeHb FVIII gna kaxgoro aHanmsa KpoBW B
N0 6o MOMEHT BPEMEHW Nocne MH(PY3NM Ha OCHOBE MaKCMManbHbIX HabnwgaembixypoBHein FVIII B
nNoNynsauNOHHOW MoLenu.

Ecnn BBecTn ypoBeHb FVIII, npeBbiwawwmnii oxXnagaeMmblii MakcuManbHbli YPOBEHb, TO MOABUTCS
cnepytoluee npegynpexaeHue:

«YpoBeHb FVIII npeBblwaeT O>XWUJaeMblii MaKCMManbHbli ypoBeHb (BCTaBbTe pacyeTHOe
3HayYeHMe MakcumanbHoro yposHs FVIII) ME/gn Ans [aHHOrO BpeMeHW B3ATMA KPOBM mochne
MHGpy3nn. Mo>kanyiicTa, NpoBepbT e BBEJEHHbIE JOHHbIE».

MpumeyvaHune. 3HayeHue yposHa FVIII(ME/gn), ykazaHHOe B OKHe npefynpe> fatoWwero coobuieHuns,
6yfeT MeHATbLCA B 3aBUCUMOCTMU OT BBEJEHHbIX JAHHBIX.

OLLUMBKA

YposeHb FVIII BLQ gonXeH 6bITb 60/blie UAN paBeH ecTeCTBEHHOMY (3HLOMeHHOMY) UCXOLHOMY
ypoBHt0 FVIII. Ecnu BBeCTM 3HaYeHUe HUXKEe eCTEeCTBEHHOro (3HAOFeHHOro) McXoaHoro ypoesHs FVIIL
nauveHTa, ToO NporpamMma He facT BaM NPOAO/DKUTL U BbliAacT crnegytowee coobuieHne 06 owunbke:

PykoBoacTBo nonb3osartensa myPKFIT 59 n3 114

& 000 LUPMH (&7 INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



«BBeseHHoe 3HaueHune ypoBHA FVIII He MOXeT 6bITb HUXKE, UYeM eCTeCTBEeHHbIN
MCXOAHbIA ypoBeHb FVHInaymeHT a».

MpumeyaHue. Ecnm nsmepeHHbIn ypoBeHb FVIII HUXKe eCTECTBEHHOIO WMCXOAHOTO ypoBHs FVIII,
npoBepbTe NpaBuNbHOCT b BBOLA AaHHbIX. Ecnn BBefeHHble [JaHHble BEPHbI, PeKOMEHAyeTCH
NPOBEPUTb BO3MO> Hble UW3MeHeHMs B nabopaToOpHbIX nNoKasaTenax Wu/Mam MU3IMEeHeHns
KNMHMYEeCKUX NapamMeTpoB naymeHTa, BKAOYaa Halnyne uHrnbuTopa.

OLLUMBKA

BBoaumoe 3HauveHune ypoBHa FVIit BLQ (ME/gn) AomKHO 6biTb 60nbwe O M MEHbWEe WAN pPaBHO 2
ME/an. Ecnu BBecTu ypoBeHb FVII1IBLQ 3a npefenamMu faHHOro amanasoHa, TO cMCTeMa He facT Bam
NPOAO/IKUTL N BblfacT cnefytowee coobueHre o6 ownbKe:

«Moporonpepenenna FVII (BLQ) (ME/gn) gon>KeH 6b61Tb >0un <=2 ME/an».

HaxMmnte «CoxpaHuWTb», UTOGbl NOATBEPANTL BBOA AaHHbIX, U Bbl YBUAUTE NOATBEPXAEHUE B
BepxHeiiyacTn 3KpaHa, a pe3ynbtart aHanusa 6ygeT gob6aBneH B CMMCOK.

OLLUNBKA

HeBo3MOXHO caenatb ®K pacyeT AnAa pe3ynbrtatoB aHa/an3os,
KOTOpbl € 661K nonyyeHbl C NOMOUW b pa3HbIX METOAOB aHannsa

Ecnu BBECTM pe3ynbTaTaHanmnia, KOTopbllii 6bl/1 NONYYEH C MOMOLW b APYroro Metofa, Wan BKAOYUTL
Takol pes3ynbTaT B MccnepoBaHue, TO B BEPXHEW 4acTu 3kpaHa OyaeT MOCTOAHHO oTob6paxaTbcs
Bblleyka3aHHOe npejynpexpeHne. B 3ToMm c/lyyae Bbl He CMOXeTe NepeiTun panblie BKAALKK
«Pe3ynbTaTbl aHaIM30B».

MNPEAYTNPEXOEHVE

Ecnn Ha3HayeH npenapat ALeHOBEeAT® © BBefeHbl faHHble 06 aHanu3e KpOBM, KOTOpbie He
COOTBETCTBYHOT OXWAAaeMblM KpUTepusaM, TO BbllleyKa3aHHOe npepynpexpaeHne 6yaeT NOCTOAHHO
oTo6paxaTbCs B BEPXHEM 4yacTu aKpaHa. Bbl He AO/KHbLI nepexoanTb K aTany «®K npodunb», ecnu
oTo6paxkaeTca 3To coobweHue, Tak Kak ®K npodnab MOXKeET 0Ka3aTbCsd HETOYHbIM. TeM He MeHee,
nporpamma nNo3BOJIUT BaM MPOLO/IKUTH,

Ecnn Bbl pewnTe NpoAO/IKNTL, HEOOBXOANMMO NPOSABAATL OCTOPOXHOCTD.

MpumeuyaHne. YkasbiBaiiTe TO4YHOe BpemMsa 3abopa KpoBM AnNa obecneyeHWs ONTUMANbHOTO
pacueTa P napameTpoB.
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Mpn ucnonbizoBaHunm mMyPKFiT ¢ MWHWUMaNnbHbIM KONMYECTBOM HEOBXOAMMbLIX aHANM30B KPOBU
y6eAMTecb, YTO 3TN aHaNu3bl BbiWe eCTECTBEHHOT0O WCXOAHOTo ypoBHS FVIII n Bbiwe nopora
UYBCTBUTENbHOCTU MeTOfA.

MpumeyaHue. Ycnosud 3abopaaHanm3oB KPpOBM MOTYT MewaTb NPOCMOTPY AaHHBIX.
B0O3MO>XHO, NnOTpebyeTCANPOKPYTUT b CTpPaHUYy, HTO06bl YBUAET b UHGQOPMALUIO.

MoBTOpMTE 3TOT MpoOLECcC ANA KaXAOro aHaausa KpPOBW. B HWMXKHEN yacTu 3TOr0 MEHH-TapMOLLKK
MOXHO yBMAETb paccynmTaHHble 3HauyeHuUs, Takme kak KnupeHc (gn/d/kr), O6bem pacnpegeneHuns B
paBHOBEeCHOM cocTosaHuu (gn/kr), MepnognonyebiBegeHuns FVIII (4) u Bpemsa Bbiwe 1 % 0T NCXOLHOTO
YPOBHSA |B yacax).

MpumeyaHue. CM. onpefeneHneBbl W eyKa3aHHblX NO/eiA B cnoBape TEPMUHOB.

-PE3YNbTATH AHANN3CB
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BaiecoBCKUi anropsATy UCMONb3YeTCs A4NS PacHeTa OMEHOUHbIX
BapaneTpoB AJJEHOBEHTE.

CopawTb ACNagMMBB* 3 0 1

Ecnn HasHaueH npenapat AfeHOBEWT® u B TeKyliee nccrefoBaHWe BKIOYEH XOTA Obl O4MH W3MEPUMbIA
obpasey, FVMI (T.e. He BLQ), a Bce aHanuM3bl KPOBM MMEKT OAMHAKOBbLIA TUN aHa/N30B, BbIMOJHAETCS
nposepka MPUroAHOCTW BBEAEHHbIX [faHHbIX. Ecnn pe3ynbtatbl MNPOBEPKUM MNPUTOLHOCTM BXOAAT B
JonycTUMBbIM Ananas3oH, BbINOMHAETCA OLeHKa JOCTOBEepPHOCTM oueHkn @K napameTpoB. Ecnu pesynbrathl
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NPOBEPKN [OCTOBEPHOCTU BXOAAT B AOMNYCTUMbIA AMana3oH, Ha 3KpaH BbIBOASATCS WHAWBUAYaAlbHblE
oueHkn ®K napameTtpoB (nogpobHee CM. B c/ioBape TEPMUHOB).

PeweHne 06 MHGpYy3mm pacyeTHon po3bl FVIII megpaboTHUK NPUHUMaeT NO CBOEMY YCMOTPEHMUIO,
MCNONb3ys 3HAHWA O COCTOAHUW 3[A0POBbA W WHAMBUAYANbHBIX MNOTPEBHOCTAX MauuMeHTa W
npeabigyw,yo peakumnio Ha nevyeHune.

MpumeyaHue. Lns pacyeTa ®MinapamMeTPOBBCE BHNOUYEHHbIEe pe3yNbT aThbl aHANN30B U3 T eHYL el

MnpeablAyn\Mx OLLeHOK JOMKHbI UMET b OAUH TUN aHANU30B U JONXKHbl 6bl Tb B3ATbI AN1A OfHOTO
npenapaTa FVIII.

NPEAYTPEXOEHWE

Ecnn aHann3 BBeAEHHbIX [faHHbIX OOHapyXWn HEeCOOTBETCTBME C NpeabliAywumMn [AaHHbIMK
nccnefoBaHuii  gnsa  npenapata AfeHoBenT®, TO nporpamma BblgacT npegynpexjatuiee
coobuweHue:

«AHanu3 BBEAEHHbIX fAaHHbIX MOKa3aj, YTO BBEeAEHHbIe [OHHbIE HE COOTBETCTBYIOT [OHHbLIM
npeabl4ywnx uccnenoBaHuit. Mo>kanyiicTta, npoBepbT e BBEJEHHY WHpOpPpMaLMio W NCNONb3YHATe
peKoMeHZAaLWn No 4O3MPOBAHUNIO COCTOPOXKHOCTbIO».

MpumeyaHue. CM. onpefeneHne NnOHATNA «AHANU3 BBEJEHHbIX AaHHbIX» B C10Bape TEPMUHOB.

MNPEAYTNPEXOEHWE

Ecnn aHanuns BBeAEeHHblIX AaHHbIX MOKa3as, YTO BBeJE€HHble AaHHble BbIXOAAT 3a npeaesibl AaHHbIX

npeabigyuinux wuccnefoBaHuii agns npenapata AfeHOBeWT®, To nporpamma BbligacT cnegytoll|ee
npeaynpexpaeHue:

«AHann3 BBefeHHbIX [JaHHbIX NoKasan, YTO BBEAEHHbIe faHHble BbIXOAAT 3a Npefenbl JaHHbIX
npeablAgywnx uccnegosaHuin. Mod>kanyiicTa, NpoBepbTe BBeLEeHHble AOHHble W WCNONb3yihATe
pekoMeHAaLnu no 4o3nposaHunto ¢ BOSIbLUOM 0CTOPOXKHOCT bio».

3HayoK «KapaHpall», pacnosioXeHHbI HaNnpoTMB COOTBETCTBYIOLWEr0 pe3ybTaTta aHalim3a B
Tabnuue, MNO3BONASET BHOCUTb W3MEHEHUS B TeKylMe pe3ynbTaTbl aHannW30B KPOBU TeKyLWUX
nccnefoBaHWn, a Takxe BKAOYUTB/UCKAIOUYNTL pe3ynbTaTbl MNpeabigywux ucciegoBaHuin B
6aliecoBCKUiA pacuer.

Mocne pefakTMpoBaHUS pe3ynbTaTa aHann3a, aTakXke Moc/se BKAKYEHUA/UCKAYEHNSA Npe bl Ay L mnx
nccnefosaHunii ®K pacyeT genaetca 3aHoBO. [pu co3faHWM HOBOFO pes3ynbTaTa aHanM3a OH Mo
YyMONYaHMWI0 BKIOYAETCA B pacyer.

MpumeyaHne. ECAN UCKNOUYNT b aHANIM3 KPOBU, TO OHOCTaHETCSA UCKNOUYEHHBIM MO YMONYAHUIO NpH
cnefylu,em pacueTe.
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6.6 @K npodunb

B pa3gene «OK npodunb» oTo6paxaeTcs rpaguk, nokasbiBawwuii pesynbTaTbl MHAMBUAYyanbHoro ®K
pacyeTa, OCHOBaHHble Ha MHOpMaLMKU O NauueHTe U aHannsax KpoBu.

‘A k NPO®Ub

Bep-Bn-ecbHa crpawr’y ¢ Viccn”:06aHH»Mp AraTol Tobbl B'ncmmts MOC/IKM/Tb 0TfjesBYble 0Cpa3”bl ana.-n3es

NHAavBuAyanbHbli ®K npotunb - AgaHoBeiT>

PacueT nkaneuoyansbHol ®K /AoekoBeiiTC

us. KnupeHc (an-Y'kr)

H * 20SOT @< ronynsun.» 9< W Me<n«ya>'Hbl« 4pot«*
4 AccnapoM'-as v Kpoan — WHEMLAL/anbu»4p 9K pachtr

CTtpmMnb MOI:CMQ]}.\ sTan

MpumeyaHve. Ans pacueTa ®V npodund Bce BKAKOYEHHbIE pe3yNbTaThbl aHONM30BU3 TEKYLLEero u
npeaplayLwero nccnefoBaHnin LOMKHbI OblTh OnpeaesnieHbl O4HUM M TEM XXe MeTOA0M aHanm3a
KpOBW (OAHOCT aAUNiAHBIVA U CXPOMOTEHHbIM Cy6CcTpaToM/XpoMoreH) v 6bITb B3ATbl 415 O4HOT0
npenapaTa FVIII.

Ocb Y (BepTukanbHas) npepactaBnseT coboii yposeHb dhaktopa VI (B %), a ocb X (ropusoHTanbHasa) —
BpemMs 8 yacax nocne seefeHus nHoysun FVIIL

Ha rpadvke oTob6pakaetca cnegytowas MHpopMaums:

e Tony6oin pom6 0603Ha4aeT pesynbTataHann3a, BKIKOYEHHbIV B pacyeTt

e KpacHblli KBagpaTt 0603Ha4YaeT pesynbTar aHan3a, UCKIOUYEHHbIN U3 pacyeTa

e  CuHWIA TpeyronbHNMKO603HaYaeT pesynbTaT aHann3a, BKIOUYEHHbIV B NPeablayLnil pacyer.

e KpacHblli TpeyronbHMKO603HavaeT pesybrataHanmn3a, UCK/IIYEHHbIR 13 NpeablayLiero pacyera,

e CuHS NMHMA 0603HaYaeT nHanBuAyanbHblii K npodune.
MyHKTUPHaa NMHMA 0603Ha4YaeT NPorHo3mpyemMblii K npodmnb AN naumeHTa TOro Xe Bo3pacTa,
C TOI XXe Maccoli Tena u TOi e A03MPOBKOA.

e 3eneHas obnactb nokasbiBaeT + unn - 20 % ot ®K nonynaumn.
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MpumeyaHne. MOXXHO UCHMOUYNTb OAUH UM HECUO/BUO 3N1EMEHT 0B, 0T 0bpaXkaemblx Ha rpaguke,
OTMEHUB BbIOOP B 0603HaYeHUAX Mog rpankom. McknoyeHHas uHopmauus 6yaeT BblAefleHo
cepbiM B 0603HaUYeHNAX U He ByfeT 0T o6parkaTbCs Ha rpaduke.

Mpn HaBegeHUM Kypcopa MbIWK Ha CUHIO W NYHKTUPHYID JIMHWW, Bbl YBUAMTE TOUHbLIA 1
npegnonaraemblii yposeHb FVIII B onpefeneHHol TOYKe Ha KPUBOIA.

6.00 u. 84.7 ME/an

Mpn HaBeAEeHMM Kypcopa Mblly Ha CUMBON aHann3a, Bbl YBUANTE AOMONHUTENbHbIE AaHHbIE (BpeMs
nocne NHhy3nM 1 M3MepeHHbIin yposeHb FVIII):

48 4. 2S.0 ME/an

Mpy HaBedeHMM Kypcopa MbIWW Ha CUMBOM MNpefblayliero adanvsa, Bbl YBUAUTE WCXOAHbIE W
CKOPPEKTUPOBaHHbIE  AaHHble (Bpems Nocne  WHQy3un, W3MepeHHbIi YypoBeHb FVILI u
CKOPPEKTUPOBaHHbIM ypoBeHb FVILl). WcknwountensHo B uenax Busyanmsauum myPKFiIT
CKOppeKTUpyeT3HayeHne Takum 06pa3om, 4Tobbl OHO NOMafano Ha TEKYLLYH KPUBYHO 3aBUCUMOCTU
FVIIl oT BpemMeHwu, ecnu aHanua B3AT U3 NpeblayLieli OLeHKM ¢ Apyroi gosoi ans ®K nHdysnu:

AaHHble TpBAM.ayw Bra ><iclagpgaa-~3

3.00 u.

HacTpanBaenas BenunynHa: 100.9 ME/an,
NcxogHan sennyuHa: 100.0 ME/gn

Mpn HaBedeHUM Kypcopa MbIWK Ha CUMBON aHanv3a, WUCK/KYEHHOTO M3 npeablayleli OLeHKK, Bbl
YBUAMTE UCXOAHbIE AaHHble (BpeMsinocne MHGY3Mn n nsmepeHHblin ypoeeHbFVII):

ar
Hacrpaifju.M sefawta VA

WexogHa» Benixdela: SO.0 PIC/aa

6.7 Pacyet 003MPOBOK

B pasgene pacyeta 403MPOBOK NpeaycMOTpeHa BO3MOXKHOCTb CO3JaHna MOAENN pexuma Tepanuu,
OCHOBAHHOW Ha paHee paccumTaHHbIX MHAMBMAYaNbHLIX PK napameTpax, Hy>XHOM MHTepBasie Mexay
BBeJEHUSAMYU npenaparta, BbIbpaHHOM MUHUMaIbHOM Lie/ieBOM3HauyeHUn ypoBHa FV1II nBbiGpaHHOM
YPOBHE A03bl. CHayana Hy>KHO BblOpaTb Le/ieBoe MMHMMabHOE 3HadyeHue ypoBHa FVIII oT 11 go
30 % wvnm gosy B npefenax ot 10 go 80 ME/kr.
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1 'PACYET O3NPOBOK

LieneBoii MUHUMa/TbHbIV YPOBEHb (‘e Mepvog NonyBbIBeAeHNS WHTepBan Me;Kay 1H(y3vsmMm npenapara (4)
BbILLIE MCXOfHOTO FV11H4)

33 141

Bug
Jo3a ME

4000

Hepens 1

Ecnm BBECTM MUHUMaNbHOE 3HaveHne FVIII BpyYHyHO 1 BbIOpaTb UHTEpPBaN BBEAEHWSA, B COOTBETCTBYHOLLEM
nosie MOSBUTCA paccuuTaHHas [o3a. AHaIOTMYHO, €C/M BBECTW [03Y BPYYHYK U BbiOpaTb WHTEpBa
BBE/lEHUA, B COOTBETCTBYIOLLEM MO/ie MOABUTCA paccumtaHHOe MUHMMasbHoe3HavyeHue FVIIL.

MpumeyaHue. Ecnv BBeCT M HeCTaHAAP T HbI MHTepBas BBEAEHUS, TO NOS pacCynT aHHO [03bl 1
MUHUMabHOTO 3Ha4YeHus FVIII 6yayT cupbiThl. 9TO0 NPOUCXOAMT NOTOMY, YTO B ;@AHHOM C/yyae
pacyeT AaeT HEeCcKO/IbKO 3HAUYeHWIA [103bl ¥ MUHUMAa/IbHOTO YPOBHS, KOTOpPbIE HEe/b3si MoKa3aTh B
O4HOM nosnie. PaccuMTaHHas fo3a M MUHUMasbHbI/ YPOBEHb BCErga 0To6parkalTcs B Tabnuue
nof rpapuKoM cxembl npuema.

OLLUNBKA

3HaueHue ueneBoro MMHUMaNbHOIo YPOBHA AO/MKHO 6bITh B Npegenax o1l go 30 %.
Ecnu BBeCcTM 3HayeHMe BHe 3TOr0 AuanasoHa, TO Nnosasutca coobuleHve 06 OowunbKe, KOTOPYH
Heo6Xxo4UMO MCNPaBUTb, NMPEXAe YeM MPOLO/IHKUTL NPOCMOTP rpaduka.

Ecnn paccuntaHHOE 3Ha4YeHMe BHE 3TOrO AuanasoHa, TO MosSBUTCS CO0OLLEHNE 006 OLInbKe,
HO rpatuk 6yaeT oTobpaxartbca. B 060ux cnyyasx TEKCT COO6LeHUss ByaeTTakuMm:

«MuHMManbHoe LeneBoe 3HauYeHne ypoBHA LO/MKHO ObITb 0T 1 a0 30 %».

OLLUNBKA

Ecnu HasHayeH npenapaT A4eHOBENT®, 3HaYeHne BBEAEHHOMN A03bl A0/XHO 6bITb 0T 10 A0 80 ME/Kr.
Ecnv BBECTM 3HayeHMe BHE 3TOr0 AmanasoHa, O rpauk He OTOOpaswUTCA Ha 3KpaHe, a nporpaMma
BblACT Crefytollee npepynpexaeHue:

«flo3a fomKHa 6blTh B gnanasoHe oT 10 go 80 ME/Kr».
CM. [MHCTPYKLMIONO NPUMEHEHNIO NpenapaTaAfeHOBENT®]».

OLLUMBKA

Ecnn HasHavyeH npenapat ALeHOBENT®, To ANA cnedyloLlmx Anana3oHoB 3HAYEHUI [03bl cucTemMa
BbIBOAMT Cregytouine cooblleHus 06 owmnobke:

(A) [Losa BbIXxoAWUT 3a npeensl 4onyctumoro guanasoHa ot 10 ME/kr go 50 ME/Kr gna uHTepBana
npuema 24 yvaca:
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«npunoXxxeHne myPKFiT He npefHa3HaYeHo Ans pacyeTa 403 3a paMmnamu gunanasoHa 10-50 ME/nr
AN MHTepBana npuvema 24 yaca. PenoMeHAyembll agnanas3oH BennymHbl Ao3bl: 40-50 ME/nr ¢
BBEJEHMEM [BaXK[bl B HefefNlo C UHTepBanom 3-4 gHA. PelleHne o noppenuun 403 U MHTepBanos
npuemMa nNpUHNUMaeTCA Ha OCHOBAHUW JOCTUIHY TbIX ypoBHel FVIII M nHAnBnayanbHOW TeHAeHuum
NNpoBoTeYeHnAM. CM. [MHCTPYNUMIO N0 NPUMEHEHMIO NpenapaTaALeHOBEN T ®}».

(B) [o03a BbixoguT 3a npeaensl 4onycTmmMoro gvanasoHa ot 10 ME/kr go 80 ME/kr ans nHtepsana
npuema 48 4acos:

«MpunoxkeHne myPKFiT He npegHa3sHavyeHo A4 pacyeTa f[03 3a pamnamun guanasoHa 10-80 ME/nr
4Na MHTepBana npuema 48 4acos. PenomeHyemblil AnanasoH BennUuMHbl fo3bl: 40-50 ME/nr ¢
BBeJleHUEM [Ba>k[bl B HeLesno ¢ UHTepBanom 3-4 aHA. PewleHne o noppenuun 403 U MHTEepPBaos
npuemMa npMHUMae T CA Ha OCHOBaHUW JOCTUrHY TbIX ypoBHeN FVIIIu nHanBnayanbHOW TeH4eHUMN
N NPoBOTeYeHNAM. CM. [MHCT PYNUMIO N0 NPUMEHEHNIO NpenapaTaALeHOBeAT ®}».

(C) [Losa BbiIxoguT 3a npeaensl AoNycTMMOro gnanasoHa ot 20 ME/kr go 80 ME/Kr ans nHtepeana
npvema 72-96 4acos:

«Mpunoxenne myPKFiT He NnpegHasHavyeHo Ans pacyeTa [03 3a pamnamu guanasoHa 20-80 ME/nr
ANs UHTepBana npuema 72-96 yacoB. PenomeHayeMblli AnanasoH BennunHbl Ao3bl: 40-50 ME/nr ¢
BBEAEHUEM [BaXK[bl B HELE/N0 C MHTepBasioM 3-4 aHA. PelleHne 0 noppenuun 403 U UHT epBasnos
npuema npuUHNUMaeTCA Ha OCHOBaHWUM AOCTUIHY TbIX ypoBHei FVIII v nHanBnayansHoW TeHAeHUUN
NNpoBoTeYeHnAM. CM. [MHCT Pynuuio No NPUMeHeHnIo npenapaTaALeHOBEA T ®]».

(D) [o3a BbIxoAuWT 3a nNpefens! gonyctmmoro avanasoHa ot 30 ME/kr go 80 ME/kr ans nHtepsana
npvema 120-168 yacos:

«[MpunoxxeHne myPKFiTnpegHasHavyeHo s pacyeTa 03 3a pamnamu gnanasoHa 30-80 ME/nr gns
MHTepBana npvema 120-168 yvacoB. PemomeHayeMblii Anana3oH BennumHbl gosbl: 40-50 ME/nr ¢
BBEJEHUEM [BaXK[bl B HEJEN0 C MHTepBanomM 3-4 aHA. PelleHve 0 moppenuun o3 U UHTEepPBasos
npuemMa npuHYMaeTCs Ha OCHOBaHWUM AOCTUIHYTbIX ypoBHeW FVHI v nHAMBUAYaNbHOW TeHAEeHL N
NNpoBOTeYeHnam. CM. [MHCTPYNUMIO N0 NPUMEHEHNIO NpenapaTaALeHoBeN T @}».

