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OIOEHKA B/IMAHUA HA BIO[KET IIPUMEHEHUA PEKOMBUMHAHTHBIX

®AKTOPOB CBEPTBIBAHIIA
C TEMO®UINEN A
Menux-Iyceiinos /I.B.

HII «IJenmp coyuanvHoil IKOHOMUKU», 2. Mockea

KPOBI

Pe3toMe: nosiBieHne COBPEMEHHbIX PEKOMOUHAHTHbIX NPEnaparos (akTopos
cBepTbIBaHusa kposu VIl no38onio nepesectn ka4ecTso 1 6€30nacHOCTb Oka-
3bIBAEMON NaLNEHTaM ¢ reMoghuinedi A noMoLLM Ha 60716 BbICOKMIA YPOBEHb.
Lo 2015 roga B pamkax ¢pegepanbHoi nporpaMmsl JibFrOTHOO JIEKaPCTBEHHOMO
o6ecrnedeHns «7 HO300Mi» NaUNEHTbI UMENN JOCTYI TOILKO K MOJIHOLEno-
YeYHbIM PEKOMONHAHTHbIM (hbakTopam csepTeiBaHus kposu VIl (MHH okTokor
ansgpa), a B 2015 rogy takxe nosysun JOCTYN K BIIEPBbIE BKIYEHHOMY B
nporpammy cpaxtopy VIl ¢ yaaneHHsim B-gomerom (MHH mopokTokor anbgha).
B xopne npoBeseHHO Hamu OLEHKY KIMHUYECKMX 1 IKOHOMUYECKIX XapaKTepu-
CTUK [aHHbIX 1PENapatos Obl10 BbIABMIEHO, 4T0 3aTPaThl HA TEPAINIO MaLyeH-
TOB C UCII0/Ib30BAHUEM MOJTHOLENOYEYHbIX (DaKTOPOB HIXE, YeM NPU (haKTo-
pax ¢ yfaneHHbIM B-4OMeHOM, 4T0 00YCI10BIIEHO 607166 HU3KOM BEPOSTHOCTHHO
06pa30BaHNs MHIMONTOPOB U KIMHUYECKN JOKA3aHHBIM CHYKEHUEM 4acToTkl
KDOBOTEYEHMIA MPY NPOBEAEHNN NPOHNIIAKTNHECKON TEPANuu NPy UCTOTb30-
BaHuy NOJIHOLEN0YeYHbIX (hakToOPOB, a Takxe 60/1ee BbICOKUM 10TPEBSIEHNEM
(hakTOPOB C yAaneHHbIM B-10MEHOM 4715 3GhDeKTUBHON MPOGHUNAKTUKY KPO-
BOTeYeHui. Kak cnesctene, KIMHN4ECKN HE0B0CHOBAHHbIN MEPEBO NnaLneH-
TOB C M10JTHOUENOYEYHbIX MPENnapaTos Ha npenaparsl ¢ yaaneHHsIM B-gomeHom
TPEBYET M0BbILLIEHNS BHOMKETA NPOrPamMMbl «7 HO30JI0MI» 10 CPABHEHNIO C
2014 rogom.

Knroyesble cnoBa: remoghuins A, nporpamMma «7 Ho3070rin», PEKOMONHAHTHbIE
hakTopbl CBEPTLIBAHNS KPOBU, MOTHOLEN0o4e4HbIN chakTop Kposu VI, ghaktop
kposu VIl ¢ yaaneHHbim B-0MEHOM, BIMAHNE HA OIOKET, NPAMbIE 3aTPaTbI.

lemodhunus A — 370 TAKeNoe HacNeACTBEHHOE 3a00NeBaHNe, XapakTe-
pU3YioLLeecs HapyLleHneM npoLecca CBepTbIBAEMOCTI KPOBW, 06YCOBIIEH-
HbIM CHKEHUEM UK OTCYTCTBUEM CUHTE3a (hakTopa cBepThbIBaHNS Kposu VIII
(manee — cpaktopa VIII) [1]. OTcyTcTeme unu Hegoctatok chaktopa VIl npuso-
JUT K NPOJOXNTENbHBIM KDOBOTEYEHMAM, BO3HUKAKOLLAM NPU XUPYpruye-
CKUX BMELLATESTbCTBAX, @ TAKXKE NPW HE3HAYMTESTbHbIX TPABMAX UNIN CIOHTaH-
HO. Hanbonee 4acTo KPOBOMNUAHNA NPOUCXOAAT B CYCTaBbI (FeMapTPO3bl) 1
MbILULbI, NPUBOASA K AETEHEPATUBHBIM U3MEHEHUAIM, CHUXXAsA Ka4eCTBO XM3HN
MaLMeHTOB 1 UX TPYAOCMOCOBHOCTb. BO3MOXHBI TakXe XNU3HeyrpoxaroLue
KPOBOTEYEHNS, B YACTHOCTM, B FONIOBHOI MO3M U [pYrie XM3HEHHO BaXHbIe
OpraHbl, 4TO MOBbILLAET PUCK NIETANILHOrO Uexoda [2].