B cnyyae nosiBNeHWs OAHOIO M3 NepeymcrieHHbIX coobleHnin 06 owmnbke cuctema He [acT Bam
NMPOAOHKUTL.
MpumMeyaHue. Mons «Jo3za ME» n «[loza ME/nr» B Tabnuue pacyeTa A03bl BblAeNATCA NpacHbIM

B C/ly4ae 3T oI oWnbHN, N 3HaYeHUs [03bl He ByaeT 0T obpaxkaTbCes.

MpumeyaHue. Bpayam penomeHgyeTcs nosiaraThbCsA HA CBOM COOCTBEHHbIE CY>KAEHNA NMPU BbliOOpe
onTuUManbHON A03bl, 0COGEHHO MOrAa paccyMTaHHas gosa npenapaTa AfeHoBeldT® HaxoguTca
BHe jauana3oHa 40-50 ME/nr (cornacHo yTBEPXAEHHON WHCTPYNUMM N0 MeAWLMHCIOMY
NPUMEHEHWIO).
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XoTsi Mo60YHble 3(P(eKTbl, CBA3aHHble C Nepefo3NpOBKOM, He Habnwaanncb, YCTaHOBMEHO
MaKCMMasibHOEe 3HayeHune [03bl, OTpaXKaloLen BEPXHMIA ananasoH A03MPOBaHMA NPy NPoguakTuKe
COrNacHO [JaHHbIM O BbICOKOLO3HOW MpoduiakTuke npenapatoMm ALEHOBENT® B PYTUHHOM
KTMHWYECKON NpaKTuKe.

NPEAYTIPEXOEHVE

Ecnu HasHaueH npenapar ALEHOBENT® 1 MHTepBan BBEAEHMWS BbIXOAMT 3a Npefenbl Anana3oHa 72-
96 vaca, a paccumMtaHHasa fo3a FVIH Ha KunorpamMm macchbl Tefia He BbIXOAMT 3a npegenbl AnanasoHa
40-50 ME/kr, cuctema BblAacT cnegytouiee npegynpexneHuve:

«YacToTa nprema BbIXOAUT 3a Npefensbl Ananas3oHa- [Barkbl B HELEN0 C NepepbiBOM B 3-4 [Hs.
CM. [MHCT pYHLMIONO NPUMEHeHUIO NpenapaTa ALeHoBen T ®]»

MNPEAYTPEXOEHVE

Ecnm HasHaueH npenapat AQeHOBENT® 1 paccumTaHHas go3a FVIII Ha Kunorpamm Beca Tena BbIXOAWT
3a npegensl gmanasoHa 40-50 ME/Kr, HO HaxoAuTtcA B npefeniax MakcMMalbHO [OMyCcTMMOro
AvanasoHa, nporpamMmma Bbl4acT O4HO U3 CefyoLWmxX npeaynpexaeHnii;

(A) Ecnm wHTepBan BBefeHus cocTasBnser 72, 84 wim 96 yvacos, MOABUTCA Chnegyrollee
npegynpexaeHuve:

t[lo3a BbIxOAMT 3a npegensl ananasoHa 40-50 ME/kr ana uHtepsana npuema 72-96 uvacos. Cwm.
[MHCTpYyKUMtO MO NnpuMeHeHuto npenapa  AgeHosel!" B/

(B) Ecnn uHTepBan npuema BbIXOAMT 3a pamKku AuanasoHa oT 72 oo 96 4acos, cucTemMa BblAact
cfefyiwollee npeaynpexneHue:

BenmMunHa [103bl ¥ MHTEPBaN MPUEMT-BbIXOAHT 21 NpPeAenbl Auana3oHa i.iE/~rc npuemom

ABaxAbl B Hefento <¢ ultrepeanom 5-4 aHs. CM  [MHCTR/KUMIO NO MPUMEHEHWIO npenapata
ANEHOBENT -]».

Kpome TOro, Bam 6yfeT npen/ioXXeHO BbIBECTU Ha 3KpaH pacCyuTaHHble [03bl, KOTOPble HaxoAATcs
BHe pAuana3oHa 40-50 ME/kr, HO BXOAST B MakKCMManibHO AONYCTUMbIA AMana3oH Ans
COOTBETCTBYIOLLEro MHTepPBasia npuema.

Moxanyiicta H3:/Mu-e BbibpaTb ec/in BblX0oT/rs slokasa~b pacCLUrTayHb € 03bl »0-0p=iS YaxogsaTc? auye A, *anasoya 40-50 ME/KT. HO
BU-TPM [1.-a-3304@  <OTOPb i1 bIoET paccuntaTh MPKFIT. ax. [nnerpy<;>4ic no npuyenerylio rpenspata Aneroseiitd]

MokaszaTb Ka/lbKy LMo CKpbITb pacyeThl

Ecnm Bbl BbiGepeTe «IMoKa3aTb KanbKynsLuuio», TO NOSBATCS Cneaytolme coobLieHus
BMECTE CO CXEMOIi NPUMEHEHWS:

Moxanyiicta Ha>'MbITe BbigaTh, ecnv 6bl XOT>I'e Mor.asaTb paccumTayHbe 03bl KOTOPble HAXOAATCSA BHE A/tanasoua 40-

50 MEX@ HO BHYTpM ApanasoHa KoTEQbIA MoxeT pacc” mT3™8 myPKFIT cM [MHCTPYKLMIO MO NpMMeHeHUIO npenapa*a *
ALeHoeenTé]
PykoBopacTBO nosib3oBartenia myPKFiT 67 n3 114

& 000 LUPMH (&7 INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



Ecnu Bbl BbiGepeTe «CKpbITb pacyeTbl», TO MOSBUATCS Ceaytollee cooblieHune,
a cxema NpuMeHeHWs 6yaeT NycToi:

Bbl BbIGpaa ‘CKPbITh PACCUMT3KbbIE 03bI". KOTOY 1B HaxogATCs BHe AnanasoHa '40-5C ME'C) cM [MMCTPYH™i3 Mo
NpVMeHeHNIO Npenapara .AneHoBeiTe]

3aech Bbl MOXeTe U3MEHWUTb BblGpaHHble MapameTpbl 0TOGPaXKeHNs pacyeToB A03bl, HaXKaB

Ha 3Ha4YOK KapaHzaLua.
MpumeyaHue. B cnyvae aToro npegynpexxkaeHus nona «flosa ME» un «[losa ME/Hr» B Tabnuue

pacyeTa A03bl BbIAENANTCA XXENTbIM LBETOM.

O6paTuTe BHMMaHWE, 4TO [03MpOBaHWe npenapata ALEHOBENT® AO/MKHO COOTBETCTBOBATH
YTBEPXKAEHHO! UHCTPYKLUM NO MEAULMHCKOMY MPUMEHEHNUIO.
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Mocne TOro, Kak Bbl yCTAaHOBWTE Lie/IeBOe MUHUMaNbHOE 3HaYeHue UK [03bl, Ha rpajuke pacyerta
[l03MPOBOK GyAeT 0ToGpaxaTbesi NpeAcTaB/eHHas HUKE H(opMaLms:
PacueT f03UPOBKYU

Mepnoa nonysbiseaeHns PVIL (u) OTOBpaKaeTcs B BEPXHEN YacTu rpagimka

Mo ocn Y (BepTUKanbHas) OToOpaxKaeTcs YposeHb taktopa VI (8 %)

Mo ocun X (ropn3oHTaNIbHas) OTOOPaXKAETC MHTepean mexay MHGYy3uaMu npenapata(s Yacax),
MOXHO BbIGpaTb WHTEPBA/SI MEXAy MPUEMaMU B 3HAYEHUWN 48, 72, 84 WM 96 4acoB, BblOpaB
COOTBETCTBYHOLLIEE BpPEMA B HaCTpOI\/'IKaX napameTpa «Wutepsan wmexpay uHdysuamu» WA
HacTpouTb ,El,perI?'I MHTEPBa/1 C MOMOLLLIO KHOMKN «HacTpansBaeMblii» (24, 48, 72, 84, 96, 120, 144
WM 168 4acos).

CuHss KpnBas NnokasblBaeT |'|p0rH03I/|pyeMb|VI ypoBeHb (pakTopa VIII Ha ogHY nnu aBe Hepenwu.
Bbl MOXeTe UCnosb30BaTh MOM3YHKN «Bpemsa Huke» U «Bpems Bbille» M0 O06eMM CTOpOHaMm
rpamka, Ytobbl peryimpoBarb Mepuog, BPeMeHMW, BTeYeHe KOTOPOro YpoBeHb FVIIIY naumeHTta
Haxo4MTCA BbILLE WIN HUXKE 334aHHOT0 MUHUMA/IbHOTOYPOBHSA FVIII.

e 3eneHas 06nacTb MOKAa3bIBAET BpeMs, Korfa ypoBeHb FVIII 6bin Bbille ONpefeneHHOoro
3HaueHusl, KOTOPbIA MOXHO HACTPOUTb C MOMOLLbIO MOM3YHKA «Bpewms Bbiwe». PacyeTHoe
Bpems, MPOBOAMMOE Bbille BblbpaHHOrO nopora FvIL (%) nocne wHGy3uu, 6yaet
oTobpaxarbcsi B Tabnuue nog rpapukom.

e KpacHaa 06nacTb MokasblBaeT BpeMs, KOrga ypPoBeHb FVIII 6bl1 HUXe onpenesieHHOro
3Ha4YeHUst (MUHVMaNbHBIV YPOBEHb FVIII, 0 KOTOPOM [0/KHbI ObIThb OCBELOM/EHbI Bbl
1 BaW MauMeHT, MOCKO/IbKY B 3TOM C/ly4yae pUCK KPOBOTEYEHUS BO BPEMS (hU3NYECKO
aKTUBHOCTN MOXET ObITb MOBbIWEHHLIM). Bbl MOXeTe W3MEHWUTb 3TOT napameTp C
MOMOLLBIO MOM3YHKA «Bpemsi HMXe», PacnofioXEHHOrO B MNPaBO CTOPOHE rpaduka.
PacueTHoe BpeMs, MPOBOAMMOE HWKe BblOpaHHOro nopora Fvill {%) 4O cnepytouleii
NHy3nK, ByaeT oTobpaxarbes BTabnuue nog rpadmkom.

Mo rpagkom OTOGpaXKaeTcs Ta6nuua ¢ pexumom WHGy3ui, NMOKasbiBalowas [o3y 8 ME U
ME/Kr ona KaKOOW WH(Y3MM, a Takke LeneBoe MUHUMa/IbHOE 3HAuYeHue [ KakaoWn
paccumTaHHOW A03bl. Pexxmm nHy3mnin 6yaeT aBTOMaTUYECKN KOPPEKTUPOBATLCA NPU M3MEHEHNM
Lienesoro MMHUMaslbHOrOYpPOBHSA, [03bl WX UHTEpPBasIa MexXay npuemMamu.
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Hepens 1 Mk

[Losza ME 4000 ME

flosa MB'kr 40.0 MBkr

LieneBoit MUHUMaNbHbIA 33%
YPOBEHb  BbILLE UCXOLHOTO '
Bpewms Bbiwwe (4) % sTv> 10y

Bpems Hwke (4) 18% 34y

Hepens 2 Mn
Josza ME
[fo3a VEYkr

LleneBoii MUHUMa/bHBI
YPOBeHb (%) BbiLLe UCXOAHOTO

Bpems BbiLe {4} % 67%

Bpems Hwxe (1) 18%

Bt

Bt

PacueT f03MpoBKN *AfleHOBEWT'

Cp yr
4000 ME
40.0 NBKr
3.4%
11y

33y

cp yr
4000 HE
40.0 ME/kr

3.4%

11y

33y

nr

nr

Cé

C6

4000 ME

40.0 ME/n-

3.4%

1y

33y

Bc
4000 ME
40.0 ME/kr

3.4%

Ty

33y

Bc

B Tabnuue oTobpaxkatoTes LieneBoe MUHUMa/IbHOE 3HaYeHME Bblle MCXOAHOr0 YPOBHS W paccuMTaHHas
posa B ME, a takke ME/Kr gnsa cxeMbl npuema Ha ABe Hegenu. [ Kaxaoin [o3bl oTobpaxaercs

KO/IMYECTBO 4acoB, B TeYeHMe KOTopbIX YpoBeHb FVIII maumeHTa Bbile M HUXe 3a4aHHOro ypoBHa FVIII,
YCTaHOB/IEHHOTO C MOMOLLILIO MOJI3YHKOB.

6.7.1 WHTepBan Mexay VHQy3MaMu npenapara

Ecnv HasHauveH npenapat ALEHOBENT®, MOXHO BblOpaTb CTaHAAPTHbIE UHTEPBASbI MEXAy BBEAEHUAMMU
48, 72, 84 nnm 96 yacoB WM 3afaTb HaCTpPaMBaeMbIn MHTEPBA/, HaXXaB KHOMKY «HacTpamBaeMblit».

MpumeyaHve. Ecnm HasHadeH npenapar AEHOBENT®),
NHTEPBaSIbI, ANNTENIbHOCTL KOTOPbIX MpeBbiwaeT 168 yacos.

NHTepBan mexxay nHgy3vaMmu npenapata (4)

npunoxeHne myPKFT He noggepxueBaert

MosiBATCA BCM/IbIBAIOLLEE OKHO CO CXEMOVA MpreMa Ha [1Be Hefenw.
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HACTPAUBAEMbI WHTEPBAN MEXZAY BBEAEHUAMMU

PeromeHayemas yactoTa BBeJeHUA — BaX /bl @ HefJeNto C NHTepBanom B 3-4 AHA (af {WHCTPYKLMIO MO NPUMEHEHWNIO
npenapaTta AeHoBENT®))

Hepens 1 Hepena 2

MH BT Cp yr nr C6 Bc MH BT Cp Chi ar Cc6 Bc

& 0O & OO &0 0O 0O & 0O 0O &

WKTepBan Mexay nHdysusmu

72 0 0 72 0 0 96 0 0 0 72 0 0 24
npenapara (4)

CoxpaHMTb

Ecnm BblbpaH HacTpavBaeMmblli PEXUM BBEAEHMS, TO HEOOXOAMMO BbIOpaTb HECKONbKO AHel ans
NHDY3UM TaK, 4YTOObl MPOMEXYTKA MeXay npuemMamu He npesbiwanM 168 uvaca. Ecim  BblGpaH
HacTpauBaeMbllii pexumMm BBeAeHus, npunoxkeHne myPKFT npeanonaraer, 4To ABYXHEAENbHbIA Kypc
BBEAEHWI MOBTOPSETCA LMKIMYHO. VIHTEpBaN NOCNEAHUM AHEM BBEAEHWS BTOPOM Henenn U NepsbiM
[OHEM TpeTbeli HefenM paccyMTbIBAETCA Ha OCHOBaHWW MPEANOIOKEHWs, UTO Hedens TPeTba Kypca

COOTBETCTBYET MEPBOVi Hepene.

OLLUNBKA

Ecnmn Bbl He BbiGepuTE AeHb B HACTPAMBAEMOM MHTEPBasie MeXAy BBEAEHUAMYW Mpenapara, cucreMa
He [acT BaM MPOAOMXWTb M BblAACT credytollee npeaynpexaeHue:

«Jlo/KeH 6 bl Tb BbIOPAH XOT A Obl O4UH LEHbY.
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OLLUNBKA

Ecnn BBEAEH MHTepBan MeXAdy BBeAeHMAMMU npenapaTta AAEHOBENT®, npesbilarowmnii 168 yacos,
cucTemMa He [act Bam NpoAO/IHKUTb M BbiJacT cnegytouiee coobuieHne 06 ownoke:

«MpunoxxeHne myPKFIT npegHasHayeHo gns pacyeTa fA03 B AuanasoHe 24-168 yacoB Ana BCEX
npMemMoB B npefenax ABYXHedenbHOro uuHna. CM. MHCTPYKUUIO MO NPUMEHEHWUKO npenapaTa
ALEeHOBENT @]».

6.7.1.1 Co3spgatb thaitn PDF

Kak TO/MbKO Bbl MOMyuMTe YAOBMNETBOPUTE/NbHBIN Pe3y/bTaT MOAENMPOBaHUS, Bbl MOXETE COXPaHWUTb ero
B BuAe [OKymeHTa PDF, LUiefkHYB COOTBETCTBYIOLYIO KHOMKY. Mogenb Takke aBTOMaTU4YecKu
aybnupyetcs B haiin B hopmarte CSV.

Bbl Oyfete nepeHanpas/ieHbl Ha MeHH-rapMoLLKy «CoxpaHeHHble (haiibl B (hopmare PDF»,

6.8 PepgaktupoBaTb MHAMBUAYANbHYIO A03y/ypoBeHb hakTopa FVIII

B jaHHOM pasfene Bbl MOXETe pefaKTMpoBaTb [aHHble OTAE/bHbIX [03 B MpeAenax CXeMbl BBEAEHUS.
Ha aToii cTpaHuue GyayT oToGpaxkaThCs [103bl, PacCUMTaHHbIE Ha CTPaHWLEe «PacyeT A03VMPOBOK». [laHHble
Ha cTpaHuLe 6yayT 06HOBNSATLCS MO Mepe BHECEHWS! M3MEHEHUIA B MOMs CTPaHULbl pacyeta [03VPOBOK.

'PEAAKTUPOBATb MHANB»"aYA/IbHYIO 1O3Y (YPOBEHb ®AKTOPA V)»

C6POCHTb O MEHeX s

feHb WHTepsan mexay uHdysnamu npenapara(y) Oom ME Lenesoit MMHUMaNbHbLIA ypoBeHb (%) Bblile NCXOAHOTO

™ 72 4000 33
ut 72 4000 3.4
-C 72 4000 34
Cp 72 40C0 3.4

e6 72 4000 3.4

3HauoK «KapaHgall», pacrofioXeHHbIi HanpoTWB COOTBETCTBYIOLWEN A03bl B Tabnuue,
MO3BONSIET pPeaakTpoBaTb [03y. BO BCM/MbIBAOWEM OKHE MOXHO W3MEHSTb A03y WK
COOTBETCTBYHOLLEE eli Lie/IeBOE MUHUMA/IbHOE 3HAYEHNE YPOBHS.
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PEAAKTVIPOeATb fIC jy NN YPOBEHb
OAKTOPAVIM

Jlerb

Hapers 1 - oHeAb/bIob

OosaME
4000

LieneeDt< MAMMMArbHBIA YPOBEHD I*
Bbile vicxopHoro

33

BeeLyre LienieBold bHMbIAMbYLIA
yixieexe vnm aosyijnp
V3VieHeHVs PBLLUMA BBBAEHIS
Bropoe rore GyeT 3arcrHeHo
aBTOMATVI>«C)L He OCHOBMIN
BELLIEHHOT O e fiepeoe nore
3HaueHA

BBeeHve HOBOTO LiefIeBOr0 MMHUMA/IbHOTO YPOBHA MPUBEAET K repepacyety [03bl, a BBEAEHWE HOBOM
[03bl — K nepepacyety MWHUMa/IbHOTO YPOBHS.  [locnie BHECEHWS W3MEHEHWI HaXKMWUTE KHOMKY
«COXpaHUTb», YTOObI MOATBEPAUTL U3MEHeHMe A03bl. [locie COXpaHeHWs WU3MEHEeHWI BenMyvHa [03bl
Ha CTpaHuLax «PefakTMpoBaHue MHAMBUAYabHOM [03bl/ypoBeHb (aktopa VIl» 1 «Pacyet L03MpOBOK»
6ynet 06HOB/EHA.

I3MeHeHMs BPY4YHYI0 3HAYeHWd 03 Ha CTpaHuue «PefakTMpoBaHWe WHAWBWUAYaSIbHON [03bl/
ypoBeHb haktopa VIlI», He npuBeAeT K U3MeHeHnsaM B nonsax «Josa» u «Llenesoe MMHMManbHoe
3HadeHme FVIII/ypoBeHbthaktopa VIlI» HacTpaHuue «PacueT 403MPOBOK». Ecnn TpebyeTcst OTMEHMWTb
BBEAEHHbIE BPYUHYIO 3HAYEHUSA [03, HXKMUTE KHOMKY «COPOCUTL U3MEHEHUS.

CCpoofTh nsmeHenus

MpuMedaHmne. N3MeHeHne NHAMBUAYA/bHbIX 403 TauKe copackiBaeT BCe N3MEHEHUS HTepBasos
BBeJEHUI Ha CTpaHuLe «PacueT J03MPOBOK».

3HayeHns [o3bl U LEeNeBoro MMHUMa/IbHOTO 3HaYeHNs Ha CTpaHuLe «PacyeT A03MPOBOK» OrpaHnyeHbl
Pa3/INYHbLIMU YPOBHAIMW, NPEBbILLIEHNE KOTOPbIX NPUBOAMT K Bbigadye NpeaynpexaeHuini 1 coobLu,eHuii 06
OLLINOKe.

MNPEOYTIPEXOEHWE

Ecnn BBefAeHHas fgo3a npenapata AQEHOBEWT® BbIXoAWT 3a npegensl AvanasoHa 40-50 ME/Kr ¢
BBEEHMEM [BaXKabl B Hefento C WHTepBanoM 3-4 [HA, cucTemMa BblAacT cnefyioulee
npepynpexaeHue:

«BennunHa f03bl 1 UHTepBas BBEAEHNA BbIXOAAT 3a npejens! guanasoHa 40-50 ME/Kr ¢ BBeileHWEM
ABaXKAbl B Hefento ¢ uHTepBasioM 3-4 faHA. [CM. MHCTPYKUMIO MO MPUMEHEHU0 npenapaTa
AneHoBen T
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MNPEAYTIPEXOEHNE

Ecnvn BBeAeHHas fo3a AAEHOBENT® BbIxoAWT 3a npedensl ananasoHa 40-50 ME/Kr ¢ MHTepBanom
BBeAeHMA 72-96 yacos, nporpaMmma Bbl4acT crefylouee npeaynpexaeHue:

«Jlo3a BbIXOAMT 3a pamHu guanasoHa 40-50 ME/Hr gna nHTepBana BeefeHus 72-96 uvacos. [CMm.
VHCT pyMLUMIo N0 NPUMEHEHUIO npenapaTaALeHoBeN T ®}».

OLLUNBKA

Ecnm HasHayeH npenapaTt A4eHOBENT®,To AN cneayoLwmx Anana3oHoB 3HaYeHNiA 4036l NporpamMmma
BbIBOAMT Crepytowme coobLyeHns 06 owmnoke.
B cnyyae nosiBNeHnUs 04HOrO M3 NepeyncneHHbIX COOOLLEHMIA NporpaMmMa He 4act BaM NPOAOIKNTL.

(A) [Oo3za BbIxoAuT 3a npepaensl gonyctumoro gnanasoHa ot 10 ME/kr go 50 ME/kr ana nHtepsana
BBeAEeHMA 24 vaca:

«[MpunoxxeHne myPKFiT He npefHa3HavyeHo AN pacyeTa f033a paMmkamu guanasoHa 10-50 ME/kr
ANa MHTepBana BeedeHnsa 24 yaca. PekoMeHAyembll gmana3oH BennunHbl fo3sbl: 40-50 ME/Kr ¢
BBeJEHWEM [BaXK[bl B HELENIO C MHTEepPBaAOM 3-4 OHA. PelleHne 0 KOPPEKUMN 403 U MHTepBasos
BBEAEHNA TMPUHMMAETCH HO OCHOBaHWW [OCTUTHYTbIX YpoBHei FVIII n uHAMBUAYaNbHON
TEeHAEHLMN K KPOBOTEYEHUAM. PeKOMeHAyeMblli gumanas3oH Be/IMYMHbI L03bl U PEKOMEHAYEMYIO
4acTOTY BBEAEHUA CM. B [MHCTPYKLMM NO NPUMEHEHNIO NnpenapaTaAfeHoBei T ®]».

(B) [o3a BbIxoAuT 3a npegens! AOMyCTUMOro AvanasoHa ot 10 ME/kr go 80 ME/kr ang nHtepeana
npuema 48 yacos:

«[MpunoxkeHne myPKFiT He npegHa3HavyeHo A1 pacyeTa A03 3a pamkamu gnanasoHa 10-80 ME/kr
ANs MHTepBana BBeAeHNs 48 yacoB. PekomeHAyeMblii ananas3oH BennynHbl Ao3bl: 40-50 ME/Kr ¢
BBELEHNEM [ABaXKAbl B HeAeNto ¢ UHTepBasiom 3-4 gHA. PelleHne 0 KOppekumn 403 U MHTepBanos
BBEAEHUA MNPUHUMAETCH Ha OCHOBaHWW [AOCTUIHYTbIX YpoBHeid FVHI u uHgmBmayanbHoM
TEeHAEeHUMN K KPOBOTEYEeHMsIM. PeKkomeHAyeMblii gnanas3oH BENUUMHbI 403bl U PEKOMEHAYEMYIO
4acTOTY BBeAEHNA CM. B [MHCTPYKLMM NO NPUMEHEHNIO NpenapaTaALeHOBeA T ®]».

(C) [Aos3a BbIXxOAUT 3a Npegesbl 4onycTMMoro guanasoHa ot 20 ME/kr go 80 ME/kr ans nHtepsana
npuema 72-96 4acos:

«MpunoxxeHne myPKFiT He npegHa3Ha4YeHo 4014 pacyeTa Ao3 3a pamkamu ananasoHa 20-80 ME/kr
NS MHTepBana BeeAeHns 72-96 yacoB. PekoMeHAyeMblli AnanasoH BennunHbl fo3bl: 40-50 ME/Kr
C BBEJEHNEM [Ba>K[bl B HELle/lt0 C UHTepBanom 3-4 aHA. PelleHne 0 KOppeKumnmn 03 U UHTepBasos
BBEAEHMSA TMPUHUMAETCs HO OCHOBAHMU [OCTUNHYTbIX ypoBHel FVIII v wuHAnBUAYanbHON
TeHAEeHLMN K KPOBOTeUYeHNAM. PekoMeHayeMblii Anana3oH BENUUMHbI 403bl CM. B [MHCT PYKLUMM NO
NPMMeHeHUI0 npenapaTaA[eHoBeNT®]».
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(D) [o3a BbIXOAMT 3a Npenensl 4onycTMMoro AuvanasoHa ot 30 ME/kr go 80 ME/kr gns nHtepsana
npuema 120-168 4acos;

«MpunoxkeHne TyPKMNTnpeaHasHavyeHo A4 pacyeTa 03 3a pamnamu guanasoHa 30-80 ME/nr ang
MHTepBana BeefeHnsa 120-168 yacoB. PekomeHAyeMblii Arana3oH BennunHbl gosbl: 40-50 ME/Kr ¢
BBeJeHNeM ABaXKAbl B HEAeN C MHTepBanomM 3-4 aHA. PelleHne 0 KOpPpeKLuun 403 U MHTepBasios
BBEEHNA MNPUHUMAETCS Ha OCHOBAaHWM [AOCTUrHYTbIX ypoBHein FVIII u nHAMBMAYaNbHOM
TEeHAEHLUMN K KPOBOTEYEHUAM. PeKOMEeHAYEMbI AMana3oH BeIMYMHbI A03bl U PEKOMEHLYEMYIO
4acTOTY BBEAEHMSA CM. B [/IOKA/NM30BaHHOW WHCTPYKUUM N0 TMNPUMEHEHMIO npenapaTa
ALeHOBENT®]».

MpumeyaHue. Monsa «[o3a ME» n «loza ME/kr» B Tabnuue pacyeTa [403bl BbIAENATCS KPaCHbIM
B C/ly4aesT Ol OWNOKK, N 3HAYeHNA [03bl He Byay T 0T ob6paXkaTbCs.

6.9 CoxpaHeHHble (aiinbl B popmarte PDF

B fAaHHOM pasfefnie Bbl MOXeTe MNoJyyYuTb AOCTYyNn KO BCeM AokymeHTam PDF u CSV, co3gaHHbIM AnA
cooTBeTcTBYlOWero ®K nccnegosaHus.

ACKPAHBMblE ®AANLI B ®OPMATE PDF

[arta ccajaHHsi  HasHaueHHbI Mepuog rcnyebiBefeHuns VHTEpBan Mexay MHhy3namm [losa
] npenapar RV (4) npenaparta (4) (ME)
Aeaor*
A it

YTo6bl cKauyaTb (paiinel B hopmate PDF m CSV, Ha>k MNUTe 3HaAUYOK *

®aiin PDF cogepXuUT cnegyroumymne MHpPpoOPpMaLMOHHBI e pasfens:
- MHdopmayuusa o naynmeHTe
- MHpopmayuma o K nccnepgoBaHum
- Pe3ynbTatbl aHaninsos
- ®K npocdunsb
- PacueT fo3nMpoBKM
- MpepynpexageHunsa (ecnu ecTb)
- QR-kop

- Bepcus nporpamMmMHOro o6ecnevyeHus

®aiin CSV copep>XUT Te XXe MHPOPMaAaUUOHHBbI e pa3jenbl WHAMWBUAYANbHOFO unccnepgoeaHusa, 4to u PDF,
Kpome cnepyto wunx:

- ®K npocdwunb

- PacueT fo3unpoBKwu

- MpepgoynpexpgeHna (ecnm ecTb)
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e QR-kofg
e Bepcus nporpammHoro obecneyeHus

B thaiine PDF oTtobpaxaetca QR-KOA KOTOpbIA NO3BOMSET NauuMeHTy akTMBMpPOBaTb MOOWUIbHOE
npunoxeHne myPKFIT. MobunbHoe npunoxeHne myPKFIT pgaeT BO3MOXHOCTb OTO6pasunTb
pacyeTHbIli ypoBeHb FVIII B N1060/ i MOMEHT BpEMEHM HA OCHOBE MHAMBUAYaNbHbIX PK napameTpos
M nocnegHen 3anucaHHon A03bl MHAY3MK. Yepe3 QR-koa B MobunbHoe npunoxeHnne myPKFIT ¢
cobnofeHnem Mep 6esonacHocTM  6yayT nepefaHsl  MHAMBUAYanbHble  ®K  napameTpbl,
HeobxoauMble AN pacyeta ypoBHsA FVIIL.

7 OTyeTbl O NayneHTax

7.1 O6buwne ceeaeHus

Korga Baww nauyveHTbl MCMO/Mb3yT MOOW/bHOE npunoxeHne MyPKFIT and nayveHToB, OHU MOTYT
[ennTbCA € BamMy AaHHbIMW O X04e NevyeHuns. ECnm naumeHT 3axoyeT NOAeUTLCA CBOUMMW AaHHbIMW,
mexay Bawein myPKFIiT KIMHUKOW U NpUnoXXeHWem nauyeHTa OyAeT YCTaHOB/MEH KaHan nepegayuu
JaHHbIX. lMocne 3TOr0 Bbl MOXETE (HOPMMPOBATb OTYETbI 06 3TUX MauMeHTax, YTOObl y4lle MOHATH
3(h(heKTMBHOCTL Ha3HAYEHHOrOMM fleYeHNs. 3T OTYETbI COAEPXKAT, HanpUMep, BBEAEHHbIE NALMEHTOM
[aHHble 06 UHGY3UAX, MHPOPMALMIO O KPOBOTEUYEHMSAX 1 COOMIOAEHNN Tpadika UHGY3UIA.

7.2 Co3gaHue OTY4ETOB O NMaymeHTe

OTyeTbl MOXKHO CO34aTb TOMBKO A8 MaUMeHTOB, KOTOpble MPefocTaBunn [OCTYM K CBOMM [aHHbIM. B
cnvcke «Mon nauueHTbk» naumeHToB, NpefocTaByBLIMX AOCTYN KCBOUM AAHHbIM, MOXHO OnpesenunTb

cnomollbto oTMeTKM «[a/Het» B cTON6UE «0CTyn K AaHHbLIMY.

Uto6bl CO3daTb OTYET O MalWeHTe, nepenaute B CMMCOK «MOM MaUMEHTbl» HA  [aBHON
MH(HOPMALMOHHOM NaHenn 1 HaXMWUTE Ha MAEHTUAMKATOP NauWeHTa, A1 KOTOPOro XOoTuTe co3Aatb

OTYerT.
fst p}<T nasHas MonbmBarenu Hactpoiiku Cn(mbi4 Bsuon
pi
[Llo6po noxoknomto, VAL Ru**to CUide Admin! mﬂ: I
A Mowu nayunenTsl
1+ i< nopora— m 1 Q
NrrrTw ™ »itii A>C-Ifre furj
namnnsl ” ecr]M«e*«» AMA-1T-n
I~
b A -
A it
)
. . i
8 A r
A - mi at
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Mocne 3TOro Bbl yBMAMTE NaHenb «OT4YETbl O MaUMeHTe». 34ech OTOOPAKAOTCS BCE paHee COo3faHHble
oT4eTbl. YTo6bl CO3AaTh HOBbI OTYET, HAXKMMUTE KHOMKY «[06aBUTb OTUYETHI».

|t]  OTH«lb< 0 1ULP««Tec

OTuebl 96 1 >toxoTeseHme!
A [o6anrtbl 0TYETbI
M&aiira Kin(4*c*«o iccsOTeHA csv Pce
*7Hbll.2C2I m M I O e
QT vl 7R 0
KypHan ®K uecn«ao«anuii
Ham ﬁf:ﬂ'(erH El I/II'M vengy SWAbI bP*aOT»-«>  )emiUE  CSV PP
2 M P 5
™24 7 o 0 s

Mpy HaxXkaTm Ha 3HA4YOK «/106aBUTb OTYETLP MOSABATCA OMLMW;
e [lmanasoH pgar. Bblbepute amana3oH AaT, KOTOpbIi Bbl XOTUTE BK/IHOUWTbL B OTHYET. B oTyeT GyayT
BK/THOYEHbI TOMIbKO faHHble, BBEAEHHbIE NAUMEHTOM B YKa3aHHOM [uanasoHe aar.
e  BKkAOUATb (HOTO KPOBOTEYEHUA. YKaXKWTE, HYXXHO N BKIHOYMTb B OT4eT (hoTorpatmm
3aperncTpvpoBaHHbIX NaLMEeHTOM KPOBOTEYEHWI, 3anmMcaHHbIX C MOMOLb0  MOOWIBHOTO
npunoxernmss myPKFT ana naumeHToB.

Haxxmnte «Co3fatb OTYET», M HOBbIA OT4YeT OyfeT gobaBneH Ha naHenb «OT4eTbl O MaLMEHTE».
Co3faHHbIiA 0TYeT MOXHO cKayaTb B hopmate PDF nam CSV. Bbl B 11060 MOMEHT MOXeETE co34aTb Wn
yAanuTb AOMNOMHUTENIbHBIE OTYETLI.

7.3 CopepxXaHue 0T4eTOB 06 MH(Y3NAX U KPOBOTEYEHMAX NaLneHTa

WHdpopmaums, cogepxawascs B 3TUX OT4eTax O NaupeHTax, NokKasblBaeT, Kak MauyeHT UCnonb3yeT
MOo6uUnbHOE npunoxeHve MyPKFPr ong naumeHToB, 4YTOObl KOHTPOMMPOBATb XOA, NeyveHus. OTyeTbl
cofepxxat creaytoLyro MHhopMaLMIO 3a yKasaHHbIN Ayana3oH aar:

e 3aperncTpupoBaHHble NauveHTOM WH(Yy3Un: 30ecb MOXHO NPOCMOTPETb KPaTKyK CBOAKY O
3aperncTprpoBaHHbIX MauMeHToM WHQY3MaX ¢ pasbyMBKOM MO TMNY  WUHQY3mK
(NpothmnakTnyeckne/nevebHble).  Takke 3[ecb OTOOpakaeTca Mokasarenb cobnoaeHus
nauueHToM rpadnka WHQY3NA U BbINOMHEHHLIE/NPOMYLLEHHbIE  MAUMEHTOM WH(Y3UKM (Ha
KaneHgape).

e 3apernctpvpoBaHHble MaUMEHTOM KpOBOTEYeHWs: 34ecb Bbl  Halijete  Nogpo6Hyo
NH(popMaL Mo 060 BCEX KPOBOTEUYEHMSAX, 3aPerMcTPMPOBaHHbIX MauMeHTOM, BTOM Yu1C/e BpeMS,
Jary 1 MecTo (y4acToK) KpoBOTeueHusi. Ecnv nmaumeHT He3afonro [0  KPOBOTEYeHWs
3aperncTpupoBal  NPOGINIAKTUYECKYIO WHQY3MI0, oTobpaxkaetcs yposeHb FVIII naumeHta Ha
MOMEHT KPOBOTEUEHWA. ECM nauMeHT Npu peryctpaumy KpoBOTEYeHUst caenan (otorpaduio,
OHa ByfeT BK/KOYeHa BOTYET, €C/N Bbl BbIOPa/M 3Ty ONUMIO MPY HACTPOliKe MapameTpoB OTYeTa.
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7.4 CBoAKa No K/AMHUKE

B pasgene «CBOAKAa MO K/MHMKE», KOTOPbIA HaxXOAWTCA Mo, ChMCKOM «Mou MauueHTbl» Ha FNaBHO
cTpaHule MHAHOPMAaLIMOHHON MaHenn, MeAnLMHCKMECNeLManCTbl MOTyT Y3HaTb, CKO/IbKMM NalyeHTam
Ha3HaueH npenapar AABENT® unm ALEHOBENT® , KTO M3 HMX NOMb3yeTcs MOGW/IbHBIM MPUIOXKEHNEM W
NpefocTaBnseT A0CTyN KCBOMM [aHHbIM. 3TOT pasfen A0CTyrneH TOMbKO s Nosb3oBareneit ¢ 6a3oBbiv
YPOBHEM [0CTyna.

CBo0jKa Mo K/HWKe

2 21 un

> Meii»»-'bl tar rutrfTT PMunn

8  YnpaBsneHue Mosb3oBaTe/IAMM

370T pasgen npefHa3HayYeH TONbKO /1S NOMb30BATENEN YPOBHSA «ALMUHUCTPATOP KIMHUKMNY.

8.1 O6uwue cBeageHus

Kak agMuHMCTPaTOp KAMHWKK, Bbl MMeEETe MNpaBO YNpaBnsiTb MOMb30BATENSIMW B BalIEN K/IMHUKE,
ncnonb3ys BKNafKy «Monb3oBaTenn» Ha rMaBHOM HaBUraLMOHHOM CTpaHULE NPUoXKeHus. B atom
pasfene OMUCbIBAETCs, Kak [A06aBnsiTb Mosb3oBateneli B npuioxeHne myPKFiT, HasHauaTb
no/nb30BaTensiM Po/M 1 COOTBETCTBYHOLIME (PYHKUMM, a Takke YMpaBisiTb YYETHbIMM 3anucsimu
nosb3oBateneil.

8.2 CnucokK nosb3oBaTenei

Ha VIH(*JOpMaU,VIOHHOVI naHenn HaXKMuTe 3Ha4yoK «llonb3oBatenn» B NPaBOM BEpPXHEM MEHIO.

§Efﬁ- Monb3osaTenu Hactpoiiku Cnpaska &ﬂm

[o6po noxanomtb, VAL Russia Clinic Admin!

£ MMonb3osartenn

amThl 0 MT0 00jMOUTWM Q

OCHOBHOI
aoeTy-* Yu-t-a» w fK b CocTosHue wba Ne</Tb
AP

HuaskM

Yua Snearpopiait Tenehona KAMHVKY KIVH10>

123'Tf C”Ia%:amk v [ PaMrguspgaanc  Q  AiTiae»

Pues'S Te«r

* Mal~9<1 A Pasgroumposu*;  Q  <<m>«»

T«K

00>*»;»4mde«0 0"~ mari «wn cWhe Q

Pasbu<choea>«:  Q -

Nna-n v* 1>u3iaOrac
CedrrulCl oty ~e AA*Uac
TestCWuc riC«drru otn | linm 2 2 Q macH

uT

MaHenb afiMUHUCTPMPOBAHMS NOMb30BaTeNeli COAEPXUT CNeytoLne 3NEeMEHTbI:
e CTpoka MOWCKA: WCMOMb3yiATe 3TOT 3/1EeMEHT, uTOObl BBECTM KPUTEPUM AN Moucka
nosnb3oBateneli B Ballei KANMHUKE
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e KHonka «[106aBUTb HOBOrO NOMb30BaTENsA»: C MOMOLLbIO 3TOM KHOMKW MOXHO [06aBUTb
HOBOrO MO/b30BATENS B BaLLy K/IMHUKY

e CopTMpoOBKa MO CTONOLAM: HaXXMMTE Ha 3arofioBOK CTOM16LA, YTOOblI YNOPSA0UNTL 3/1EMEHTDI
cnucKa B an(aBUTHOM WM XPOHO/IOTMYECKOM MOPSAKE Ha OCHOBE WX 3HAYEHUIA

e 3abnokupoBaTtb/pa3bn0KMpoBaTL NOMb30BaTeNsA: 4TOObl Pa3b/oKMpPOBaTh  MOMbL30BaTENS,
HaXXMWTE Ha 3HAYOK G/TOKMPOBKM

e CocTosiHMe: nocTaBbTe OTMETKYy B 3TOM oOfie, 4TOObl  aKTMBMPOBATh/OEeaKTUBMPOBATb
nonb3oBarens

Ha opgHoli cTpaHuue cnmcka «Mou nonb3oBatenn» Mo YMOMYaHUK oToGpakaetcs 10 31eMeHTOB.
KOMMUecTBO 3M1EMEHTOB Ha CTPaHWULE MOXHO U3MEHMTb C MOMOLLbIO BbINaJaloLIEr0 MEHI Pa36uBKM
Ha cTpaHuUpl. s nepexoda MeX/y CTPaHWULAMI UCTIONb3YITE 3MEMEHTbI HAaBUTaLMK B HUKHEN YacTy
CrmckKa.

OTobpaxkaeTcs creaytollas MHGopMaLmUs 0 KaXKAoM Mosb3oBatesie B CrUCKE:
e WA
e J/IeKTPOHHas noyta
e Homep TenegoHa
e HasBaHWe KINHUKK
e AOMWHMCTPATOP KAVHUKA
e OCHOBHOM OCTYN K KNMHWKE
e YyeTHas 3anuchb (3a610KMpoBaHO/pa3bIoKMpPOBaHO)
e COCOCTOsIHME (aKTUBEH/HEaKTUBEH)

MprmeyaHve. Bbl MoXKeTe (MIbTPOBATb MH(hOPMALWItO, UCMOMb3Ys CTPOHY Moucha UMM HaxkaB Ha
3aro/0BK1 CTO/NBLIOB, YT00bICOPTUPOBATb 3/1EMEHTbI CMIMCKA B MOPSAKE BO3PACTaHUs UK YObIBaHNS.

8.2.1 Towuck nonb3oBarenei
Utobbl Ha4aTb NOMCK NOMb30BATE/ed, BBEAUTE KPUTEPUM NOUCKA B MOJIE NOUCKA Ha CTpaHuULe cnmncka
nonb3oBarenieii. Bbl MOXeETE MCKaTb Mo pasHbiM Kputepusm {Hanpumep, MMs, OTYeCTBO, (amuaus,
aApec 3MEeKTPOHHOW NouYTbl, HOMEP TenedoHa, AONOMHUTENbHLIA HOMep TenedoHa, ponb UT. 4.). B
pe3ynbTatax noucka OyayT rMoKasaHbl BCE MO/b30BATENM Balleid KAMHUKKW, COOTBETCTBYHOLME
3ajaHHbIM KPUTEPUSM.

8.3 CospgaHune nonb3oBarens

Ha cTpaHuue «Mowv nonb3osartenv» Haxmute «[Job6aButb nonb3osarena». Bolbyaete nepeHanpasieHbl
Ha 3KpaH «/Hopmaums o nosb3osarene.

8.3.1 VHmopmaums o nosb3osarene
OTKpoeTCs OKHO «/IH(hopmaLmsa O Mosb3oBaTene».
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- MnaaHas Monbaosar«iM HacTtpoiiku Cnpaska Buikog
S.AT

ViH(popuaumun B NBNb30€aTBNA [locTyn K caitTy AocTyn K nayHeHTan

o-»

C6pecmTb Maponb Ypanutb X OtM«*(UTb

3anonHuTe obs3aresibHble Moss:

O6sa3aTenbHbIe Nons:

e wma

e damunus

e AfOpec 3NeKTPOHHOI MOYTbl U NOATBEPXKAEHMNE
Homep TenegoHa

e H3bIK
Heobsi3aTenbHble Nons:
e (OTYecTBo

= [lpusetcTtBue
e JlononHuTENbHBIA HOMEP TenedoHa

Yto6bl MPOJO/MKUTL, HaKMUTE «COXPaHUTLY.

MpumevaHue. KHonka «OTMeHa» [OCTYMHa BO BCEX OKHAxX co3gaHus nosb3oBaTens. C ee NOMOLLBO
MPOLeCC Co3AaHnsA Nosb30BaTeNS MOXKHO B/IOOON MOMEHT O TMEHN Tb.

MpUNoXeHNe OCYLLECTBNSET MOMCK YKa3aHHOrO aapeca 3MeKTPOHHON MouThl Mo 6a3e AaHHbIX. Ecim
alpec 3NEKTPOHHOW MOYTbl He HalifieH, 6yAeT co3AaH HOBbIA NOMb30BaTeNb.

MprmedaHmne. Ecnm agpec 3NeKTPOHHO NoYThl YXKe CYLLECTBYET B CUCTEME, TO NOSBUTCS COOBLLEHNE

C npeano>keHnem N3MeHnTb CBeleHNsA O TEeKYLLEM MNo/1b30BaTeESeE.

8.3.2 [octyn K Be6-caiity
rosiBATCA OKHO «[OCTyrn KcanTy.
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Fﬁl‘ﬁlﬁ I nasHas Monb3oBaTenn HacTtpoiiku Cnpaska BbiX04

WHpopmaums o nons3osarene [JocTyn K caiity LocTyn K naumeHTam

12131 TeswiQ0-12344 Mascxir.mil

BbibepuTe He MeHee OfHOM 13 CAEAYIOWUX JONKHOCTHBIX
DYHKYNIA:

oveadx aHba|dKILkpooviHEo

OcHeB cit Aocr>n N KMHBCD n

AROHATIMINB yrechn

AfrinestY™ a>siedda

X OTM«HUTH

MomyrMo 6a30BOr0 [OCTyNMa MOXHO MPEeAOCTaBUTb HOBOMY MO/b30BATEN0 MpaBa afMUHUCTPATOpa,
YCTAHOBMB OTMETKYy «AAMMUHWCTPATOpP MOMb30BaTeNeil  KAWHWKW» HampoTUB COOTBETCTBYIOLLErO
nonb3oBarens. Haxmmte «CoxpaHWTb.

8.3.3 [loctyn K naumeHTam
MoaBnUTCA OKHO «JloCTyn K nauneHTam».

Eilrpllﬁ_ Monb3oearenn HacTpoiikn Cnpaska BbIX0A

WHd mauns o nonbsosartene [ocTyn a cailTy AocTyn K nayueHTam

6GepuTe O/ANH bU CNeAYIOLNX TMAOE JOCTYNE K NaLeHTy:

B aTOM OKHE MOXXHO Bblbparb TUM AOCTyna A/19 HOBOro MoJib30Barens:
e Het nauneHTOB
« Bce nauneHTbl
e OtvgesbHble NaUUeHTbI

3HaueHWe napameTpa Mo yMOMYaHuto - «Bce MaLueHTbI».

Ecnm BbiGpaTb «OTAe/bHble MaUMEHTb», B TabnMUe 0TO6pasnTCa CMKUCOK MaLUMEHTOB, K AaHHbIM
KOTOPbIX MO/Mb30BaTe/lb MMEET AOCTy.
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glf)ll'(l' eevM Mrs30earev Kectporkav Cpeava Bomy

WHdhopmaums o nonb3oMTen* [floctyn K caiity [Joctyn « nayuestam
65|6xqmTE QIYH VB CNGAYHOLLW! TVMOB AOCTYTR VITBLYEHTY.

Bxed 1Tl

ang**a*y

+ [OoBMKBAyMEA
iDL oK KypATBBEHRE

HaxxmuTe KHOMKYy «[06aBWTb MauueHToB». Tenepb Bbl MOXETe BblbpaTb OTAE/bHbIX MNaLWEeHTOB,
[laHHble KOTOPbIX CMOXEeT NpocMaTpuBaTh 3TOT MOJb30BaTeSb.

YcTaHoBUTE OTMETKY B Mosie «BblbpaTb» HAmNpoTMB MalMeHTOB, KOTOPbIX XOTUTE A06aBUTb.

Mocne atoro Haxxmmte «CoXpPaHUTb».

Bbl6paTb nayneHToB

Q
Bifpams HreyeHmaHHAK Monpowes  Keapran g poHHAT
| 72819 181 HO
O 8290 ac HA,
B AOyPatieiin0121 19% KB2 (arperb- Mas)
O OCPatiert0e23 7.1 KB3 (AT~ CBHTSO0D)
B AMITestStl 1985 Hl

X OTMeHuTb \/ CHITP

YTo6bl yaanuTb NaumeHTa U3 Crucka, HaXKMUTE Ha KHOMKY «YAa/uTb» HanpoTuB nauyeHTa. Ytobbl
[06aBUTb [PYr1X MalyeHToB, eLle Pa3 HAXKMUTE KHOMKY «[06aBWTb NaLWeHTOB.

PykoBoacTtBo nosib3zosatend TyPKPIT 8213114

& 000 LHPMH (&7 INFO@CIRMIRU & WWW.GOSZDRAVNADZOR.RU



1CTau1*"kra KIMMM ag «KABXKM»

PvrwtPUT 1965

<690T»1 ropa AsE Yoyuw-p

crilo U I ™5

HA X

X OTmMeHuTs

MpumMeuaHue. Bbl MOXKETE peak TMPOBaTh 3TOT CMMCOK BCSKWIA pas, Korga Bbl pedakTupyeTe aTy
MHCOPMALINIO O NOMb30BATENSX.

lNocne Bo3BpallLeHNs B MaHenb AoCTyna K naumeHTam HaXKMUTe KHOMKY «COXpaHUTb».

MpumeyaHue. Ecim Bbl BblGpa/IM ponib  «AOMUHUCTPATOP KIMHUKM», BaM OyaeT NpeasiodKeHO
MO TBEPANTb CO3MaHVe Mo/b30BaTENS BBOLOM Mapons.

Bbl BepHeTeCh K CrMCKy nonb3oBarenel nysmnanTe noarsepXxaeHmne co3aaHnAa HOBOIro Nnosb3oBartesns.

8.4

YnpaBneHue cyuecTByLW UMM NONb30BaTENAMU

Ha skpaHe «[lofnb3oBartenin» MOXHO OTK/OUMTL MOMb30BaTeNs, OTPeAaKTMPOBaTb VIH(*)OpMaLI,VIPO 0]
nonb3oBarenie, BKIKOYUTL paHee OTK/IHOYEHHOIo Nosb30Batesis VIC6pOCVITb naposib Nnonb3oBaTens.

8.4.1 CocTosiHMe noJsib30Baress
Monb3oBaTento MoryT BbiTb Ha3HAYEHbI CNeaytolLmMe COCTOSHUS:

AKTUBEH: M0/b30BaTe b MMEET AOCTyN KCucteme

HeakTuBeH; yueTHasi 3anucb MOMb30BATeNil HeaKTMBHA, NONb30BaTeSlb He WMMeeT Joctyrna K
cucTeme. 10T cTatyc 6yaeT aBTOMATUYECKM MPUMEHSATLCS, eC/iN N0/b30BaTe b HE UCMO/b30Ba1
npUnoXeHve BTedeHve 180 gHel.

3abnoKMpoBaH: Yy4yeTHad 3anucb Monb3oBaresii 3ab/NOKMpPOBaHa, MONb30BaTe/lb He WMeEeT
Joctyna K cucteme. 3TOT CTaTyC MCMO/Mb3yeTcs, Korga nosnb3oBaresbs 5 pa3 noapan Been
HEBEPHbIN Naposib UM 5 pa3 HEeBEPHO OTBETU/T HA KOHTPOJIbHbIE BOMPOCHI.

8.4.2 OTKIUYNTb MOMb30BaTENS

Utobbl OTKMOUMTbL MO/b30BATENS, CHUMUTE Cp}'la)KOK COCTOAHUA yLIETHOVI 3arnnciu.

naAxas MNanbiBMTeNM HacTtpoukn Cnpaoka Brneg

Lo6ponoxanonts, VM. Runla CNnicAMnl

1 Monslosatenu

1 W 0,
Tom HaMuw> S e Cocrmme Mikmxnb
A aaT Maktum oiin 3 om yi B &
£ Mbirm 6‘-“MMW s/ v B - r
2 Cm % 8 -
. feevet,>-P*MWIWT71asT* pekeit K BowCAv v' y
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MosBMTCA BCM/bIBAOLLEE OKHO, 4TOGbl MOATBEPAWTb, UTO Bbl AEICTBUTENILHO XOTUTE OTK/IHOYUTb
nonb3oBarens. ECM Bbl XOTUTE OTK/HOUMTL MOMb30BATENS, HaXXMUTE «COXPaHUTbL»,

Moxanyiicta, noareepaute
C>TKNIOYMTb 3TOTO NOJib30BaTeNa?
i Clinic User

Russia Test Clmlc
Caxpkaest*yal'ussiauser<g:gniail com
123 Test

X  OTvemnTb yX Coxpamrrb

8.4.3 BKIWOUYUTb NOMb30BATENS
Uto6bl BK/OUUTL MOMb30BATENS, YCTAHOBUTE (DIAXKOK COCTOSIHMSI YUYETHOM 3anucu.

IE r\/ naAHan Monb3osatenun Hacrpomkn CnpaBka BbHOA

Ao6ponoxanomTs, VAL Ructia Clink Admii®

I [ Monb3osatenu

] ‘f [o6mMT™ mMoero Q
KA CcHesk
HND Hamgpur™ Al 40C->n« v<-eHV Cocrokmve VUMHT»
levH** CBOMH KIANVHR®
A Chric 1941 (afCr<ci@TAiivs{mus*Fgrreii MIn & Roxda N paecpste B
b & 1 n

nersin

MNosBuTCA BCN/IbIBAlOLLEE OKHO, 4TOoObI nogreepantb, 4YTO Bbl ,U,GVICTBMTeﬂbHO XO0TnTE BKMKYUTL
nonb3oBarens. ECiv BbIXOTUTE BKIHOYUTL MOMNL30BATENSA, HAXKMUTE «COXPaHUTb.

Moykanyiicta, noagTBEepanTe
BknounTb 3TOr0 NMosib3oBaTens?
A Mail Test

Russia Test Clinic
raghavmuma007@gmail com

X OTmeunTb Coxpalurts

8.4.4 Cb6pocuTb Naponb
Utobbl HavyaTh npouecc copoca napons, HaXKMWTE Ha 3HAYOK KapaHJalla HanpoTvB Mosb3oBaresisi. Bbl
nepeligete Ha ctpaHuuly «MHhopmaums o nonb3osatenie», rae HangeTte KHOMKy «COpocuTb Naposib».
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WHdopmauus o nonbaosatan*® [focTyn K caiity AocTyn K nayneHTam

CHooMvrgpo> s> X OTMMUT»

OTKpoeTCs  BCM/IbIBAtOLLEE OKHO C 3arpocoM MOATBEpAUTb COPOC Mapons. YToGbl NPOAOMKUT,
HaXxMuTe «ToXanyiicTa, NoATBEPAUTES.

MoxanyiicTa, NoATBEPAUTE
Bbl AeCTBUTENBHO XOTUTE C M K>CUTb NApO/b?
-~ aWcUser

Russia Test Clinic
fiaxpKaestevalrssiauserifgmail.cam
V23 Test

X OTmMeHuTbL S/ Moxanymcra, NnoAtaepavTe

Monb3oBatento 6yAeT OTNPaBMEHO 3NEKTPOHHOE COOGLLEHME CO CCbINKOM Ans copoca napons. Cpok
[IEVICTBIS CCbIKU 1151 aKTUBALMM UCTeKaeT Yepe3 10 gHe.

9 nMopapobHas vHgopmMaumsa 06 0OCHOBHbIX pUCKax

9.1 O6uwwne ceegeHunsn

MogpobHas WHGopMauys 06 OCHOBHbIX PUCKAaX, CBA3AHHbLIX C MPUEMOM MpenapatoB AABEWT® 1
ALleHOBENT®, OTObpaKaeTCAd Ha rMaBHON MHHOPMALMOHHON NaHenn. Mpu NepBOM OTKPLITUM 3TON Be6-
CTpaHuUbl Monb3oBaTesM € 6a30BbIM [OCTYNOM  YBMAAT BCM/bIBAOLLEE OKHO, Cofepxkallee 3ty
MHopMaLmto. Tocne 3aKpbITs BCM/IbIBAIOLLErO0 OKHA 3Ty MH(OPMALMIO MOXHO HaTN € HUXHER YacTy
[NaBHOMN CTPaHULbl MOMb30BaTENS.
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NMOLPOBHAA MHOOPMALIMA O PUCKAX - ALLBEMT = (ADVATES) OKTOKOT AJIb®A (®AKTOP CBEPTBIBAHUS KPOBW VIII (PEKOMBUHAHTHBIN],
METO/] BE3 NCMO/Ib3OBAHNA NMASMbI/ANIbBYMUHA]

AABIUT* "ACVATEF; flpOTMeCr<CiUIM MalN9H*M m«fl~LjrinriBIIM.iTMi yin «/>er"B/*tBMOCTb k «rH fSM9*U3a n OP>IVM

no » ALBEN9 IMC/AY1 9% rasynmu annsor<ru«chlc peadlppch «TOM >MCN# N0»bIMeHHA« YybCTMTAIbHCEN BOAMCM/«X»CUMN™ K 1 F0.4«A*BA 6CNb noa{MCH«am» cuiTh, «OXBUM anTUCMCBOrAUUMXA#
cTH#y Eem VG * < ChNM* « TFE. MOM NC«aseHn MTITOMOB NT»puyl "»M #nbI<peTn WMeANeMMe NOEHO**im | NpUeM Yoenape** u NPUHETS MepeN one «aoewnKe e, aAnTenoH

4r9«*| amoeme ama«H>M abc ey «Mrat'opc» peiiTapew ynat yuxa npumua*e4mMtInaoeTu Ar ® ye '«MOopU (M M«OBL0BEM>NOCTCMHHO -4ee/'<na*bco cXiM ie Tanmanennm xe n npceoj’-b
cccTeexTe>x'Aune rtaScpetofrre techv Meesrcmm ekH6erw ac» nocne npuema rttenaperiAMfAMAtADVATgpj Habruoaamx« npal eujacrey 1o [ oanee e M «MHM« K MUA|IML/Tano ee xev * W n«te«e*<Teg

91a  WH(opMauusi  OMMCbIBAET  OrpaHUYeHMe MPUMEHEHKs,  MPOTVMBOMOKA3aHWUs,  peakLum
rMNepYyBCTBUTENBHOCTI,  TLIATE/bHbIA  MOHWUTOPUHT 1 BO3MOXHble MOGOYHblE  D(EKTbI  MpU
MPUMEHEHWUN KaXXAOro npenapaTta. [locne 3akpbiTs MaBalOLEro OKHA MOAPOGHYHD  BadKHYH
MHOPMAaLIMIO O PUCKax MOXHO NPOCMOTPETb B CMeLManbHOM pasfene B HKHEN YacTi Be6-CTpaHuLbI.

10 OuuncTKa, Ae3nHpeKUna 1 cTepunsayms

OumncTKa, Ae3VHDEKLNS UK CTEPUNIN3ALIMS He TPpebytoTCs.

11 ¥YTnnmnsaums

3a  ymwnuMsaumo  nporpamMHoro  obecnedeHuss  «myPKFiT» oTBeyaeT KomnaHua Takepga
dapmacbtotukanc C.LLU.A., VHk. (Takeda Pharmaceuticals U.S.A., Inc.), Kak Bnagenel, Be6-caiita
www.mypkfit.com, Ha KOTOpOM pa3melleHO nporpamMmMHoe obecneyeHne, AAMUHUCTPATOP
y4annT yYeTHYI 3anucb NoJsib30Batens, KOTopblii 60/blie He 6yAeT nonb30BaTbCsA NPOrpaMMHbIM
obecneyeHnem myPKFIT. Mocne yfaneHns y4eTHON 3anucu nosib3oBaTeslb He MOXET M0/b30BaTbCs
nporpammMHbIM obecneveHnem myPKFiT.

12 CBeaeHNSA0TEXHUYECKOMOOCTYXXNBaHNM

[JaHHoe MeauLMHCKOe nporpaMMHoe obecneyeHne u UT-060pyaoB3HUE, HA KOTOPOM OMOYCTaHOB/IEHO,
TPebYIOT He TOMIbKO HaZ/iexallleld aKeryaraLmm, HO M NaHoBOro TEXHUYECKOro 00CTyXnBaHuA. MiaHoBoe
TEXHMYECKOE 06CMY)XMBaHME HEOOX0AMMO /15 06ecreyeHnst 6e3onacHom, aheKTUBHONM 1 HAAEXHON paboThl
0bopyaoBaHu.

[11aHOBOE TEXHUYECKOE 06CY)KMBaHME OMHKHO BbIMNO/HATLCA TONIbKO KBa/IM(MLMPOBAHHBIM 1
YMO/THOMOYEHHbIM 06C/Ty)XXMBAKOLLYIM NMepcoHasioM. COOTBETCTBYHOLLME NPOLEeaypbl MOAPOGHO OnKcaHb! B
CEepBUCHON AOKYMEHTaUMW, npeaocTaBnsemMoi komnaHueit Takega ®apmacsrotukanc C.LLU.A., VHK.
(Takeda Pharmaceuticals U.S.A., Inc.), aTakke B AOKyMeHTaUMmn K UT-060py10BaHNIO, HA KOTOPOM
YCTaHOB/IEHO MeAMLMHCKOe NporpamMmmMHoe obecrieyeHmre. PaclumgpoBka TEPMUHOB:
«KBaIN(PULMPOBAHHBIM» Ha3bIBAETCA NEPCOHa/, UMEIOLMIA HEOBXOANMYIO KBaNU(UKaLMIO ANs
CMO/b30BaHNSA MeAMLIMHCKOro NporpaMMHOro 06ecreyeHrs JaHHOrO BUAA B COOTBETCTBYHOLLMX 06/1acTsX, e
KOTOPbIX MCMOsb3yeTcs AaHHoe obopyaosaHue u M0;

«YMO/IHOMOYEHHbIM» HA3bIBAETCA NEepCcoHaUl, MOJYUYMBLUMIA pa3peLLeHre OT OpraHa, KOHTPOMPYIOLLEro
1CMo/b30BaHNEe MeAMLIMHCKOro NporpaMMHOro 06ecreyeHrs 1 060pyLA0BaHuA.

KomnaHunaTakega ®apmacbiotvkasnc C.LLLA., WHK. (Takeda Pharmaceuticals U.S.A., Inc.) o6ecneunsaet
MO/IHOE M/1AHOBOE TEXHUYECKOe 06C/Y)XMBaHUE 1 PEMOHT, Kak Mo BbI30BY, TaK U Ha KOHTPaKTHON OCHOBE.
Moapo6HOCT MOXKHO Y3HaTb B CEpBUC-LIEHTPE KoMmMaHun Takeaa ®apmacktotukanc C.LULA., MHK. (Takeda
Pharmaceuticals U.S.A., Inc.)

HecmoTps Ha 1o, YTO NO/Ib30BaTe/lb CaMOCTOSATE/IbHO HE MPOU3BOAWT NIaHOBOE TEXHNYECKOe 06C/y)XX1BaHue,
rnepes UCrosb30BaHNEM MEAMLMHCKOrO NporpamMMHOro obecrneyeHys u IT-060pyL0BaHys OH JO/DKEH
y6eaunTLCs, YTO BbUI0 MPOBEAEHO Moc/eAHee MIaHOBOE TEXHUYECKOE 06CNYXNBaHWE.
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Monb3oBatenb [O/MKEH PErynspHO NPOBOAWTbL MPOBEPKY HaaMums OOHOBNEHWIA. B criyyae Hamums
O6HOB/EHMs, MOMb30BaTENb AO/DKEH BbI3BATb KBAMGMLMPOBAHHOIO U YNOMHOMOYEHHOIO  COTPYAHMKA
KomnaHun Takefa ®apmacbrotmkanc C.LLUA., MHK. (Takeda Pharmaceuticals U.S.A., Inc.) Anst ero ycTaHOBKW.

13. TpeboBaHMA 6e30MacHOCTM

13.1 O6uwwne ceegeHus

MpenynpexaeHns U coobuieHns 06 olwKnbKax MNOSBASIOTCA B MNporpamme, Kak YyKasaHO B
NPUBELEHHBIX HUXE MpUMepax.

CoobuieHne 06 owwnbke — 3TO COOOLLEHME KpacHbIM TEKCTOM Ha pPo30BOM (oHe. Heobxoaumo
NCMPaBWTb BBEAEHHYI WH(QOpMauuio, npexae 4Yem npeanpuHUMath Kakue-nnbo JanbHeliine
[encTBus.

-

f-s~s ¢

MpeaynpexaeHne — 310 CO0OLLEHNE CBETI0-KOPUYHEBLIM TEKCTOM Ha CBETN0-XeNnToM oHe. OHO
HE CeTTO/IbKO MH(OPMALMOHHYIO (DYHKLMIO U HE NPENSTCTBYET BBOAY AaHHbIX B MOJE U Aa/IbHEALINM
[EeNCTBISM, HO MPOAOIKATh PaboTy ClefyeT C OCTOPOXHOCTBHO.

ObpallaitTe 0c060e BHMMAHMWE Ha CreLnanM3npoBaHHble NpeaynpexaeHns /coobueHns o6 owmnbkax,
yKasaHHble B [aHHOM PyKOBOACTBE MO/b30BaTeNs, a TaKkke Ha obwuve npedynpexaeHuns,
nepeyncsieHHble HUXe B pasgene 16.2,

13.2 TepeuyeHb OWMNGOK U NpeaynpexAeHnii Ans npenaparta AQBeinT

OkHO BeinonHsemoe Tvn CoobLeHne
nelicTeune
Bxop 8 cuctemy HenpaBunbHble/ OLUMBKA AZpec 3M1eKTPOH HOM NOYTLI AN Naposb
HeBepHble He pacno3HaHsbl.
perncTpauyoHHble MoxanyiicTa, NOBTOPUTE NOMbITKY. Ecn
[aHHble Bbl 3a6b1/1M1 CBOI NapPOsib, HAXKMUTE Ha
CCbINIKY «3abblnv Naposib?».
CozpaHue BeogHO naumeHTa MPEAYNPEXAEHVE  MpuHumasgaHHyro NMonntuky
nauveHTta KOH(MAEHLMANbHOCTY, PaBOTHMK

3paBOOXpPaHeHns NOATBEPXAAET, UTo
OH, 3anonHada none «k0 nauneHTa» B
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OKHO

CozgaHue
nauueHTa
CozfaHue
nauueHTa

PepaktupoBsartb
rnauyeHTa um
uccnefosaHve

Pepaktu posatb
rnaumeHTa

Pepaktu posatb
naumeHTa

ObLwas
NHopMaLmsio
®K nccnegosaHum

Obuwas
NH(popMaLuso
®K nccnegosaHnn
O6Las
NH(opMaLMSOo
®K nccnegosaHnm
O6lwan
NH(opMaLMSOo
®K nccnegosaHum

PykoBopacTBO nosib3oBaTtens myPKFiT

BbinonHaemoe Tnn
neiictene

BBog rofia poxaeHus MNPEOYMNPEXAEHNE
nauueHTa

Bsof roga poxaeHus OLUMBKA
nauueHTa

2 nosnb3oBarens OLUNBKA
O[JHOBPEMEHHO BBOAAT
[aHHble A1 04AHOro

nauueHTa

PepaktvposaHune
UMeroLLecs
NHopmaLumno
nauueHte

PepaktvposaHune
€CTEeCTBEHHOro
ncxogHoroyposHs FVIII
nauyeHTta

BBOZ 3Ha4YeHMsA mMacchbl OWWBKA
Tena 6osnee yem C
OHVM 3HaKOM nocre
3anToi

BBoa03bI 32
npegenamMmm ykasaHHoro
JAvanasoHa

Beoaaosbl 3a
npegenamm ykasaHHoro
JAvanasoHa

BBog oo3biC
[eCATUYHBIM 3HAKOM

OLLMBKA

OLUMBKA

88 un3 114
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BcnnbiBarowee
coobueHne

BcnnbiBatowee
coobueHne

MPEAYTNPEXAEHNE

CoobLeHune

OKHe «[J06aB/Tb NaLMeHTa,
03HaKOM/IEH CTEM, YTOEANHCTBEHHASA
Lenb3Toro nong - ykasaHue
naeHTUUKaTopa naymeHTa.

[JaHHoe none He f0MKHO
MCMOJb30BaTLCA AJ1 BBOLA U XpaHEHNS
NepCcoHasbHbIX AaHHbIX NauyeHTa.

®K pacyeT ocCHOBaH Ha JaHHbIX
naumneHToB B Bo3pacTe oT 140 66 ner.
Bospacrt nauueHta 15net nam mnagiwe
[N ogHoro wivn 6onee npeablayLmx
®K nccneposaHuii. Keaptan roga
poXAeHus ABNAeTCA 06A3aTe/IbHbIM
napameTpoM A1 NaLUEeHTOB, Yeit
BO3pacT He npesbiaeT 15 ner.
[aHHble naumeHTa 6b111M 06HOB/EHI
Apyrum nonb3osaresieM. Heo6xoanmo
3aHOBO3arpy3unTb faHHbIe NauueHTa,
4To6bI 0TOBPA3NTL NOCNeaHNe
N3MEHEHMS.

Ecnm Bbl Npofdo/mk1Te pegakTmpoBatb
NH(OpMaLMIo 0 NaumeHTe, Bce
HecoxpaHeHHbIe faHHble ByayT
MoTePsHBbI.

Bbl MI3MEHU/IMECTECTBEHHBIN
NCXOAHBIN ypoBeHb FVIII.

Bce 3HaueHnsa aHan1308B, KoTopble
HWXe ecTecTBEHHOro UCXOAHOro
ypoBHS FVIM, 6yayT UCK/KOUEHbI 13
6y yLLMX pacyeTOB.

MoxanyricTa, NpoBepbTe AaHHbIE U
NoATBEPAUTE, UTO XOTUTE COXPaHUTb
N3MEHEHNS.

B none fonyckaetcs BBOAUTL TOMBbKO
yncna CTOYHOCTLI0 40 O4HOT0
JecAatnmyHorosHaka. Heumcnosble
CUMBO/IbI He JOMYCKaKTCH.
3HayeHnemaccoITena fomKHOObITb
B npegenax ot 5 ao 140 kr.

®K pacyeT 0CHOBaH Ha faHHbIX
nauyeHToB C Maccoi Tena or N ao
108 «r.

BeoauTe TOMBLKO Lieble yuncna 6e3
[eCATUYHbIX3HAKOB 1 HEYUC/IOBbIX
CVYMBO/IOB.



OkHO BbinonHaemoe Tun CoobueHune

pelcTene
W HEYNCNOBBLIM
CYIMBO/IOM
O6bLwuas BBoaz03bI 32 OLUVBKA O6uwas aosa FYM gosmkHa 6bITb B
NH(opMaL Ao npeaenamm ykasaHHoro npepgenax ot 10 go 100 ME/kr.
®K vccnefosaHun - grManasoHa PekomeHAayemblii Avana3oH o3 20-80
ME/Kr (CM. MHCTPYKLMIO NO
npvMeHeH Onpenapata AaBeinTe)
Ob6uas BBoaa03bI 32 MPEAYNPEXAEHVE O6wwas go3a FVII! gomxHa 6bITh B
NH(opMaums o npegenamun ykasaHHoro npegenaxot 10 go 100 ME/kr,
®K nccnegoBaHUM - AranasoHa PekomeHAyeMblIi anana3oH 403 20-80
ME/Kr(CM. MHCTPYKLMIONO
NPYMEHeHI0 Npenapara AABenT).
ObLan BblOpaHa gara MHQy3um OLUMBKA Bospact nauyveHTta Batom K
NHopMaLmao FVIII, koTopas paHbLue nccnefoBaHun 15 neT v Mnagte.
®K nccnefoBaHMM  HaCTynsieHWs KeapTtan roga poxzaeHus saensercs
16-netna naupyeHTa o6s3aTeNlbHbIM NapaMeTpoM A/15
C HeyKa3aHHbIM naLWeHToB, Yeli BO3pacTHe
KBapTa/IoM roga npesbiwaer 15 nert.
poXaeHns
O6wan Pepaktv posavve aatbl Bcnnbisatolee Bbl 06HOBUNW faty/Bpemsa OK nHpy3um
NHhopmMaums o ®K nHdy3mm FVIIl ¢ coobLyeHve FVII1. MocmoTpuTe Aatbl B3ATUA
®K nccnegoBaHUM  yKasaHWeM Aarbl, aHa/IM30B KPOBU, AaTy U Bpems
KoTopas HE npnBoguTK npeablayLien nHgysum gns atorod®K
N3MEHEHNIO 3HAYEHWI nccnefoBaHus.

npeaplayLiein ao3bl n
aHa/IM30B KpoBW

ObLwas PepnakTnpoBaHuve garbl BcnnbiBatowee Bbl 06HOBUNM Aaty/Bpems ®K nHGy3mum
NH(opmaLmsao OK nHy3um FVIIl ¢ coobueHne FV1Il. 3T0 M3MeHEHWE MOXET
®K vccnenoBaHUM  yKa3aHeM Aarbl, aHHy/nMpoBaTb npeablayLumne
KoTOpas NPUBOAUTK [laTbl/BpeMS 1 AaHHble aHa/IM30B A/19
N3MEHEHMIO 3HAYEHUI atoro ®K nccnegoBaHus.
npeablayLLei nHhy3nm MoxxanyvicTa, BblbepuTe 0AHO U3
1 aHa/IM308B KpPoBY cnepyownx AencTBniA:

- co3gatb HoBoe ®K nccnenosaHue
NS HOBOW NHGY3UK;

- NPOLOMKNTL U3MEHEHME TEKYLLIETO
®K nccnegosaHms.

Obwan PepnakTupoBaune BcnnbisatoLee Ecnn BbI NpogomkuTe BHOCUTL
MH(opmaumsao TekyLero ®K coobLeHne n3MeHeHus BTekylLeedK
®K nccnefoBaHuM - 1ccnefoBaHUs nccnegoBaHune, Bee faHHble 06
rnocsie U3MeHeHuAaaThbI aHam3ax v npeablayLien nose oyayt
®K nHhy3um FVL) yAasneHsbl.
Y[anuTb fanHble 06 aHasim3ax u
npeablayLei fose.
PykoBoacTBo nonb3osartenia myPKFIT 89 un3 114
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OKHO

PesynbTathl
aHa/n3oB

PesynbTarthl
aHanu3os

PesynbTarthl
aHann3oB

Pe3ynbTatsl
aHanu3os
PesynbTarsl
aHanu3os

PesynbTartsl
aHa1308

Pesynbratsl
aHa13oB

PesynbTarthl
aHann3os

PesynbTarthl
aHanM3oB

PesynbTarbl
aHanv3os

PykoBoacTBo nonb3oBatesnia myPKFiT

BbinonHaemoe
Jelictene
Job6aeneHne
pe3ynbTaToB aHa/IN30B

BBOA3HaYEHUS YPOBHS
FVIII oo vHdy3unm

BBoZ 3HaUeHWs ypoBHS
FVIII oo vHpy3mm
60ree, YeM C OIHNM
3HaKOM roc/rie 3ansToi
BBOA, 3Ha4YeHNSA YPOBHS
FVHL 10 vHpy3mm

BBOA, 3Ha4YeHUA YPOBHSA
FVIII go nHpy3um

Bsoao3bl
npeablayLiein nHgysmnm

Beog 4o3bl
npeAablayLLen NHGY3Mn
C [eCATUYHbIM 3HAKOM
WA HEYUCOBLIM
CYIMBOJ/IOM

Beoaao3bl

npeAblayLein MHgy3um

Beoaao3bl
npeaplaywei nHhy3um

Beoaa03bl
npeablayweii nHhysum
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Tun

MNPEOYMPEXOEHNE

MNPEAYNPEXAOEHNE

OLWIWNBKA

OLWWBKA

OLWWBKA

MNPEAYNPEXAOEHNE

OLUNBKA

OLUMBKA

OLWIVBKA

MPEAYTNPEXAEHWE

90 n3 114

Coo6uieHne

PekomeHAyeMmble ycoBms 3abopa

aHasIn30B KPOBW MOC/Ee UHKY3NK:

e He meHee 2aHann30B KpoBY;
oauH Yepes 3- Mdaca (230 MUHYT)
rnocsne MHgy3un,

BTOpOW - yepes 24-32 vaca
(+ Lyac)nocne MHAy3nm

e YposeHb FVIH B pamkax ogHoro
nccnenoBaH vs [OMKEH
YMEHbLIATLCA B HaxXaon'
nocneaytoLLem aHanmse

YposeHb FVM [0 MH(Y3UK NpeBbIwaeT

10 ME/gn NMoxanyiicta, NpoBepbTe.

lNone Nno3BONSET BBECTM TO/IbKOOAMH
3HaK rnocne 3anaToi. Heuncnosble
CMMBO/Ibl HE A0MYCKakTCA.

YposeHb FVIII 40 UHY3MK A0MKEH
6bmb 0T 0 o0 40 ME/an.

YposeHb FVII go nHy3num He MOXeT
ObITb HKE, YEM €CTECTBEHHBII
ncxoaHbI yposeHb FVIII ynaymeHTa.
O6uwas gosa PMIL gomkHa 6bITb B
npege-"r.-ot D40 100M E/ki.
PekomeHAyeMoit ananasoH o3 20-80
ME/KL (CM. 1;;CTPYKN, MO MO
np::.MeHeHutonpenapara AABenT }
BeoguteTonbKOLENbIe Yncna 6e3
[EeCATUYHBIX3HAKOB U HEYNCNOBbIX
CYMBO/IOB.

O6uwas gosa FVIIl gomkHa 6biTb B
npegenax ot 10 go 100 ME/kr.
PekomeHayeMblil ayanas3oH 403
20-80 ME/Kr(CM. MHCTPYKLMIOMO
NpYMeHeHMIo Npenapara ABenT*)
MpoMeXyToK Mexay npeablayLuei
VH(y3vel ngatoli n spemeHem ®K
NHGY3mMmM PALl gomkeH cocTaBnsATb OT
12 1o 72 yacos.

YposeHb FVIII 0 nHDy31n NpeBbILLaeT
10 ME/gn. Moxanyiicta, NpoBepbTe



OKHO

PesynbTarthl
aHasm3oB

PesynbTarthsl
aHanM3oB

PesynbTarhl
aHasm3oB

PesynbTartl
aHanv3os

PesynbTarthl
aHasM3oB

PesynbTarthl
aHasm3oB

PesynbTathl
aHann3oB

PesynbTarthl
aHaiv3oB

Pesynbrarbl
aHa130B

®K npothnnb

PykoBoacTtBo nonb3oBatensa myPKFiT

BbinonHsemoe

neiicTene
BBOA3HaYeHUs ypoBHA
FVaI nogaHHbIM
aHanmsa Kposu

BBof 3HaueHWs YpOBHA
FVIII no gaHHbIM
aHann3a Kposw ¢ 6oree
4eM OH1M 3HaKOM
rnocse 3ansTon
BBoA3HauYeHNs ypoBHS
FVIII no gaHHbIM
aHanm3a Kposu
BBOA3HAYEHUAYPOBHSA
FVIIl nogaHHbIM
aHanm3a Kposu
BBoagartsl v BpeMeHu
aHanm3a Kposu

Beop yposHsa FVIII BLQ

Beog yposHs FVIII BLQ

BeeneHve 3HaueHus
npeablayLlero aHanmsa
KpOBW,eCcnnTakoe
3HaYEHVe HDKe
€CTECTBEHHOIO UCXQOHOMO
ypoBHs PVl naupeHTa
BBoA3HaueHuA
aHannsa Kposw,
Mosly4eHHoroc
NMOMOLLBIO Apyroro
MeToja aHam3a

®K npogmnb
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Tun

MPEOYMNPEXOEHVE

OLUNBKA

OLUNBKA

OLUVBKA

OLUVBKA

OLUVBKA

OLLMBKA

Bcnnbisarolee

coobLeHne

OLUNBKA

MPEAYNPEXAEHWE

91 mn3 114

CoobleHmne

YpoBeHb FV1II npeBbIwaeT 0XnaaeMbii
rTakcl..."afbHbl ypOBEHb (BCTaBbTE
pacuyeTHOe 3HaYeHne MakCUManbHOro
y1- >aHs FVII) ME/gn ans atoro
BPEMEHW B3ATUSA KPOBK MOCTIE
NHY3UN.

Moxanyicra, NpoBepbTe BBEAEHHbIE
[JaHHble.

B none gonyckaetcs BBOAWUTb TOMLKO
ymcna CTOYHOCTbLIO A0 OAHOTO
[ecaTMyHorosHaka. Heuncnosble
CUMBO/bI He [0MNYyCKatoTCs.

YpoBeHb PVII1 HemoXkeTnpeBbIWaTh
250 ME/pgn. MoxanyiicTta, NnpoBepbTe
BBEEHHbIE JaHHbIE.
BeeneHHoe3HayeHmeypoBHa PV He
MOXXETObITb HUXXE, YeM eCTECTBEHHbII
MCXOAHbIV ypoBeHb FVIII naupeHTa.
[ara v Bpems 3abopa KpoBu LOKHbI
6bITb OT 10 MWH A0 72 YacoB nocne
NHAy3mm FVIIL

Mopor onpegenenus FVIII (BLQ) (ME/an)
[0MKeH 6bITb > 0 <=2 ME/an.

B none gonyckaetca BBOAUTL TONbKO
yncna CTOYHOCTBH A0 OAHOIO
fecATnyHorosHaka. Heuvcnosble
CUMBO/IbI He [OMYCKaloTCA.
HeBO3MOXXHO BK/IOUNTL Pe3ynbTaThl
aHaN30B, 3HAYEHNSA KOTOPbIX HXKE
€CTeCTBEHHOTro NCX0AHOr0 ypoBHs FVIII
nauyeHTa.

HeBo3moxxHocaenatb ®K pacueT ana
pe3ynbTaTtoB aHa/IM30B, KOTOpbIe OblUn
MonyyeHbl C NOMOLLIIO PasHbIX
MeTOZ0B aHa/In3a.

AHann3 BBeLEHHbIX Aa MHbIX NOKa3an,
YTO BBE/EHHbIE AaHHbIE HE

COOTBETC BYIOT A1 HHbIM NPeablayLLm X
nccneaoBaHuiA. MNoxanyiicta,
MPOBEPbTE BBEAEHHYH UHDOPMALMIO 1
1CNoNb3yliTe peKoMeHaaLny no

L1031 POB3 H YO C OCTOPOX HOCTBHO.



OKHO

®K npodmnb

®K npotmnb

®K npogmnb

®K npotmnb

®K npodmnb

BbinonHsemoe
nelicTeune
®K npodusb

®K npodmnb

®K npodusb

®K npotusb

®K npodunb
{ansa naumeHToB,
yein BO3pacT<6 fer)

PykoBopacTBO nosib3doBatensa myPKFtT
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Tvin

MPEAYNPEXOEHVE

MPEOYMNPEXOEHVE

MNPEAYNPEXAEHWVE

MNPEAYNPEXAEHWE

MPEAYNPEXAEHWVE

92 3 114

CoobuieHne

AHanNn3 BBEEHHbIX AaHHbIX NOKa 3a/,
4TO BBEEHHbIE faHHbIe BbIXOAAT3a
npegenbl AaHHbIX NpeablayLLmnx
nccnegoBaHuii. Moxanyicra,
npoBepbTe BBEAEHHbIE AaHHbIE 1
“cnonb3yiite pekoMeHgaumny no
[,031poBaHuio ¢ BOSbLLOV
OCTOPOXXHOCTbHO.

AHanun3bl He MOTHOCTLHO
Y[0BNETBOPAOT YKa3aHHbLIM
KpuUTEpUAMAIA 1CMOMb30BaHNUA

yNyY LWeNHOro 6aiiecoBcKoro
anroputma. PekomeHgaumu rno
[031POBaHNIO ClieayeT NCNoNb30BaTh C
OCTOPOXXHOCTbI0. OXKnpaetcs, YTo
3a00p KpPOBW B COOTBETCTBUN C
peKoMeHAaLMAMN NO3BONNUTYYYLLNTD
[031poBaHue.

PacueTHbIli KnupeHc FVIIL HaxoguTes 3a
npegenamuv 95% nonynsunMoHHOro
KnpeHca.

lNepuog nonyebiBeeHNss OCHOBaH Ha
pacyete ¢ UCMO/Ib30BaHMEM 3HAYEHNA
KnvpeHca 3a npegenamu 95 %
nonynauun. NposepbTe faHHbIE,
npexxaeyemM NPOLO/HKUT.

PacueTHbIii 06beM pacrpeeneHms
FVHI 8 paBHOBECHOM COCTOSHUN
HaxoauTcsa 3a npegdenamu 95% or
nonynsuMoHHOro obbema B
paBHOBECHOM COCTOSIHUM.

lNepwog, nonysbiBegeHA OCHOBaH Ha
pacyeTe ¢ Ucnonb3oBaHMeM o6bema
pacnpefeneHus B paBHOBECHOM
COCTOsAHWM 3a npegenamu 95%
nonynauuu. MposepbTe AaHHble,
npexxaeyem NPOSO/HKUT.

PacueTHblii nepuog, nonysbIBeLeHNs
FVIII HaxoguTca 3a npeaenamu
repvoga rnosyBsbIBeAEHNSA NONyALmn
(ot 7 po 15 vacos). MNMpoBepbTe AaHHbIE,
npexageyem npoaomK1Th.



OKHO

®K npodmsib

®K npodunb

Pacyer
[031POBOK

Pacuet
[031POBOK
Pacuet
[031POBOK
Pacuet
[031POBOK

Pacuet
[031POBOK

Pacyet
[031POBOK

Pacuer
[031POBOK

Pacuet
[031POBOK

Pacuet
[103MPOBOK

BbinonHaemoe
faencteune

®K npotnnb
(ona naumeHToB,
yeli Bo3pact

>6 1< 16 nen)

®K npodmnb
(ona naumeHTOB,
yein Bo3pacTu 16 nen)

BBo4 MUHMMaNbHOIO
Lien1eBOro3HaveHms ¢

OECATUYHBLIM 3HAKOM
NN HEYNCNOBLIM
CMMBOJ/IOM

BBOA, MUHMMarbHOTO
LIeN1EBOr03HAYEH NS
BBOA3HAYeHUs 403bl

HacTpoiika nHtepsana
MeX Ay BBEAEHNAMM

HacTpoiika uHTepeana
MeXay BBEAEHNSAMU

HacTpoiika uHTepeana
MEXy BBEAEHMAMY

HacTpoiika uHTepeana
MeX [y BBEAEHVSMU

HacTpoiika uHTepBana
MeX [y BBEAEHNSIMM

BbI6Op HacTpamMBaemMoro

VHTepBana Mexay
BBEIEHUAMM

pykoBoAcCTBO nosib3oBatens myPKFiT
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Tun

MPEAYMPEXAEHWE

MPEOYMNPEXOEHVE

OLWUVBKA

OLUNBKA

OLUNBKA

OLUNBKA

BcnnbiBatowee

coobueHne

BcnnbiBatollee

coobueHne

BcnnbiBarowee

coobLeHne

MPEAYNPEXAEHWE

OLWUVBKA

93 u3 114

CoobueHune

PacueTHbIiA neprog, nonyBbIBEAEHNS
FVINHaxoguTed 3a npegenamm
nepvoga nosyBbIBeAEHNS NOMyAALUN
(o1 7 po 23 vaco). MpoBepbTe AaHHbIE,
npexze Yem npPoAO/IKUT.

PacyeTHbI Nepuog, nonysbiBeAEHNS
FVIIl HaxoguTca 3a npegenamu
nepvoAa nonysbIBEAEHNUSA NONYALMN
(ot 7 no 24 vacos). MNpoBepbTe AaHHbLE,
npexze YeM NPOAOIHKUT.
BeBoguteTonbKoLesble uicna 6e3
[EeCATUYHBIX3HAKOB Y HEYNCNOBbIX
CMMBOJIOB.

MwuHVManbHoe LeneBoe 3HaveHne
YPOBHS A0/IKHO ObITb 0T 1 10 30 %.
Jo3a gomkHa 6bITb B AnanasoHe ot 10
0o 100 ME/«r.

Jlo3a He MOXeT BbIXOAWTb 38 Mpesesbl
AnanasoHa oTHO o 100 ME/Kkr.

MoxxanyiicTa, HaxkmuTe BbibpaTh, ecnu
Bbl XOTUTE NOKa3aTh paccunTaHHbIe
[03bl BHe Anana3oHa 20-80 ME/kr 1
BHYTpM AnanasoHa 10-100ME/kr

Bbl BbIOpasiv NMoKa3 paccUMTaHHbIX03
BHe AvanasoHa 20-80 ME/Kr v BHYTpK
AnanasoHa 10-100 ME/kr(cm.
WHCTPYKUMIO NO MPUMEHEHMIO
npenapara ABeNT®).

Bbl BbIOpaIN «CKPbITb» pacyeTnos,
KoTopble BHe gnanasoHa 20-80 ME/kr
1 BHyTpU amnanasoHa |O-IOOME/kr

Josa PVII1 Ha Kunorpamm macceitena
HaxoauTcs 3a npegenamu avanasoHa
20-80 ME/Kr, HOBHYTpY AmMana3oHa

10-100 ME/Kr (CM WHCTPYKUWIO MO0
NpYMeHeHWIo Npenapara Aageit™').

JomKeH 6bITb BbIGpaH XOTA Obl
OfIVH [O€Hb.



OKHO

Pacuet
[031POBOK

Pacuet
[031POBOK

BbinonHaemoe

fenctene

Bbi6op
HacTpamMBaemoro
NHTepBasa Mexay
BBEAEHMAMY

O6HoBNeHne3HameH I

MUHVMAa/IbHOTO
LLeNIeBOr0ypOBHSI 1
[03b

Tvn

OLUNBKA

OLUMBKA

CoobuieHune

HTepBasbl MeXxay BBeAEHUAMM
[0J/DKHbI cCOCTaBNATb 24,48 unn 72 vaca
[nsa BCeX [03 B NOBTOPAOLLEMCA
[BYXHe[eNbHOM LuKe

{cM. MHCTPYKUMIO NO NPUMEHEHWIO
npenapata AQBewnT*).

Kak MYH1UMYM 04HO3HaueHue [03bl
NN MUHYMasbHOE LiefieBoe 3HaueHue
FVIII, BBEAEHHOE BPYYHYIO, BbIXOAMT 3a
MaKCMMasIbHO A0NYCTUMBbIIA AManas3oH.
[ns ycTpaHeHus npobnembl nepeingute
K BKnafake«PefaKtmposaHue
VHOVBUAYabHOM

[103br/MVIHMas bHOTO 3HAYEHUS.

13.3. MepeyeHb OWKMOBOK U NpeaynpexaeHnin ana npenaparta AQEHOBENT

OKHO

Bxoge cucremy

Co3pgaHue
nauueHTa

CozfaHue
nauueHTa
Co3gaHune
nauueHTa

BbinonHaemoe
neiictene
HenpasusibHble/
HeBepHble
perucTpauyoHHble
JaHHble

BeoalO naumeHTa

Bsof roga poxaeHus
nauueHTa
BBof rofa poxaeHus
nauueHTa

PykoBoacTBo nonb3oBartena Ty PKFIT

& 000 LHPMH [ INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU

Tun

OLUNBKA

MPEAYNPEXAEHWE

MNPEAYNPEXOEHNE

OLIVBKA

94 n3 114

CoobuieHune

Anpec 3neKTPOHHOR NOYTbI UK Naposib
He pacno3HaHbl.
Moxanyiicta, NoBTOPMTE NOMBITKY. ECNN
Bbl 3a6bl/IM CBOM Napo/ib, HAKMUTE Ha
CCbIIKY «3abbln Naposnib?».
MpvHMMas ganHyo MNMoanuTuKy
KOH(MAEHUMaNBbHOCTM, PabOTHUK
3paBoOXpaHeHns NOATBEPXAAET, YTO
OH, 3ano/HAs none «ID naumeHTa» B
OKHe «[l06aBuTb NauueHTa
03HaKOM JieH CTeM, YTO eAMHCTBEHHasA
Lienb3Toro nond -ykasaHue
naeHTMdpMKaTopa naupeHTa.
[JaHHoe nose He JOMKHO
NCMOJIb30BaTLCA N8 BBOAA U XpaHeHMs
NepCcoHasbHbIX A UHbIX NauyeHTa.
®K pacyeT oCHOBaH Ha JaHHbIX
nauneHToB B BO3pacTe OT 1 A0 66 fer.
Bospacrt naumeHta 15 net unv mnagile
1 ANs OAHOTO UNn 6oriee Npe/blAyLLMX
®K nccnepoBaHuin. Keaptan roga
POXAEHNA ABNISeTC 06A3aTe/IbHbIM
napameTpoMm /1 NauyeHToB, Yeii
BO3pacT He npesbiwaert 15 ner.



OKHO

Penaktu posarb
nawueHTa um
nccnegoBaHue

PepakTtvposarb
naupeHTa

Pena ktn posartb
nauyeHTa

O6Lwas
NHpopmMaumso
®K nccnegosaHun

Obuas
WH(opMaLmso
®K nccnegosaHun
O6lwas
NH(opMalmsao
®K nccneposaHnn
ObLwasn
NHhopMaLms o
®K nccnegosaHum

ObLwas
NHopMaLmsao
®K nccnegosaHnn

O6Las
NHopMaLMso
®K nccneposaHnn
O6wwas
NHOPMaLUNA0
®K uccneposaHum

PYKOBOZCTBO nonb3osarens myPKFiT

BbinonHaemoe

[aeicreme

2 nosnb3oBaress
O[HOBPEMEHHO BBOAAT
[aHHbleaNs 0HOrO
nauueHTa

PepaktupoBaHue
NmeroLencs
nHhopmaLmmno
nauueHre
PepaktuposaHve
€CTecTBeHHOro
ncxoaHoroyposHsa FVIH
nauueHTa

BBoA3HauYeHUs Macchbl
Tena 6onee Yem C
OjHVM 3HaKOM rocrne
3anaTol

BBog 1036l 32
npegenamMmu ykasaHHoro
JAvanasoHa

Beoanosbl 3a
npegenamMmm yKkasaHHoro
JAvanasoHa

Beoaao3bl €
[ecATUYHBIM 3HaKOM
WM HEUMCOBbLIM
CYMBO/IOM

BBoaao3bl 3a
npegeniaMu yKasaHHOro
[Jvana3oHa

Beogaatbl @K nHpy3um
FVill

Bbi6paHa aata UHQy3um
FVIH, koTopas paHblue
HacTynneHns

16-neTns naumeHTa

& 000 LHPMH [ INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU

Tvn

OLUNBKA

BcnnbiBarowee
coo6LeHne

BcnnbiBatolee
co06LLeHne

OLUNBKA

OLUNBKA

MPEAYTNPEXAEHVE

OLWIVBKA

OLWNBKA

OLWMBKA

OLUMBKA

9% un3114

CoobuieHne

[aHHble nauyeHTa 6blM 06HOB/NEHDI
Zpyrum nonb3osarenem. HeobxoanMmo
3aHOBO3arpy3uTb AaHHbIe NaLneHTa,
4TOObI OTO6PA3UTL NOCNeaHue
N3MeHeHUs.

Ecnv Bbl NPOLOMXMTE pefakTMpoBaTb
MH(OPMALMIO o NaLneHTe, BCe
HeCoxpa HeH Hble 1a UHble 6y ayT
MoTepsiHbI.

Bbl M\3MEHNNNECTECTBEHHBIV
NcXoaHbI ypoBeHb FVIII.
Bce3HaueHusa aHann30B, KoTopble
HVDKE eCTeCTBEHHOr0 NCXO4HOro
ypoBHs FVIIL, 6yayT NCK/HOYeHbI 13
6yyLL Mx pacyeToB.

Moxanyiicta, NpoBepbTe AaHHbIE U
NOATBEPAUTE, UTO XOTUTE COXPaHUTb
N3MEHEHMS.

B none fonyckaeTcs BBOAWTL TONbKO
yuncna CTOYHOCTLIO 0 OAHOro
JecATMYHOro3Haka. Heuncnosble
CUMBO/bl HE IOMYCKAKTCA.
3HaueHvemaccbITena A0MKHO ObITb
B npedenax ot 29 ao 140 kr.

®K pacyeT OCHOBaH Ha fjlaHHbIX
naLyeHToB ¢ Maccoli Tena ot 36 o 100
ur

BBoAuTE TOMBKO Liefble uncna 6e3
[eCATUYHBIX3HAKOB U HEYMCIOBbIX
CYMBO/IOB.

O6was posa FVII gonkHa 6bITb B
npenenax ot 10 o 80 ME/kr.
PekoMeHAyeMbIi Anana3oH Ao3 40-50
ME/Kr{CM. MHCTpYKUMIONO
npYMeHeHuto npenapara ALeHOBENTR)]
BeefeHHas aata ®K nHdysum FVIII
naeHtnyHa gare ©K uHgysum FVIIL npu
Apyroro ®K nccnegosaHns

Bo3pacTt naumeHTta Batom ®K
nccnenosaHum 15 net nan mnague.
KBapTas rofa poxxaeHus asnsercs
06s13aTe/IbHbIM NapamMeTpom 41
NauyeHTOB, Yeil Bo3pacTHe
npesbliwaert 15 fer.



OkHO BbinonHsemoe Tun CooblieHune
neiictene
C HeyKa3aHHbIM
KBapTasiom rofa

poXaeHns
O6Luas Pepa KTvi poBaHMe aarbl BennbiBatolee Bbl 06HOBU/IM faTy/Bpems ®K nHpy3mm
NHopmaumsao ®K nHpy3um FVIIl ¢ coobLeHne FVIM TMocmoTpuTe AaThl B3ATUA
®K nccnefoBaHUM - yKasaHveMm farbl, aHanIn30B KpPoBM, AaTyW Bpems
KoTopas HEnpmBoAnUTK npeablayLuen nHgysmm gns atorodk
M3MEHEHWIO 3HAYEHWIA nccnefoBaHus.

npeablayLLeii 4o3bl 1
aHa/IM30B KPOBU

O6Lwan Pepa Kty poBaH Ve gathbl BcnnbiBarollee Bbl 06HOBUAWM Aaty/Bpemsa OK nHgy3um
WH(opMaumao OK Hpy3mm PMME ¢ coobueHne FVIII. 3T0 U3MEHEeHME MOXET
®K nccnefoBaHnM  yKasaHMeM Aarbl, aHHy/MpoBaTb NpeablayLumne
KOTOpas NMPUBOAMT K Jatbl/Bpems 1 aHHbleaHann30B 414
N3MEHEHWIO 3HAYEHWIA aroro ®K mccnenosaHusa.
npeabiayLelt NHpy3nm Moxanyiicta, BblbepuTe 04HO U3
N aHa/IM308B KPOBW CNeAytoLLmMX AeACTBIIA:

- co3parb HoBoe ®K nccnefnoBaHne
[Nt HOBOW MHWDy3UK;
- NPOAO/MKUTE U3MEHEHNE TEKYLLLEro

®K nccneposaHus.
ObLasn PefilakTn poBaHue BennbiBatoLee Ecnm Bbl NpoJoMKMTE BHOCUTB
NH(opMaLmMs0 Tekyllero ®K coobLeHne n3MeHeHus BTekyLlee ®K
®K nccnefoBaHWn  UccneoBaHNA uccnegoBaHune, Bee JaHHble 06
rocsie U3MeHeHNs arbl aHanusax v npefplayuiein nose 6yayt
®K nHy3um FVIII yAaneHsl.
YOanuTb fanHble 06 aHaIM3axu
npeAablayLLen fose.
Pe3ynbTatbl [obasneHne MPEAYMNPEXAEHVE PekomeHayemble ycnosus 3abopa
aHann3oB pe3y/bTatoB aHa/IM30B aHa/IM30B KPOBW MOC/e MHPY3UK:

e He meHee 206pa3LoB:
pekomMeHAayeTcsa 6paTtb OAWH
obpasel, yepes3 yaca (+ 30 MUHYT)
nocse NHy3nK, a BTOpoii Yepes48
yacosB (+ 2 yaca)nocne
NHDY3MM n/nnn72vaca(x2 yaca)
rnocne NHpy3uu

e YposeHsb FVIII B pamkaxogHoro
“ccnefoBaHNsA [OMKeH
YMEHbLLATLCA B K&KAOM
nocrefytowem aHanmse

PesynbTarbl BeoasHaueHus yposHa  MPEAYMPEXAEHWE  PacueTHbIli ypoBeHb FVIII 40 MHDY3MK
aHan3oB FVIII o vHpy3um Bbilwe 10 ME/gn. Moxanyiicra,
PykoBoAcTBO nosib3oBarenss myPKFIT 96 13 114
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OKHO

Pesynbrarhl
aHan30B

PesynbTarthsl
aHanm3os

PesynbTarthl
aHanM3oB

PesynbTarthl
aHanM3oB

PesynbTarthl
aHann3oB

PesynbTarthl
aHan1308

PesynbTathl
aHann3oB

Pesynbrathl
aHa1308

Pe3ynbTarthl
aHanv3oB

PesynbTarbl
aHann3os

PesynbTarhbl
aHanm3os

PykoBoacTBO nosnb3osatens myPKFiT

BbinonHaemoe
fencteme

BBop, 3HaueHUs ypoBHs
FVIII go nHgy3mm
6ornee, YeM COQHUM
3HaKOM rocrie 3ansToi
BBOA, 3Ha4eHUsA YPOBHSA
VI o nHy3mm

BBop, 3HaueHWs ypoBHSA
FVIII fo nHgy3mm

Beog fo3bl
npeablayLwen nHpy3um
Beoa 4o3bl
npeabiayLLe nHhysmm
C [eCATUYHbIM 3HaKOM
WA HEUYNCNOBbLIM
CUMBOJIOM

Beoaaosbl
npeabiayLelt MHpy3nm

Beoanosbl
npeablayLuei nHhy3mm

Beog [o3bl
npeaplaywen NHy3mnm

BBO/, YPOBHS aHTUreHa

K (hakTopy hoH
BunnebpaHaa

BBOA ypoBHA aHTUreHa
K hakTopy oH
BunnebpaHaa

BBO/, 3HaYeHWA yPOBHS
FVIII nogaHHbIM
aHanm3a Kposu

& 000 LHPMH (&7 INFO@CIRMIRU & WWW.GOSZDRAVNADZOR.RU

Tun

OLLUMBKA

OLUNBKA

OLUMBKA

MPEAYNPEXAEHWVE

OLLUMBKA

OLUMBKA

OLLUMBKA

MPEAYNPEXAEHWVE

MPEAYNPEXAEHVE

OLUNBKA

MPEAYNPEXAEHWVE

97113114

CooblueHune

npoBepbTe BBEAeHHbIe faHHbIe
npeablaywein nHoysmmn
lNone no3BoNseT BBECTU TOSILKO OAVH

3HaK nocne 3anaroi. Heuncnosble
CMMBO/Ibl HE A0NYCKAKTCA.

[JonycTMbIii Anana3oH 3Ha4YeHWi
ypoBHs FVIII 4o nHdy3um cocTaBnsert
otO 040 ME/n.

YposeHb FVIII 4o nHDY3UM He MOXET
ObITb HUYKE, YEM ECTECTBEHHbIN
MCXOAHBbIV ypoBeHb FVIIIy naumeHTa.
YpoBeHbFVIIIA0 MH(Y3MKN NpeBbIlLaeT
10 ME/gn. NMoxkanyicra, nposepbTe

BBOAWTE TONLKO Liesible Yncna 6e3
[ECATUYHBIX3HAKOB 1 HEYMNCOBbIX
CMMBOJIOB.

O6uias aosa FVIIl gomkHa 6bITb B
npegenaxot 10 o 80 ME/kr.

[CM. MHCTPYKUMIO NONPUMEHEHNI0
npenapara AgeHoBenTe]

MpoMeXyToK Mexay npeaplayLer
VH(y3mneid naaror n spemeHem ®K
MHQy3um FVIII gomkeH coctasnaTb OT
12 po 168 yacos

PacyeTH blilypoBe Hb FV11LA0 NHGy3 MK
Bbille 10 ME/an,

Moxanyiicta, NpoBepbTE BBEAEHHbIE
[aHHble npeaplayLiein nHpy3mu.
YpoBeHb aHTUreHa KVWF BbIXxo4nT 3a
npegensl HOPMasibHOro AranasoHa, Ho
BXOAMTE AMana3oH KMHWUYECKOM
JpoctosepHoctu (38,5-236,1 ME/g)
YpoBeHb aHTUreHa KVWF BbIXOAUT 3a
npefens! ananasoHa KAMHNYECKOM
JpoctosepHoctu (38,5-236,1 ME/on)
YpoBeHb FVIII npeBbIlLaeT 0XKnaaemsbli
MaKCVMaJbHbIl YPOBEHb (BCTaBbTe
pacyeTHOe 3HaueHre MakCUMabHOro
ypoBHsa FVII1) ME/gn ansa atoro
BPeMeHU B3ATUA KPOBU nocre
NHYy3UN.



OKHO

PesynbTarbl
aHan13os

PesynbTarhbl
aHan13os

PesynbTarthl
aHa/n3oB

Pesynbrarbl
aHa130B

Pesynbratsl
aHa1308

PesynbTarthl
aHa/n3oB

PesynbTarthl
aHan1308

PesynbTarthl
aHan13oB

®K npotnnb

PYKOBOZCTBO Nosib3osarens myPKFiT

BbinonHsemoe Tun
faencteune

BBopg, 3HaueHNa ypoBHA OWNMBKA
A1l nogaHHbIM
aHanmsa Kposw cbornee
4YemM OJHUM 3HAKOM
rocse 3ansTou

BBOZ 3HaUeHWs ypoBHSA
FVIIl o gaHHbIM
aHann3a Kposw

BBop, 3HaueHns ypoBHA
FVIM no faHHbIM
aHann3a Kposu
BBoafarsl v BpeMeHN
aHann3a Kposu

OLWUMBKA

OLWIVBKA

OLUVBKA

Bsopg yposHa FVII1 BLQ OLUNBKA

Bsopg yposHs FVIII BLQ OLUNBKA

BeeneHve 3HaueHus
npeablayLero aHanmsa
KpOBMW,eCcninTakoe
3HaueHne HvKe
€CTECTBEHHOrO UCXOHOMo
yposHsA FVIII naumeHTa
BBop 3HauYeHus
aHanmsa Kposw,
MoJIy4eHHOro ¢
MOMOLLbHO AipYroro

! meTofla aHam3a
®K npogmnb

BcnnbiBarowee
co006LLEeHNe

OLUVBKA

98 u3 114
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MPEAYNPEXAEHWE

CoobuieHune

MoxcanyiicTa, NPOBepbTe BBEAEHHBIE
[laHHble.

B none gonyckaeTcs BBOAUTbL TO/IbKO
yMcna CTOYHOCTLIO 10 OAHOTO
[eCATUYHOro3Haka. Heuncnosble
CMMBO/Ibl He J0MYCKaOTCS.

YpoBeHb FVIII He MoXXeTnpeBbIWaTh
236 ME/pgn. MoxanyiicTa, nposepbTe
BBEJEHHbleaHHbIe
BBeaeHHoe3HayeHneypoBHs FVIII He
MOXETObITb HUXKE, YeM eCTECTBEHHBIV
NCXOAHbIV ypoBeHb FVIII nayueHTa.
[Jarta v Bpems 3a60pa KpoBY LO/IKHbI
6bITb 0T 10 MVH 0 168 yacos nocne
nHpy3um FVII

Mopor onpeaeneHus VLI {BLQ) (ME/gn)
[0KeH 6bImb > 0 n < =2 ME/an.

B none gonyckaeTcs BBOAUTL TOILKO
umcna CTOYHOCTBI0 10 OZAHOTO
JecaTnyHorosHaka. Heuncnosble
CUMBOJIbI He [OMYCKaKoTCS.
HeBO3MOXHO BK/HOUNTbL Pe3y/ibTarhl
aHa/IM30B, 3HAYEHNSA KOTOPbIX HUXe
€CTecTBEHHOro ucxogHoro yposHs FVII!
nauueHTa.

HeBo3moxkHocaenatb @K pacyet gnis
pe3y/ibTatoB aHa/IM30B, KOTopbIe Obln
MOJTyYeHbI C MOMOLLBIO PasHbIX
METO/I0B aHa/m3a.

AHanu3 BBEAEHHbIX JaHHbIX MOKa3a,
YTO BBEZEHHbIE JaHHbIE He
COOTBETCTBYIOT JaHHbIM MPeAbIAYLLYX
nccneaoBaHuiA. Moxanyiicra,
MpoBepbTe BBEAEHHYIO MH(POPMALIMIO 1
1CMOMb3yiTe PeKOMeHJaLUmmn no
[103VIPOBAHUIO C OCTOPOXKHOCTbHO.



OKHO

®K npogmnb

Pacuet
[031POBOK

Pacuet
[031POBOK

Pacyet
[031POBOK

Pacuet
[031POBOK

Pacuet
[1031MPOBOK

PykoBoacTBO nonb3osarens myPKFIT

BbinonHaemoe
nelicTene
®K npodmnb

BBog MYHMMasILHOTO
Lenesoro3Ha4yeHunsa c
AECATUYHBbIM 3HAKOM
NN He4YncoBbIM
CMMBOJIOM

BBo4, MVUHMMaJILHOTO
LeneBorosHa4yeHnA

BBopg, 3HaueHus 03bl

HacTpoiika nHtepeana
MeX [y BBEAEHVSMU
[dosa BbixoauT3a
npeAesbl fonycTMMoro
Avana3oHa ot 10 ME/kr
o 50 ME/kr gns
VHTepBasia npvema 24
yaca]

HacTpoiika nHtepsana
MeXxzy BBeeHUAMMN
[[o3a BbixoauT3a
npegenbl 4ONyCTMOro
AvanasoHa ot 10 ME/kr
[0 80 ME/kr gna
WHTepBasia nprema 48
yacos]
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Tvn

MPEOYMPEXOEHNE

OLWUMBKA

OLUVBKA

OLUMBKA

OLUNBKA

OLUVBKA

99 n3 114

CooblieHne

AHanu3 BBeIEHHbIX @ VHbIX NOKa3an,
4YTO BBEAEHHbIE AaHHbIE BbIXOAAT3a
npeaesbl AaHHbIX MPeAbIAYLLMX
nccnepoBaHuia. Moxanyiicta,
MPOBEPbLTE BBEAEHHbIE AaHHbIE 1
1cnosb3yiiTe peKoMeHAaLMn no
[,031p0oBaHuio ¢ 5OJT bLLIOW
OCTOPOXXHOCTBHO.

BBoAuWTE TONBKO Lefble uncna 6e3
[LECATUYHBIX3HAKOB 1 HEYMC/OBbIX
CVMMBO/IOB.

MwuHUMasIbHOE LieNeBoe 3HaueHve
YPOBHS AOMKHOOLITL 0T 1 40 30 %.

Jo3a gomkHa 6bITb B AnanasoHe ot 10
00 80 ME/Kr»,

CM. [MHCTPYKLMIO MO NPUMEHEHUIO
npenapara AeHoBelT®]
MpunoxxeHunelwyPKPW He
npefHasHayeHo Anda pacyeta f033a
pamkamu granasoHa 10-50 ME/kr ans
NHTepBaa npuema 24yaca.
PekoMeHAyeMblIli Aana3oH BeINYMHbI
po3bl: 40-50 ME/krc BBeieHEM
ABaxabl 8 Hegeno ¢ nHTepsasiom 3-4
[HA. PelleHve 0 KoppeKumun 0o3 1
NHTEPBAIOB Npuema NPUHNUMaeTcs Ha
OCHOBaHWW AOCTUrHYTbIX ypoBHeN FVIII v
VHOVBNAOY&IbHON TEHAEHUMN K
KpoBoTeueHnAM.CM. [MHCTPYKUMIONO
NPYMEHeHWI0 Npenapara ALeHOBENT*]
MpunoxkeHne myPKFT He
npeaHasHaveHo 415 pacyeTa [033a
pamkamu guanasoHa 10-80 ME/kr gns
WHTepBasia npvema 484acos.
PekomeHyeMblii Avana3oH BeIMUYMHbI
[03bl: 40-50 ME/krc BBegeHveM
OBaXKbl B HeAeNo C MHTepsasiom 3-4
[OHA. PellieHre o KOppeKummn 103 1
WHTEPBA/I0B Npuema NpuH1MaeTcs Ha
OCHOBaHUW JOCTUTHYTbIX ypoBHel FVLI v
VHOVBUAYaNbHON TEHAEHLUMN K
KpOoBOTEUEHUAM.CM. [MHCTPYKLMIO MO
NpYMeHeHnIo npenapara A4eHOBENTR)]



OKHO

Pacuet
[1031POBOK

Pacuer
[031POBOK

Pacyet
[031POBOK

Pacuet
[1031MPOBOK

Pacuer
[031POBOK

BbinonHaemoe
faencreune

HacTpoiika nHTepeana
MeXAy BBeAeHUAMN
[Josa BbixoamT3a

Tvn

OLWUVBKA

npezesnb! 4onycTMMoro
AvanasoHa 0120 ME/kr

o 80 ME/kr ans

VHTepBa/a npuema 72-

96 vacos]

Hacrpoiika nHTepsana
MeXay BBEAEHUAMM
[Jo3a BbIxoauT3a

OLUVBKA

npegesnbl [onycTMoro
AnanasoHa o130 ME/kr

o 80 ME/kr gns
MHTepBana nprema
120-168 vacos]

HacTpoiika nHtepsana
MeX Ay BBEAEHNAMM

HacTtpolika nHtepBana
MeXay BBeAEHUAMM
[Ecnun nHTepBan
BBeZeHWs cocTaBnseT
72, 84 nnn 96 yacos]

HacTtpolika nHTepsaia
MeX Ay BBeeHUAMM
[Ecrm nHTepBan
npvemMa BbIXOAUT3a
pamKu avanasoHa ot
72 00 96 yacos]
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MPEAYNPEXAEHVE

MPEAYNPEXAEHVE

MPEAYNPEXAEHVE

100 n3 114

CoobuieHne

npunoxexHvie myPKFIT He
npesHasHaveHo 415 pacyeTa 403 3a
pamkamu gmanasoHa 20-80 ME/kr ans
NHTepBasia nprema 72-964acos.
PekoMeHAyeMbI AvanasoH Be/IMYKHbI
[o3bl; 40-50 ME/krc BBeeHVEM
[ABaX[bl B HeAeNto ¢C UHTepeasiom 3-4
[OHS. PellieHne 0 KoppeKumun 403 1
WHTEpPBa/I0B NpremMa NpUHNMaeTca Ha
OCHOBaHWM AOCTUrHYTLIX ypoBHEl FVHI 1
VHAVBUAYaNbHON TEHAEHLMN K
KpOBOTEeUYeHMAM.CM. [MHCTPYKLUMIONO
NpUMeHeHWo npenapara ALEeHOBENTR)]
MpunoxeHve myPKFIT npeHasHaYeHo
[Jna pacyeTa 03 3a paMKamuy auanasoHa
30-80 ME/Krans nHtepsana npuemMa
120-168 yacos, PekomeHayeMmblli
[AvanasoH BenmuuHbl fo3bl: 40-50 ME/kr
C BBEeHNeMABaXbiB HeJentoc
WHTepBa/ioM 3-4 aHA. PellieHne©
KOppeKumun f03 U MHTEPBASIOB NpremMa
NMPUHNMAETCA Ha OCHOBaHWM
LOCTUrHYTbIXypoBHel FVIIL n
NHOMBUAYaNbHON TEHAEHLMN K
KpOBOTEYEHUAM.CM. [MHCTPYKUWIO MO
NPUMeHeHNIo Npenapara ALeHOBENTR)]
YacToTa nprvema BbIxoauT3a npese’ib
JvanasoHa - ABaXKAbl B HELEeNto C
nepepbiBom B3-4 AHA. Cm.
[MHCTPYKLUMIO MO NPUMEHEHUI0
npenapara AoeHOBENT*"|

[lo3a BbIXOAUT 3a npegens
AnanasoHa 40-50 ME/krans
WHTepBasa npmvema 72-96 4acos.
CM. [MHCTPYKUUIO MO NPUMEHEHWIO
npenapaTta A4eHOBENT ]

BenununHa fo3bl 1 MHTEpPBAN
npuema BbIXOAAT 3a npeensbl
AnanasoHa 40-50 ME/krc

NnpMemMoM ABaXAbl B HELEN0C
nHTepsasiom 3-4 gHa. Cm.
[MHCTPYKLMIO NO NPUMEHEHNUIO
npenapata AgeHOBENT"]



OKHO

Pacuet
[031POBOK

Pacuet
[031POBOK

Pacuer
[031POBOK

Pacuer
[031POBOK

PenaktnpoBsarb
NHOVBUAOY/IbHYO
[03y/ypoBeHb
(hakTopa AVIM

Pepaktuposatb
VNHAVBUAYANbHYHO
[03y/ypoBeHb
(hakTopa FVIII

PefaktnpoBsatb
WHAVBUOY/IbHYIO
[03y/ypoBeHb
(hakTopa MM

BbinonHaemoe
faencteune

HacTpoiika nHTepsana
Mexxay BeefieH VHAVIn

HacTpoiika nHTepsana
MeXzy BBeAEeHUAMY

Tvn

BcnnbiBatowee
coobLLeHne

BCN/ibIBaKoLLee
coo06LleHne

BbI60Op HacTpanBaemoro OLUNBKA

VHTEpBasIa MeXay
BBEAEHUAMM
Bribop
HacTpanBaemoro
VHTEpBa/IA MeXay
BBELEHMAMU

Beopg, fo3b! [Ecimn
BBeAeHHas [o3a

OLLUMBKA

MPEOYMNPEXOEHWE

npenapaTta AIEHOBEWT®

BbIXOAWT3a npesesbl
AmnanasoHa 40-50
ME/Krc BBeaeH1eEM
[BaXXAb! B HEAENH0 C
NHTEPBAIOM 3-4 AHA]

BBoga o3kl [Ecim
BBeJeHHas [o3a
AZIEHOBEIT® BbIXOAUT

MNPEAYNPEXOEHNE

3a npeaenbl avanasoHa

40-50 ME/krc

NHTEepBaJ/IOM BBEAEHUA

72-96 Yacos]

Beopg fo3bl [[o3a
BbIXOAMT3a Npeaensbl
[0MyCTUMOro

OLUNBKA

AnanasoHa ot 10 ME/kr

o 50 ME/krans
VHTepBa/ia BBEAEHVS
24 vaca]
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CoobLeHune

Moxanyicra, HaxxmuTe BbibepuTe, ecnm
Bbl XOTWTE NOKa3aTb paccUnTaHHbIe
[l03bl, KOTOpble HaxoaAaTcs BHe
AnanasoHa 40-50 ME/Kr, HO BHYTpK
[AvanasoHa, KOTopbIi MOXET paccumTaTb
myPKFT,

(CM. MHCTPYKLMIO MO NPUMEHEHWI0
npenapara AgeHoBeNTR}.

Bbl BbIOPA/IN «CKPbITb paccyMTaHHbIe
[103bl», KOTOpblE Haxo4ATCA BHE
AnanasoHa (40-50ME/kr)(cm.
WNHCTPYKLMIO NO NPUMEHEHNIO
npenapara ALLeHOBENT®).

LJlo/mKeH 6bITb BbIGpaH XoTS Obl
O[IUH A€Hb.

MpunoxeHve myPKFT npegHasHayeHo
[0/ pacyeTta 403 B AMana3oHe 24-168
4acoB /19 BCeX NpMeMOoB B Npejesax
[AByxHenensHoroyukna. Cm.
WHCTPYKLMIO MO NPUMEHEH nio
npenapara ALeHOBENT*]

BennuvHa [o3bl M MHTEpBaN BBEAEHNA
BbIXOAAT 3a npedenbl guanasoHa 40-50
ME/Krc BBeAEHMEM ABXAbI B HEAE/NO
C MHTepBasiom 3-4 gHs. [Cm.
WHCTPYKLMIO MO MPUMEHEHNIO
npenaparta AIEHOBENT*]

[Jlo3a BbIxoauT3a pamMku gmana3oHa
40-50 ME/Kranst nHTepeana BBeAEeHNS
72-96 yacoB. [CM MHCTPYKLMIO NO
NpMMeHeHno npenaparta AAeHOBENTR)]

MpunoxexHne myPKFiT He
npegHasHa4eHo 41 pacyeTa [03 3a
pamkamu gmanasoHa 10-50 ME/kr gns
NHTepBana BBeAeHNs 244aca.
PekoMeHAyeMbIi fnana3oH BENYMHBI
Jo3bl: 40-50 ME/KrceBeieHNEM
OBaXkAbl B HEAENo ¢ HTepsaniom 3-4
[OHA. PelleHneoKoppekunn 1o3 u
WHTEPBa/I0B BBEAEHWA NPUHNMAETCA



OKHO BbinonHsiemoe
nenictene

Pepa KtnpoBsartb Beopg 03kl [[o3a

WHAMBUAYaIbHYH0  BbIXOAMT3a Npesesbl

[103y/ypoBeHb [0nycTMMOro

(hakTopa FVIII Avnana3oHa oTtO ME/kr
o 80 ME/kr ans
nHTEpBasia nprema 48
yacos]

PepaKtnposartb Beoga ao3bl [[oza

NHAVBUAYAIbHYIO  BbIXOAWT3a Mpesesbi

[103y/ypoBeHb JonycTMmMoro

(hakTopa FVIII AnanasoHa 0120 ME/kr
o 80 ME/krans
WHTEpBasia npuema 72-
96 yacos]

PepfakTnpoBarb Beog po3bl [[oza

WHAMBUAYaNbHYI0  BbIXOAWT3a Mpefesbl

[03y/ypoBeHb Z0nycTMOro

(haktopa FVIII AvanasoHa otr30 ME/kr
[no 80 ME/kransi
NHTEpBasa npremMa
120-168 vacos]
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CooblieHmne

Ha OCHOBAHWW JOCTUTHYTbIXYPOBHE
FVIII v HAMBWAYaNbHON TEHAEHLMN K
KpOBOTEYEHMSIM. PEKOMEHYyEeMbIi
[AvanasoH BeNIMYNHbIL03bIN
pekoMeHAYeMYyH YacToTy BBEEH un
CM. B [MHCTPYKLUW MO NPUMEHEHMIO
npenapara AgeHoBenTe]

MpunoxeHne myPKFiIT He
npefHa3HayeHo Ana pacy eTa 403 3a
pamkamu gnana3oHa 10-80 ME/kr ans
NHTEpBana BBeAeHNA 48 yacos.
PekoMeHAyeMbI ayManasoH BeIMYNHBI
fo3bl: 40-50 ME/KrceBeeHnem
OBaXXAbl B Hefento ¢ MHTepBasiom 3-4
[HS. PelleHve o Koppekuuy o3 U
WNHTEPBa/I0B BBEAEHUSA NPUHMAETCA
Ha OCHOBaHUW LOCTUTHYTLIXYPOBHEN
FVIII n uHanBnayanbHo TEHAEHUMM K
KPOBOTEYEHUAM. PEKOMEHYEMbIA
[AranasoH BeNNYNHbLIA03bI U
peKomeHayeMyto YacToTy BBe4EHUS
CM. B [MHCTPYKUMM NONPUMEHEHNIO
npenapara A4eHoBeNTe)]

MpunoxeHne myPKFiT He
npefHasHayeHo aAna pacyeta [03 3a
pamkamu amanasoHa 20-80 ME/krans
NHTEpBasa BBeAeHWs 72-964acos.
PekoMeHAyeMblIli Anana3oH BeMYKHbI
po3bl: 40-50 ME/KrcBBegeHnem
[OBavKbl B Hefefo ¢ MHTepBasiom 3-4
[OHS. PelleHne okoppeKuun 403 1
WHTEPBa/IOB BBEAEHUS NPUHUMAETCA
Ha OCHOBaHWUW JOCTUTHYTbIXYPOBHEN
FVII! nnHAnBMAYanbHON TEHAEHLMN K
KpOBOTEYEHUAM. PEKOMEHAYEMbIT
[AvanasoH BefIMYMHbIA03bI CM. B
[MHCTpYKUMK NoNpUMeEHeHto
npenapara A4eHOBeNTE]
MNpunoxeHnetyPKPW npeaHa3HauyeHo
[nd pacyerta [o3 3a paMkamu
AvanasoHa 30-80ME/krans
WHTepBasna BeeneHns 120-1684acos.
PekomeHyeMblin Arana3oH BENNYM Hbl
[o3bl: 40-50 ME/KrceBegeHNEM
[BaXAbl B Heento ¢ UHTepsasiom 3-4
[OHA. PelleHeoKoppeKLunmn 0o3 un
WHTEPBA/IOB BBEAEHUS NMPUHMMAETCS



OkHO BbinonHsemoe Tun CooblieHmne

fencteme

Ha OCHOBaHWMN OOCTUTHYTbIX YPOBHEN
FVIII » uHgmBmnayanbHoOM TEHAEHLMN K
KpOBOTEYEHUAM. PEKOMEHYEMbIi
[AranasoH BeIMYMHbI 03bl 1
peKoMeHyeMyto 4acToTy BBeAeHNA
CM. B [J1OKa/I30BaHHOM WHCTPYKLMMMO
NPYMeHeHMIo npenapara ALEHOBENT*]

14.INepeyeHb CTaHAAPTOB, KOTOPbLIM COOTBETCTBYET MeANLVHCKOE U3aenme

B pe3y/ibTaTe UCMbITaHWUI1 MEMLIMHCKOTO M3Aenuns 6bIf0 [0Ka3aHo, YTO OHO COOTBETCTBYET
cnefylouMm MexXayHapoAHbIM CTaHAapTaMm;

CraHpapTol

EN ISO 13485

EN ISO 14971

EN 1SO 15223-1

CraHgapt
MexayHapogHoii
3NEKTPOTEXHUYECKON
Kommccun (IEC) 62304
CraHpapt
MeXxayHapoaHoi
3N1eKTPOTEXHNYECKO
kKomucenn (IEC) 62366-1

MDR 2017/745

PernameHT EBponerickoii
Komuccun 207/2012

06nacTb NPUMEHEHNS

MeauuuHckue nsaenus - CUCTEMbl MEHE)KMEHTa KauecTsa -
Tpe6oBaHuMA ANs Leneit perynmpoBaHms

MeauuyHckne nsaenus - NMpumeHeHne MEHEIPKMEHTA prcKa K
MEeAULMHCKAM U3AEnnsam

MeauumHckne nsgenus - CUMBO/bI, NPUMEHSIEMbIE MPY
MapKMPOBaHMM HA MeANLIMHCKNX N3AeNnunsX, STUKETKaX U B
CONPOBOANTENLHO AOKYMEHTALUN

MporpammHoe ob6ecneyeHne Ans MeAULMHCKUX U3AENNIA -
Mpoueccbl B pamMKax XM3HEHHOTO LKA NPOrpamMMHOro
obecneyeHus

MeauumHckne usaenus - NMpoekTnpoBaHne MeAULMHCKUX U3aennii
C YYETOM 3KCNyaTauMoHHOW NPUroAHOCTM

PernameHTEBponerickoro Cot3a 0 KAMHUYECKOM M1ccnefoBaHnn u
npoAaxe MeAVNLNHCKUX U3eNnii AN UCNO/b30BaHNSA YeN0BEKOM.

06 3NEKTPOHHbIX UHCTPYKLMSAX 41 UCMO/b30BaHNUS U3AEeNuii
MEANLMHCKOro Ha3HaueHusl

N HaUNOHa/IbHbIM cTaHdapTam Pd

CtaHgapTbl
rOCT P M3K 62304-2013

O6nactb NpUMeHeHus

V3penns meaunumHckue. MporpaMmHoe obecneyeHme.
lpouecchl XXNU3HEHHOTO LinKna
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rOCT P M3K 62366-1-2021 N3penna meanumHckmne. Yactbl. MpoeKTupoBaHue
MeAMNLMHCKNX U3AENNIA C y4eTOM 3KCn/yaTalMoHHOM
NpUrogHoOCTU

roCT P MICO/M3K 12119-2000 NHpopmauroHHasa TexHonorua (UT). MakeTbl nporpamm.
TpeboBaHMA K Ka4ecTBYy U TECTUPOBaHUE

FOCT P NCO/M3K 9126-93 NHhopmaymoHHas TexHonorua (AT). OueHka nporpaMMHON
NPOAYKLMN. XapaKTEPUCTUKN KayecTBa M PyKOBOACTBA MO WX
NMPUMEHEHUIO

FOCT 28195-89 OueHkKa KayectBa nporpaMMHbIX cpefcts. O6uive
MOI0XeHNS

rOCT P 51188-98 3awmra nHhopmaumm. McnbiTaHna nNporpaMmHbIX CPeAcTB
Ha Han4yMe KOMMNbIOTEPHbIX BUPYCOB. TUNOBOE
PYKOBOACTBO

rOCT P NCO 9127-94 Cuctembl  06paboTkM  uHpopmauun.  [OKymeHTauums
nonb3oBartens W  WHpOPMauuMs  Ha  ynakoske  Ans
noTpebuTeNIbCKMX NPOrpamMMHbIX NaKeToB

15.MepeyeHb BO3MOXKHbIX N3MEHEHI, B]'II/IFHOLLI,I/IX/He B/INAOLNX Ha
HEeNn3MeHHOCTb beHKLI,I/IOHaJ'IbHOFO Ha3Ha4YeHUA 1 npuHUuuna ,CI,QVICTBI/IH

Homep Bepcum mmeet opmar «XYZ» (Hanp., «Bepcusa 3.1.1»), rge nocnefoBatefibHble LUQpPbI
NnaeHTUMLMpYIoTCA cnegyowmm ob6pasom, COOTBETCTBEHHO:
(Moge nb). (OCHOBHOIA). (BTOpOCTENEHHbIN).

Homep mogenu

Homep mopgenu (X) - 3to nepsad uugpa B HOMepe Bepcuu, 0603Havarowas HOBOe W3feNue.
(Hanpumep; myPKFIT Bepcun 2.x.X ByfeT cumtaTbCs OTAENbHbIM U34ENNeM, OTIMYHbIM OT myPKFtT
Bepcun 1.x.x)

Homep mogenu (X) HaumMHaetcsa ¢ 1 1 yBenuyuBaeTcs Npu 3HAYMTENbHOM W3MEHEHUWN (YHKLUW
n3genus, Hanpumep, Bcayyae crefytowmnx N3MeHeHWii:
* V3MEHEeHMs NpeAnonaraemMmoro Ucnonb3oBaHNa QPYHKUNUIA n3genus (Hanp,, HOBbI anroputM)
e HOBasf PYHKUMA n3a4enms
* V3MEeHeHUs B (yHKLUMW U3LeNns, KOTOPbIE NOBbILWAIOT YPOBEHb pPUCKa A48 n3aenus (Hanp., ot
YMEpPEHHOro A0 CEPbE3HOIO Bpeaa).
e HOBas WA MOAUMPULNPOBAHHAA CUCTEMHAA apxmUTeKTypa (Hanp., onepalyoHHas nnatpopma)

OcHOBHOIN HOMep
OcHoBHol Homep (Y) - 3TO BTOpas uudpa B HOMepe Bepcuu. [aHHbli HOMep HaumHaetcs ¢ O u
YBE/IMYNBAETCA NPU BHECEHUMN M3MEHEHWIA B (DYHKLMN U3[eNns, He TpebytoLire N3IMEHEHNA MOAeNn,
HanpvMep, B C/lyyae CrefyroLmx U3MeHeHui;

*  U3MeHeHUs PYHKUMIA 13henuns, He MeHsoWme npeanosiaraeMoro Ucnonb30BaHNs

*  UVU3MEHEeHUS PYHKUMIA U3aenns, He NoBblllaoLLMe YPOBEHb PUCKa CUCTEMBI
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e V3MEHEHUs, KOTOPble NpO3pauyHbl A8 MOMb30BATENA, HO MOTYT MOBMMATL Ha (YHKLUW
N3henus, Kak ykasaHo B OLeHKe BO3AEiCTBUS MeAULMHCKOTO U3Aenus.

BTOpOCTENEHHbI HOMEp

BTOpoCTENEHHbIi HOMep Bepcuu (Z) - 3TO TPeTbs UMppa B HOMepe BepcuMu. [aHHblii HOMep
HauvMHaeTcs ¢ O W yBENMUMBAETCA NPY U3MEHEHUI (YHKLWIA, HEe CBSA3aHHbIX C U3[ENVMEM, Hanpumep,
B C/lydyae cneyouinx U3MeHeHiA:
e HOBble (DYHKLMM, HE CBA3aHHbIE C M3AeNnneMm (Hanp., OTCAeXBaHNe aKTUBHOCTH)
e (DYHKLUMOHaNbHbIE U3MEHEHUS], HE CBA3aHHbIe C M3aennem (Hanp., aCTETUYECKNE U3MEHEHNS)
e M3MeHEeHUs, NPo3payHble AN NONbL30BATENS U He BAUSIOLME HA QYHKLUW U3AeNUs

® UCnpaBneHuA

OWNGOK wnn 0o6HOBNEHME [Ans cucTeMbl  6e3onacHocTn, Tpebytoune

M3MEHEHUI KOAA, HE BAMSIOWMX HA YHKLMN N3AENus.

16. CnoBapb TEPMUHOB

16.1 O6uwwne ceegeHus

B aTOoMm pasgene AaHbl onpegeneHnATepMmnHam, ncrnonbiyemsim B MO myPKFiT.

16.2 TepMUHbI, MCMO/Nb3yeMble B,AAHHOM PYKOBOZCTBE AN1A npenaparta Aapent”

WccneposaHue

BaiecoBckas
anpuopHas
BEPOATHOCTb

BLQ

(HxKe nopora
YyBCTBUTE/IbLHOCTM
MeToza)

®K nccnegoBaHne B myPKFIiT onpeaenserca Kak MomnbiTKa onpeaenntb
cxeMy npuemMa npenapara Ha OCHOBe MHAMBUAYaNbHbIX ®K napameTpos.
Kaxxgoe ®K nuccnegosaHme B myPKFIT cBsizaHO ¢ ogHoi nHdy3nen FVII 1
COOTBETCTBYHOLWUMM [JaHHBbIMW aH&/IM30B KPOBW, B3ATbIX 4O WM Moc/e
MHQY3MN. HeckonbkKo wuccnefoBaHWiAi MOryT OblTb 06befUHEHbl /1S
MoNyYeHUs UHAVBUAYA/IbHOTO pacyeta CXeMbl NPUMEHEHMUS C NOMOLLbIO
myPKFiT.

B ©GaliecoBCKOV Teopuu anpuopHoe pacrnpefeneHve BeposiTHOCTEN
HeonpeaeneHHOro napaMmeTpa AaeT 0XWAAeMy BEpPOATHOCTb KaXKAoro
BO3MOXHOIO MCX04a 3TOr0 napameTpa Ha OCHOBE MWMEKLWUXCA W
peneBaHTHbIX 3HaHWA W/UNN faHHbIX. PapMaKOKMHETUYECKME AaHHble
60/bWIOA NONYNAUUN  MNAUMEHTOB C remodunvein A, nonyyasBLInX
npenapat Aageit® (BbopkmaH ¢ coaBT., 2012 r.), 6blAM MCNONb30BaHbI
ANS NONyYeHNAanpUOPHON BEPOSTHOCTW.

TepMUH ONUCbIBAeT YpPOBeHb akTMBHOCTU FVIIi, KOTOpbLIA HMKe camoli
HU3KOM KOHLEHTpauMmn, KoTopas MOXeT OblTb HafeXHO OLeHeHa
KONIMYECTBEHHO C MPUEMIEMOM TOYHOCTLIO B MECTHO naboparopuu.
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KnupeHc

An (neumnutp)

FVII

XpOMOreHHbI
aHanuns FVII

MNepuopg,
NnonyBbIBEAEHMUA
FVII

OpaHocTagmniAHbIi
aHanus FVIll

KnupeHc - 370 m3mepeHune 3PMEKTUBHOCTM M CKOPOCTM™ C KOTOPOW
NneKapcTBeHHoe CPeACTBO yAaNsaeTca U3 opraHmsma.

KnupeHc BblpaxaeTrcs B 06beme KPOBWM WAW Nja3Mbl, MOHOCTbIO
OYMLLEHHON OT COAEPXXMMOTO B eAuHWLY BPeEMeHW W B pacyeTe Ha
Knnorpamm maccol Tefna.

MeTpunyeckas efmHumLa o6beMa, paBHas Of4HOW AEeCATOW nuTpa.

®dakTop VIII (FVIII)-9to thakTop CBEPTLIBAHUS KPOBW, TaKXKEe U3BECTHBIN Kak
aHTUremounbHbIA  haktop (Ar®). YposeHb FVIII NOHMXEH wm
OTCYTCTBYETY MauueHTOB ¢ remopunvei A.

B xpomoreHHomaHanm3e nsmepsercs cnocobHocTb FVIII cnoco6cTBOBaTH
pacLiensieHnto XpOMOreHHOro cyberpara. AKTMBMpPOBaHHbIN (akTop VI
yckopsieT npeobpa3oBaHue aktopa X B (hakTop Xa nof BO34elCTBMEM
(hakTopa 1Xa. MHTEHCMBHOCTb NOJIy4aeMOro LBeTa MponopumoHanbHa
aKkTMBHocTK thaktopa VIII.

myPKFjT ncnonb3yeT KOHEUHbIV NePUO NOMyBbiBEAEHNS Ans pacyeta K
W [03MPOBKU.  KOHeuHblii  nepuop  NOMyBbiBEAEHUS  SBNSeTcA
nokasarenem Toro, Hacko/sbKo ObICTPO nNpenapare opraHn3Me uncyesaet
13 NiasMbl/KpPOBY OpraHm3ma.

B ogHOCTagMiMHOM aHanuse kKoarynumpyrowein aktupHoct FVIII aTanoH u
aHan3MpyeMmblii aHainM3 KpPOBWM CpaBHMBAKOTCA MO WX CNOCOBGHOCTU
KOPpPEeKTUPOoBaTbBPEMS CBEPTLIBAHMSA Nnasmbl ¢ geguumtom FVIII.

Bpema cBepTbiBAHMA aHaiM3a KpoBWM MauuMeHTa CpaBHMBAETCA Co
CTaH4apTHOW KPWBOW, MONYYEHHOM U3 Noc/efoBaTe/IbHOro pa3BefeHuns
CTaHOApPTHOro nyna nnaasmbl, y KOTOPOro KO3(M(MLMEHT aKTUBHOCTU
coctaBnset 100 %. Takum o6pa3oM, akTUBHOCTL FVIII namepsertcsa kak %
Mo CPaBHEHWIO CO CTaHAAPTHbLIM My/0M.
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YNy4leHHbIN YnyyweHHblin anroputm myPKFIiT ncnonb3yeTt npeaBapuTenbHY0 OLEHKY
6ainecoBCcKuii npeanoNoXnTenbHOW CKOPOCTU BbiBeAeHMs aktopa FVIILy nauyumeHTa,
anroput™ ytobbl  06ecneumTb  WUCMO/Mb30BaHWE  Haf/nexalw.eid  6aiiecoBCKoit
anpyvopHoOL BEPOATHOCTM A4 3TOr0 NauueHTa. 3ta amnmpuyeckas oLeHka
CKOPOCTW 3/IMMUHALMK, KOTOPYIO MONyYatoT Ha 3TOM NpefBapute/isHoM
ware, WCNonb3yetca ANA BPEeMEeHHOro O06HOBEeHUs 6aiecoBCKOl
anpuvopHoOi BEPOSITHOCTU AN OAHOKPATHOrO UCMOMb30BaHUSA, €cnu
[laHHble 0 BPEMEHM aKTUBHOCTU Y MauneHTa CBMAETENbCTBYOT O TOM, YTO
370 YMECTHO, nepeg nNpPUMEHeHWeM TpaauUMOHHON 6aliecoBCKOW
annpokcumauuun. Moatomy ynydweHHblin anroput™M myPKFiT ncnonb3yert
TPaAUUMOHHbLIA 6alieCoBCKMIA anropuTM, KOTOPbIA MOXET 6biTb 6Gonee
TOYHbIM MPW  WCNOMb30BAHUN HACTPONKM anpuopHO BEPOSATHOCTH,
Hanpumep, 418 NauMeHToB, Y KOTOPbIX NEPUOL NOJyBbIBEAEHUS KOpoYe,

4yeM 06bIYHO.
NHanBuayanbHblii PacueT B myPKFiT ocHOBaH Ha 0ny6/1MKOBaHHOWN NONYNALUOHHOW
®K npodunb ®K mogenu, B KOTOPOA WCMOMb30BaHbl AaHHbIE  KIUHUYECKUX

uccnefoBaHuini - npenapata  AaBelt®.  baliecoBCKui anroput™
KOMOUHMPYET nonynsauuoHHyto @K mogenb ¢ MHAMBUAYASIbHbIMM
Xapaktepuctnkamy nauueHta u U3MepeHHbIMU YPOBHAMMW aKTUBHOCTU
FVIli. AkTuBHOCTb FVII onpegensitoT B HECKOSIbKMX aHanmsax KpoBw,
B3ATbIX B OnNpeeneHHble MOMeHTbl BpemeHuW. O myPKFIT paet
BO3MOXHOCTb onpegenutb ®K napameTtpbl, WHAMBUAYaNbHbIA  ®K
Nnpounb(3aBUCUMOCTL  akTMBHOCTM  FVIllot BpemeHu), BMmecTe C
BK/IIOYEHHBLIMW U UCK/IIOYEHHBIMW  MHAMBUAYaA/IbHBIMM  TOYKAMW 1O
[JaHHbIM aHa/M30B KPOBMW, WCMOMb30BaHHbIX B ®K uccnefoBaHuu.
Mporpamma TaKXe CcOCTaBfiseT pPeKoMeHgauMuM Mo cxemaM BBeAEeHMUS
npenapara A4BeinT® ¢ Lenblo nogaepXaHns Heob6xoaMmoro yposHs FIL
Ha NPOTSHKEHUN BbIGPAHHOrO MHTEPBAsa BBEAEHUS.

ME MexpgyHapogHaa efuHWUa onpepgendetca  Kak  Konuyectso  FVIII,
(MexxayHapogHas 06Hapy)XeHHOe B 1 M/ CBEXEil, OTCTOSAHHOW HOpPMasibHO YenoBEYECKO
eamHMLa) nnasmbl.

EcTecTBeHHbIN YpoBeHb 3HA0reHHOro uupkynupytouwero FVIII B otcytcTBUEe nevebHbIX
MCXOAHbIA  YPOBEHb  WH(Y3WIA.

FVIII

®K dapmakokuHeTnka (PK) - 3T0 npouecc nepemeLieHns nekapCcTBEHHOro

cpeActBa B OpraHW3Me nocne BBEAEHUS, TO €CTb BCacCblBaHue,
pacnpegenexHve, MeTabonnam 1 BbiBeAeHNe.
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®K nHy3ms OK uHpy3na wucnonb3yetca And onpefeneHns nHAuBMAyanbHbiX @K
napameTpos FVIII.

MonynauymoHHaa ®K MonynaunoHHasa ®K npeacrtaBnsietT coboil MccneaoBaHNE UCTOYHMKOB M
KOppensaToB BapuabenbHOCTM BO3AEWCTBMA npenapata cpegu  nn,
KOTOpble SBNAIOTCA LEeNeBOM NOnynsaumein naumeHToB, MONyYaroLmx
KMVHWYECKM 3HauMMble [03bl npenapara C y4eToM AemorpaguyecKkux
ocobeHHocTei nauueHTa. TonynsumoHHas ®K npenapata AABEWTE,
3a/10keHHaa B myPKFIT, BkntoyaeT nosiHble K gaHHble152 naymeHToB ¢
TSXKENOW (hopMoOi  remotunum A, y4yacTBOBaBLUMX B Mporpamme
KIMHNUYECKNX McCnefoBaHnin npenaparta AQBenT®, pesynbTarbl KOTOPbIX
ony6nunkoBaHbl(bBbOpKMaH ¢ coaBT., 2012 T.).

AHanun3 pesynbtatoB  AHa/NN3 pe3y/bTaTOB BbIMOJIHAETCA NMOAAHHLIM, BBeAeHHbIM B MyPKFiT,
KOTOpble MNO3BOJIAKT OLEHUTb COOTBETCTBUE ypoBHA FVII! naumeHTta,
M3MEPEHHOIO0 Ha OCHOBaHWM BbIOOPKWM pe3ynbTatoB aHann3oB, C
OXMNAAEMbIM [Mana30HOM 3HAYeHWIn AN NauMeHTOB C aHa/orMYHbIMU
XapaKTepMcTMKamm 1 aHanorMyHom no3oi BeegeHHoro FVIII.

Bpemsa po Bbiwel % [epuod BpemMeHW A0 AOCTUXKEHUA MUHUManbHOro ypoBHsa FVIII, Ha 1 %

MCXOLHOr0 YPOBHSA MpeBbILAKOLLEro eCTeCTBEHHbIN UCXOAHbIA ypoBeHb FVIIL.

Vss O6beM pacnpefenieHns B paBHOBECHOM cocTosiHUK (Vss) npepacrasnset
CO6O0I rMNoTeTMYECKMn 00BEM XMAKOCTU OpraHvu3ma, KOTopblii 6yaet
HeobxoAMM AN y4yeTa OOLLero KosiMyectBa akTMBHOrO npenapara Ha
OCHOBE WM3MEPEHHONM KOHLEHTpauuu npenapata B nnasMe WM KpOBMU B
YCNOBUSAX PaBHOBECUS.

OTmbIBKa OTMbIBKa — 3TO Mepuof, B TeYeHMe KOTOPOro AO0CTUTaeTCA CHMXKeHue
N3MepeHHbIX ypoBHEW FVIII B opraHM3me Huke nopora 4yBCTBUTE/IbHOCTH
MeTofa WM ecTeCcTBEHHOro ucxogHoro yposHsa FVIII B opraHusme, T.e.
nocne npeabigywein nHpysun FVIM B opraHmame otcyTcTeyeT FVMI nnm
MPUCYTCTBYEeT B OYEHb HE3HAauYMTe/IbHOM KofnyecTBe. [1poMexyTok
BpPeMeHW AN AOCTMXXEHUS OTMbIBKM 3aBUCUT OT KOMMYeCTBa BBEAEHHOIO
FVIII n nnanenpyanecHblx ®K napameTpoB nauymeHTa.
OTMmbIBKa O0ObIYHO onpegenserca kak npumepHo 5-10 nepuopos
MnonyBbIBEAEHUS. Hanpumep, pAns nauueHta, Yy KOTOPOro CPOK
nonyBebiBefeHNsA npenapata AaeiT® coctaBnser 12 vacos, nepuopg
OTMbIBKM coCcTaBuT 120 yacoB nocse UHQY3uKn npenapara,
yTo 06ecneunt anuMmuHaumo 99,9% BBeAEHHOW A03bl U3 OpraHn3Ma.
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16.3 TepMWHbI, UCNOMb3yeMble B AAaHHOM PYKOBOACTBE A/ nNpenapata

AZleHOBENT®

WccneposaHue ®K unccneposaHue (oueHKa) B npunoxeHun myPKFIiT — nonbiTka
onpeaenuTbCXxemy npuema npenapara Ha OCHOBE WHAWBUAYaANbHbIX
®K napametpoB. Kaxgoe ®K mnccnegosaHne B myPKFiT cBsizaHO ¢
0AHON WMHMy3nein FVIIL 1 coOTBETCTBYHOLWMMM AaHHbIMX 06pa3LoB,
B3ATbIX 4O WKW nocne WHQy3uu. Heckonbko mnccnegoBaHne MOXHO
00beAMHUTL ANA NOAYYEeHUs WMHAMBUAYANbHOTO pacyeTa CXeMbl
NpUMeHeHus ¢ nomoLblo myPKFiT.

BaiiecoBckas B 6ailecoBCKOI TeOpUM anpuopHoe pacnpefenieHne BeposTHOCTel

anpuopHas HeonpeaeneHHOro napametpa faeT OXWAAeMyl BEPOSATHOCTb

BEPOATHOCTb KaXgoro BO3MOXHOIO ucxoda 3TOro napametpa Ha OCHOBe

NMEILWNXCA N PeNeBaHTHbIX 3HaHWI UNKN AaHHbIX. Ona nonyvyeHus
anpuvopHoOi  BeposITHOCTW, ucnonb3yemolk B  myPKFIiT, 6bina
MCNosb30BaHa (hapMakKoKMHeTMYeckas MHHOPMaLnsa 3HAYUTEIbHOM
nonynaumMm cybbekToB ¢ remoduavein A, npuHUMaloWmnx npenapar

ApneHoBenT®.
BLQ (Hwke nopora TepMWH ONUCbLIBAETYPOBEHb aKTUBHOCTU FVILI, KOTOPLIN HYKE Camoi
4yBCTBUTENLHOCTM HM3KOM KOHUEHTpauun, Kotopas MOXeT OblTb HaAeXHO OueHeHa
meToaa) KONMMYEeCTBEHHOE NPUEMNEMOI TOYHOCTbIO B MECTHOI nabopaTopum.
KnupeHc KnupeHc “ 310 nokasatenb 3)(heKTUBHOCTU U CKOPOCTb, C KOTOPOIA

npenapar BbIBOAUTCA U3 CUCTEMbIl. 3a30p 3a4aeTcs Kak 06beM KpPoBu
WAM Nnasmbl, KOTOPbLIA MNOSIHOCTbIO OuMLaeTcd OT npenapata B
elVHMLY BPEMEHUN 1 Ha KUIorpaMMm Beca Tena,

MpoBepka Ha [lpoBepka [LOCTOBEPHOCTU BbIMOMHAETCA O/ BCEX BBELEHHbIX B

[OCTOBEPHOCTb mMyPKFIT AaHHBIX C Le/1bio OLLEHKM COrnacoBaHUs YpOBHS aKTUBHOCTYU
FVIIl naymeHTa, U3MEPEHHOr0 Ha OCHOBaHWM aHanmsa o06pasuos
KPOBU, C OXMAaeMbIM AMana3oHOM XapakTepuUCcTUK AN NauMeHToB C
aHaNoMMyHbIMKM  XapakTepUCTUKamMn 1 aHa/loTMYHOW  [030W
BBeZeHHoro FVII).

An (Beunnutp) MeTpuyeckaa egmHuULa 06bemMa, paBHas OfHOWN AecATON nnTpa.

FVII ®daktop VIII (FVIII) — BaxHbIA (hakTOp CBEPTbIBAHUS KPOBU, Takxke
M3BECTHbLIN KaK aHTUreMounbHbIA  akTop (Ar®). Y 60nbHbIX
remogunmeit A aktuBHocTb FVIII CHMXeHa mnu oTCyTCTBYET.

XpOMOreHHbI B xpomoreHHOM aHaniu3e um3mepseTca  cnocobHocTb  FVIII

ananus FVIII croco6cTBoBaTh pacliensieHnto  XpOMOreHHoro  cy6crpara.
AkTVBMpOBaHHbIN (akTop VIl yckopseT npeobpa3oBaHue haktopa X
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B (hakTop Xa nog Bo3geictBueM aktopa 1Xa. WHTEHCMBHOCTb
nosiy4aemoro ugseta nNponopumnoHanbHaakTMBHOCTN daktopa VIII.
Mepurog MpunoxeHue myPKFiT ncnonb3yet KOHEeYHbI nepuop,
nonysbiBefeHua PM11  nonysbiBefeHns pnna  pacdeta ®K m  J03MPOBKM  npenapara.
KoHeuHbIi nepuop nNoONyBbiBEAEHWA SABAAETCA MEpOoi  TOro,
HaCKO/IbKO 6bICTPO npenapaTt BbIBOAUTCA U3 N1a3Mbl/KPOBMU.
HanBMAyanbHblii Pacuer B npunoxeHun myPKFIT ocHoBaH Ha Ony6/MKOBaHHON
OK npodunnb nonynaumoHHon @K mogenu ¢ MCNOAb30BaHMEM  [AHHbIX
KNIMHWMYECKOro uccnefoBaHus npenapara AgeHoBeinT®. baliecoBCKuin
anroputM coeBmellaer B cebe nonynauMoHHyrww ®K mopenb ¢
OTAENbHBLIMY XapakKTepucTuKkamu nauueHta u ypoBeHb aKTMBHOCTU
ero FVIII. 3HayeHusi Taknx ypoBHeEN 6epyTcs U3 pesynbTaToB aHam3a
He60/1bWOro KonmnyectTsa 06pasL,0B KPOBU, B3ATbIX B ONpeAeeHHoe
Bpems, W o0b6ecneuymBaloT TOYHbI pacyeT @PK xapakTepuctuk
coOTBeTCTBYIOLlero nauueHta. [lporpamma myPKFIT reHepupyet
pacyeTHble  3HaueHusa  ®K napametpoB, B TOM  uwucne
nHAMBUAYanbHbIi K npounsib, 0TO6paKaroLWmnii pacHeTHYH0 KpUBYHO
3aBMCUMOCTU aKTMBHOCTN FVIllot BpemeHn BMecTe C BK/IHYEHHbIMU
N WUCKNIOYEHHBIMW  MHAVBUAYANIbHBIMU  TOYKAMU MO [AHHbIM
o6pa3uos, ucnonb3oBaHHbIX An1d ®K uccneposaHus. OHa Takxe
coCTaBfiieT pekoMeHJauuy Mo Ccxeme MNpPUMEHEHWs npenapara
ALEeHOBENT® ANnd MHMDY3WIA C Lenblo nogaepaHus Heob6XxoAnmoro
ypoBHs FVIII Ha NpoTsXXeHUn BbIGpaHHOro MHTepBana npuema.
ME (mexayHapofHas MexXayHapoaHaa efuHuua onpepensetca Kak Kosnuyectso FVIII,

eanHnLa) o6HapyxeHHoe B 1 mMn  CBeXeil, OTCTOSAHHON HOPMasIbHOA
yesIoBeYEeCKOM nnasmel,

EcTeCTBEHHbIA YpoBeHb 3HAOreHHOro uupkynupytowero FVIII B oTcyTcTBue

NCXOAHbIA  YPOBEHb JIeHeOHbIX UHMY3MIA.

FviiL

PK dapmakokuHeTrKa (PK) - 310 TpaHCNOPTHbIE NPOLECCH B OpraHn3me

nocne BBeAeHWUA Mpenapara, T. €. BcacblBaHuWe npenapara,
pacnpefeneHne,MetabonmaMn BbiBeLeHue.

®K nHhy3mns NHy3na ®K onpepensertcd Kak oguHouHas uHdysus FVIII, koTopas
NPOUCXOAUT  HENOCPeACTBEHHO A0 B3ATMA  obpasua  KpoBM,
1cnonb3yemoli gns onpegeneHns nHanengyansbHolx ®K napametpos
FVILI.

MonynaunoHHaa ®K ®K nonynaumm npepactaBnset coboil uccnefoBaHne MUCTOYHUKOB WU
KOppenaToB BapuabenbHOCTU BO3AENCTBMA Mpenapata cpeau nuu,
KOTOpble ABNSIOTCA LiesIeBOi Nonynsunein naymeHToB, NOAyYarLwmx
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K/IMHUYECKM 3HAaYMMble [03bl NpenapaTa cy4yeToM AemMorpapmyeckmx
ocobeHHocTel nauueHTa. [MonynsumoHHas @K B pacyeTax
MeauumMHCcKoro npubopa myPKFIT gns npenapata ALeHOBEWT®
OCHOBaHa Ha nosfiHbIXx ®K uccnefgoBaHUAX, COCTaB/IEHHbIX AN1A 66
NnaumneHToB C TsHXKeNon (opmoii remoduamm A, yyacTBOBaBLUMX B
nporpamme KAMHWYECKMX UcCnefoBaHnii npenapata ALeHOBENT®.

AHanu3 pe3ynbtatoB  AHannW3 pPe3ynbTaTtoB BbIMOMHAETCA A1  BCEX BBEMEHHbIX B
npunoxeune myPKFIT fAaHHbIX C LENbl0 OLEHKW CcoriacoBaHus
YPOBHA aktmuBHocT FVIII nauyweHTa, M3MEpPEHHOro Ha OCHOBaHWUK
aHanmM3a  06pasyoB  KPOBM, C  OXWAAeMbiM  AManasoHoMm
XapakTepUCTUK 415 NALNEHTOB C aHa/IorTMYHbIMUW XapakTepucTMKamm
¥ aHaNorMyYHOM 0301 BBegeHHoro FVIIL.

Bpemsi oo 1 % Bbiie Bpemda, npoxopadiiee A0 AOCTMXeHMA ypoBHA FVIII 1 % Bbiwe

NCXO4HOr0 YPOBHSA ecTecTBeHHOro 6a3oBoro yposHs FVIII,

Vss O6bbem pacnpefeneHns B  paBHOBECHOM  cocTtofHumM  (VsS)
npeacTaBnseT coboil rmnoTeTmyeckmii 06bLEM XMAKOCTU OpraHmM3ama,
KoTopblli  6yaeT Heobxoaum pAns yyeTa OO6OLWEro Konu4yecTa
aKTMBHOrO npenapata Ha OCHOBE W3MEPEHHON KOHLeHTpauuu
npenapara B naa3sme Win KpoBM BYC/IOBUAX PaBHOBECUS.

dakrtop (oH Paktop (oH BunnebpaHga — T[MKOMNPOTEWH, YYacCTBYHOLWMIA B

BunnebpaHga npouecce remoctasa. Kpome Toro, gakrop ¢oH BunnebpaHga —
eCTeCTBeHHbIW Hocutenb FVIII B nnasme, sawuwawowmii FVIIL ot
NMPOTEO0/IMTUYECKOTO pacLyensieHns n nokanusyowmnin FV1I B obnactu
paHbl. ®akTop (hoH BunnebpaHpga — HeobsA3aTenbHas nepeMeHHas,
ncnonb3lyemas B pacyetax @PK mapamMeTpoB € NOMOLLbIO
NPUNOXeHUATYyPKPNA.

OTMbIBKA BbIMbIBaHWe — NEPUOS, KOTOPbI HEOBXOAMMO BbKAATHL NOC/E NOCeAHe
nHy3um FVIIE gna MakcManbHOro BblBEAEHNSA U3 OpraHn3mMa BBeleHHOro
FVIIl. Cpok BbIMbIBaHWA 3aBUCUT OT KOMMYecTsa BBedeHHoro FVIII un
nHAMBMOYabHbIX ®K napamMeTpoB nauueHta.  BbiMbiBaHWE 06bIYHO
onpefensetcs Kak npumepHo 5-10 nepvofos nonypacnaga ¢ MOMeHTa
MHQY3MK.  Hanpvmep, 419 NauyeHTa, y KOTOpOro CPOK rosypacrnaja
npenapata ADYNOVI/ADYNOVATE cocTtaBnser 15 u4acoB, nepuop,
BbIMbIBaHMsA cocTaBuT 150 yacoB nocse MH(Y3WUM npenapara, 4to obecneynt
anumuHaumio 99,9% BBeAEeHHOM 403bl U3 OpraHn3ma.

17. CumBoOnNbl, ncnonb3yemble BmyPKFIT

9TOT 3HAYOK UCMOMb3YETCs, YTO6LI NOATBEPANTb, YTO Bbl XOTUTE BbIMOMHUTbL
onpefeneHHoe AelicTene
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3TOT 3HAYOK MCNOMb3yeTcs, YTO6bl OTMEHUTb OAHO ONpeaeNneHHoe AelicTBMe

JTOT 3HAYOK UCMONb3YeTCs, YTOObI BEPHYTLCS K NPEAbIAYLLEN cTpaHuLe

3TOT 3HAYOK MCMOMb3YETCs, YTOBLI MEPETH K CNeaytolLeit cTpaHuLe

Haxxmute 3TOT3HAYOK, YTOObI CO3AaTh NaumeHTa

Ha)xmuTe 3TOT3HA4OK, YTOObI Nosy4YnUTb [OCTYN K OKHY «MOUW nauneHTbl»

LiBeTHOI1 3HaYOK 0603HaYaeT akTMBHOIO MaLlueHTa

CeprVI 3Ha4YoK 0603Ha4YaeT HeaKTUBHOIO nayneHTa

@)

3TOT 3HAYOK O3HAYaeT, YTO 3HAYEeHMne BblﬁpaHO, nnn 4T10 Bbl60p aKTUBEH

|:| BbIGbOp HeaKTBEH, UK 3HaYeHne He BbI6GpaHo

PefakTMpoBaTh CyLLeCTBYHOLLYH MHPOPMAaLIMIO
Hanpumep, peaaktpoBaTb MH(GOPMaLMI0 O NauueHTe

L_B Haxkmute 3T0T3HAYOK, YTO6bI MONYyYnTb AOCTYN K ®K nccnefoBaHUaM
nauueHTa

HaxkmuTe 3TOT3HAYOK, YTO6bI 406aBUTL ®K 1ccnenoBaHme

B Haxxmute 3TOT3HAYOK, YTOObI MONYYMTb AOCTYN K
COXpaHeHHbIM thanam PDF

Haxkmute 3T0T3HAYOK, YTOObLI 3arpy3nTb tain PDF

HaokmuTe aTOT3HAYOK, YTO6bLI 3arpy3unTts ainn CSV

B ®K npodune 3ToT 3Ha4OK 0603HaYaeT BK/IHOYEHHbIE faHHblEe
pes3ynbTatoBaHa/N30B MalueHTa
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I B ®K npocune aToT 3Ha4OK 0603HAYAET UCK/TOUYEHHbIE fJaHHble pPe3ynbTaToB
aHaM30B nauyeHTa

B ®K npodmne 3ToT cMBO/T 0603HAYAET BK/IHOYEHHbIE faHHbIe

pe3ynbLTaToB aHa/IM30B MauveHTa 13 npeplayliero ®K nccnegosaHus

T B ®K npocune 3T0T CMMBOJT 0603HAYaET UCK/TIOYEHHbIE JaHHble
pesynbLTaToB aHaIM30B naumeHTa u3 npedblaywero ®K nccnenosaHus

B ®K npodmne cnHss kpmeas npepcrasaseT coboi MHANBUAYaNbHbIN

®K npogunb

B ®K npodgwmne npepbiBrCcTas yepHas Kpmas npeactaBnser coboii

®K nonynaymio

B ®K npodmne 3eneHas 30Ha Ha rpagmnke npegcrasnser cobon + 20 %

oT ®K nonynauuu

Mocne Haxatus KHOMKU «OTNpaBMTb», €C/IN OTCYTCTBYET HEOOX0AMMasn
NHopMaunsa UM BBeLeHHas MHpopmMauus Hegonyctuma, NosBaseTcs
3Ha4YoK coobuleHns 06 ownbke

Heobxoaumo npefoctaBuTb HELOCTAOLWYO MHpOpPMaLKIO,

4TOObI COXPAHNUTL

Mocne HaxaTsa KHOMKN «OTNPaBUTb», €C/IN BBEAEHA BCS HEO6XxoAMmas
NH(opMaLKs, NOABAAETCA 3HAYOK CO0B6LEeHNSA 06 yCNewHOMBbINOHEHNN
onepauuu

(o) HaxmuTe 3TOT CUMBO, YTOObI YBUAETb MNOSCHANOLWMIA TEKCT

18.rapaHTUiMHbIE 06s3aTENLCTBA

KomnaHusa Takega ®apmacstotukanc C.LULA., NHK. (Takeda Pharmaceuticals U.S.A., Inc.), Bxogsias B
rpynny komnaHuii Takeda, npvHUMAaET Ha ceba rapaHTUiiHble 0683aTeNbCTBa Nepes KOHEYHbIM
nonb3oBaTesieM B OTHOLIEHUN 6e30WNB0YHOr0o BYHKLUVUOHNMPOBaHUA MeLULUHCKOIo U3Lenus v
COOTBETCTBUS 3asiB/IEHHbIX NPON3BOAUTENEM XapaKTEPUCTUK Npu cOBNOAEHUM YCNIOBUIA, YKa3aHHbIX B
PYKOBOACTBE NO/b30BATENS.

Mo BceM BOnpocam Bbl MOXeTe obpallaTbes B KoMnaHuio Takeaa ®apmacbtoTukanc C.LLLA., VHK.
(Takeda Pharmaceuticals U.S.A., Inc,) wim KynosiIHOMOYEHHOMY NpeacTaBuUTeNt0 npoussoantens. Mo
MeAMLUHCKMM BOnpocam HeobxoAMMOo obpallarbes K nevallemMy Bpady v B fieuebHble yUpexxaeHus.

Mo MeAULMHCKM BOMPOCcaM Heo6xoayMMo o6pallaThest K nedalleMy Bpady Uam B neue6Hble
yUpeXAEHNS.

3a TexHuWYeckoi nomoubo no myPKFIT obpaliaitecb K yrno/HOMOYEHHOMY NpeAcTaBUTENI0 Ha
Tepputopun Poccuiickoi  ®epepaumm: 000 «Takega PapmacbioTukanc», TenedoH: +7  (495)
933-55-11, mvPKFiT.Riissiafg takeda.com

MpeTeH3nn noTpebuTeneii, peknamauum no Kayectsy npenapatoB AABEWT® 1 ALeHOBENT® n

COOGLLEHUNSA O Pa3BUTUN HeXenaTeNlbHbIX peakuuii NprHUMAatoTCs Mo agpecy:

PykoBoACTBO nonb3osarens myPKFIT 113 m3 114
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000 «Takepa ®apmacbtoTukanc», 119048, Poccuiickaa ®epepauns, r. Mocksa, yn, Ycayesa, 4. 2,
cTp. 1, Ten, + 7 (495) 933 55 11 mnm AE.Russia”takeda.com.

Bbl MOXeTe TaKXXe HanpaBuUTb MHGOPMaLMIO N0 3NeKTPOHHOW noute: mvPKFIT.Russia@takeda.com

Mpenblayline BEPCUM 3TOrO AOKYMeEHTa (eCnv NPUMEHMMO)

Bepcua nporpammbl  [lata Bbinycka Homep/pepakumsa LOKyMeHTa
Bepcusa 3 05-2020 DHF-001467-vl.O
Bepcua 3 01-2021 DHF-001467-V2.0
Bepcua 3 06-2021 DHF-001467-V3.0

Angent®, ApeHoBelT® u myPKFIT —toBapHble 3Hakn Takega ®apmacbiotmkanc C.LU.A., WHK.
(Takeda Pharmaceuticals U.S.A., Inc.), Yactb komnaHuy Takeda. J1lo6ble WHble TOBapHblE 3HaKW,

BPEHbl UNN M306PAKEHNS, UCMO/Mb30BAHHbIE B HACTOALLEM [AOKYMEHTE, SBMSAIOTC COGCTBEHHOCTHIO
COOTBETCTBYIOLLVX BNafeNbLEeB.

YToObl NONYYNUTH MeYaTHYH BEPCUIO JAHHOTO AOKYMEHTa, 06paTuTech K yrnoJIHOMOYEHHOMY
npeacrasutento Takega ®apmacbrotkanc C.LW.A., WHk. (Takeda Pharmaceuticals U.5.A., Inc.):
O6LLecTBO C OrpaHMYeHHON OTBETCTBEHHOCTLIO «Takeda ®apMacboTUKaC»

000 «Takefa ®apmMacbOTUKASIC»

119048, r. Mocksa, yn. Ycauesa, 4, 2, c1p.l.

TenehoH: +7 (495) 933-55-11

dakc: +7(495)502-16-25

N yKaxxute Homep AokymeHTa DHF-001467, pegakums 3.0, 4TO6bl 3aNpOCUTL HOBbIV 3K3EMNAAP.

© ABTOpckoe npaso (2023 r.) Takeaa ®apmacbtoTmkanc C.LLULA., VHK. (Takeda Pharmaceuticals U.S.A.
Inc.), yacTb kKomnaHuy Takeda.

PykoBOACTBO Nonb3oBatens myPKFiT 11413114
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Ilepegod ¢ anzaRulicko20 A3btKa kA PYCCRUL AIBIK

Coapyxectro Maccagycerc
Yunbam @pancuc F'ansur (William Francis Galvin)
Cexperaps Coapyxecrsa
APOSTILLE (ATTOCTHJB)
(Convention de La Haye du 5 octobre 1961 (I'aarcxas xosBeHuua oT 5 oktabpa 1961 r.))
. Cmpana: Cocaunennsie Lltates AMepHrH

Hacmomyuti opuyuanvustic OoKysmenm
Toonucan: Onuzaber NeKonorepo (Elisabeth DeCologero)
Beicmynawweii 6 kauecmee: norapuyca

Cxpenien nexambio/wmamnon:  Onzaber JleKonorepo

AN

Cpox noanomovti ucmexaem; S saona 2030 r.

Yaocrosepeso
B: r. Bocrone, Maccauycere 6. 28 nexabps 2023 r.
7. Cexperapem Conpyxectsa
3a 2552698
Ne:
9. Hevamv/wumaun: Boavan nename Codpycecmea
10. fToonuce: fevamu/: TEHATH COAPY)XECTBA
N oonuce/ MACCAYYCETC
Yausan Opancuc Faapun
Cexperaps Coapysecraa

Tloozomoeunfa) A. Mexun (AMejia)
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Nlydwe 3gopoBbe — sp4ye 6yayuiee (Better Health, Brighter Future)

Thkexia
/NoroTun/: «Takega» (Takeda)

Ana npeabsaBneHns B defepanbHyo cnyx6y No Haj3opy B cdepe 34paBoOXpaHeHUs

(Poc3gpaBHapgsop)
YOOCTOBEPEHWME BEPHOCTW KOMWM

A, HwKenognucasWMACA, NOATBEPXAAKD, YTO MPUNOXEHHbIN [OKYMeHT «PyKOBOACTBO
nonb3oBatens MeguUUHCKOro wmnsgenua MporpammHoe obecnedyeHne myPKFIT Ha OCHoBe
Be6-npunoxeHnsa, Bepcua 3 M ero BapuaHTel ¢ 3.4.3 po 3.9.9 (gna MegUUMHCKUX
paboTHUKOB)» SABNSETCA BEPHOW M TOUHOW KOMWen opurnHana JOKYMEHTa, 3a UCKJIHOYEeHMEM
[JOMNOMIHUTENIbHOW  WHMOPMaLUN, BHECEHHOW B COOTBETCTBUM C NpuUKasoM MuHUCTepPCTBA
3apaBooxpaHeHns Poccuiickon depepaumn ot 19 saHBapsa 2017 r. Ne 11H.

/Mopnuck/ Hata; 21 gekabps 2023 .
LLloH Aalinu (Sean Daly)

CTapLwumii ANPEeKTOP N0 KAMHUYECKUM
onepayusam

/WTamn/: InunzabeT AeKonorepo » HoTapuyc » COAPY>XXECTBO MACCA YYCETC = Cpok
NonHOMounin ncTekaeT 5 mong 2030 .

«Takepga ®apmacbloTUKanc NHK.» (Takeda Pharmaceuticals U.S.A., Inc.)
95 Hayden Avenue

Lexington, MA 02421

USA (CLLA)

& 000 LHPMH [ INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



PyKoBOACTBO NO/Ib30BaTeENSA

MeOANUNHCKOIO N3AENNA
«[TporpammHoe obecneyeHmne
MyPKFIT Ha 0OCHOBe BeO6-
NPUNOXXeHUs, Bepcus 3 1 ee
BapuaHThl 0T 3.4.3 Ao 3.9.9 (anA
MeANLMHCKUX Pab0THNKOB)»

YTBEPX AOEHO

msa, [OMKHOCTb MNMognuch

Jara
/WoH Aannn (Sean Daly)
CTapwuii gupekTOop no /noanunce/ /21 Neka6ps 2023/
KAMHNWYeCcKUM onepauunam/

HftonssognTens; Takega ®apmacbioTnkanc C.LU.A., VHK.
(Takeda Nearmaceuticals U.S.A., Inc.)

/WTamn/: 3nuzabeT AeKonorepo "HoTapuyc COLAPYXECTBO MACCAYYCETC * Cpok
MONHOMOYMIA ncTekaeT 5 nona 2030 T.

«Takega ®apmacbtoTukanc C.LLU.A., MHK.» (Takeda Pharmaceuticals U.S.A., Inc.)
95 Hayden Avenue

Lexington, MA 02421
USA (CLUA)
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Jlyame 3x0ponse — sipue Gyaymee (Better Health, Brighter Future)

flozomun/: «Taxeda» (Takeda)
COAPYXECTBO MACCAYYCETC
OKPYI' MHUIVICEKC

Ceronns, 21 nexabps 2023 r., ko MHE, HIDKCIIOAMHCABIIEMYCS HOTAPHYCY, MHYHO ABwnck [llox
JAnH, THIHOCTE XOTOPOro Obila YCTAHOBNCHA Ha OCHOBAHMA YOCSOUTENLHEIX JOKa3aTeNECTB, 3
HMCHHO BOAMTENBCKOIO YAOCTOBCpeHMA mITata Maccagycere, KOTOpmi#t mnozmmcan
NpeAIIEeCTBYIOIURH IR MPHAOKCHHLIN ZOKYMCHT B MOEM NPUCYTCTBHH.

B noarsepikjcHAe 9€r0 NPOCTABNAIO CBOIO NOAIUCH K OPHLHANBHYIO NEYaTh.

(loxnucs/
Snu3aber JdeKonorepo, Hotapuyc
Cpok normomosmii uerexaer 5 mrona 2030 r.

EKOJIOIE,

Pacumdporxa noanucu: 3nusaber JeKonorepo, Hotapuyc
Cpox nonmHoMouxii mcrexaet S wong 2030 r.

/limamn/: Inuzabem JeKonozepo * Homapuyc * COOQPY)KECTBO MACCAYYCETC * Cpox
noanomovust ucmexaem 5 wons 2030 2.

ATesamv/: ITTH3ABET JEKOJIOIEPO * HOTAPHYC * COOPYXXKECTBO MACCAYYCETC
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lMepeBof, AaHHOr0 TeKcTa cAenaH MHOW, NepeBoauMkoM MapkosbiM AnekcaHapom AneKcaHapoBUYeM,

noannmcoeb
Poccuiickas degepauns
Nopog MockBa
ﬂ,Ba,ﬂ,Ll,aTb ceibMoro (peBpanﬂ ABE TbICAYN ABafUaTb LlETBépTOI’O roga,
A, Aky6oBa TaTbaHa OnerosHa, HOTapuyc ropoga MocCkBbl, CBUAE T ENbCTBYI NOANNHHOCT b NOANUCH
nepesofynka Mapkosa AnekcaHapa AnekcaHgposuya.
Moanucb caoenaHa BMOEeM MPUCYTCTBUMN.

JINYHOCT b NoANUCaBLIEro AOKYMEHT yCTaHoOB/eHa.

3aperucTpuposaHo BpeecTpe: Ka 77/2171-H/77-2024-

YnnayeHo 3a coBeplleHne HoOTapuanbHoro geicrTeusa: 400 py6. 00 kon.

MepboBas neyatb

HoTapuyca ropoga MocKBbl
Aky6oBoii T. O. noanncCb T.0. AKyboBa

WNHH 771775502947*

CepboBas neyaTtb

Bcero npoLLIHypOBaHO, MPOHYM'epOBaHO HoTapuyca ropoaa Mocksbl

V1 CKpenneHo nevaTbto nvicT(a)(oB) Aky6osoin T. O.
NHH 771775502947*
HoTapuyc noanncb

Poccuiickas depepaums
"opos Mocksa
[Bajuartb cegbmoro gpespansa Ase TbiCAYM [BajLaTb YeTBEPTOro rofa
A, fky6oBa TaTbsHa OnerosHa , HoTapuyc ropoga Mockabl,
CBUAETSALGY|MAA D 056 KOMWM C NPEACTABNEHHOTO MHE 0:
77/12171-H/77-2024-"-
Kon.

T.0. fAky6oBa
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