HacTota remocounuu A B MuUpe No AaHHbIM BcemupHoi oprasusauun
3[paBooxpaHeHus (BO3) kone6netcs ot 5 o 10 cnyyaes Ha 100 Tbic. HoO-
BOPOX[EHHbIX ManbynkoB [3]. Ha pgono remodounum npuxoantes go 95%
BCEX HACNeACTBEHHbIX PACCTPONCTB CBEPTbIBAHMSA KPOoBM B PD, TpebyroLmx
Tepanuu, npu atom remocounma A (MKb 10 — D 66.0) BcTpeyaetcs aule,
4em remocpunus B, n coctasnset 80 — 85% 0T 06LLero yucna cnyvaes [4]. B
HacTosLlee Bpems B Poccun 3apernctpupoBaHo 6 793 naumeHTa ¢ remou-
nnen, n3 Hux 5 801 — ¢ remocpunueit A [4].

Taxenas copma remocpunun, KOTOpas XapakTepuayeTcsl CHUDKEHUEM
YPOBHs (pakTopa CBEPTbIBAEMOCTM KPOBW MeHee 1%, BbIABNISETCA B PaHHEM
[EeTCKOM BO3pacTe W XapakTepu3yeTcs NOCTTPaBMaTU4ECKUMU U CMOHTaH-
HbIMW KPOBOU3NMAHWUAMM B CYCTaBbl, MbILLLbl, BHYTPEHHWE OPraHbl, 4acToTa
KOTOPbIX MOXeET gocTuratb 20 — 30 B roa. [JaHHas hopma remocunum BcTpe-
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4aetcs Hanbonee 4acto (0kono 70% BCex Cnyvaes) 1 vaLLe BCEro NPUBOANT K
VHBANNAN3ALMM NALNEHTOB NPU HEAOCTATOYHON TEpanuu.

Mo AaHHbIM NCCNeaoBaHNiA, cpeaHeTsXenas opma (ypoBeHb (hakTopa
o7 1 fo 5%) remocpunum BcTpeyaetcs B 4% BCex Cry4aeB W [N Hee xa-
PaKTepHO pasBuUTE YMEPEHHO BbIPAXEHHOr0 reMopparnyeckoro CUHApPoOMa
C KPOBOM3ANSAHUAMI B CYCTaBbl U MblLLLbI. [JMarHo3 yCTaHaBNMBAETCA B NOA-
POCTKOBOM BO3PACTE U MO3XE.

Mpwn nerkoi dopme remochmnmm, BeTpeyarolleincs meHee 4em B 30%
Cny4aeB, ypoBeHb (hakTopa npesbilaeT 5%, a Ang KNNHWHECKOro TeYeHUs
XapaKTepHbl Pefikne 1 MeHee MHTEHCUBHbIE KPOBOTEHEHUAMU, KOTOPbIE pas-
BWBAIOTCA NOCIE TPAaBMbl UK ONepaTUBHOro BMeLLatenscraa [1, 2].

Ha JaHHbI MOMEHT eJVHCTBEHHBIM TeparnesTU4ECKUM NOAXOLOM K Befe-
HIIO NALMEHTOB C remocunueid A ABAAETCA NOXU3HEHHAA 3aMECTUTENbHASA
remocTatnyeckas Tepanus nnasmatnyeckumn uan PeKOMOMHAHTHbIMK (hak-
Topamu ceepTbiBaHus kposu VIII (ypoBeHb y6eanTenbHOCTM [OKa3aTensCcTs
A), oTHocawmmunes K ATX-rpynne «B02BD ®aktopbl CBEPTbIBAHMS KPOBU>» 1
npescTaBneHHbIMN B PO YeTbipbMA MeXAYHAPOLHbIMI HENaTeHTOBAHHbIMU
HaumeHosaHuamn (MHH) 1 6onee 4em 15 ToproebiMi HanmeHoBaHusaMu (TH)
[2]. OanHble npenaparbl HA3HAYAKOTCA B PEXUMAX «T10 TPEOOBAHUIO» W «MPO-
(bunakTuka» B3POCNbLIM NALMEHTAM W NaLWNeHTaM LEeTCKOro U NoAPOCTKOBO-
0 BO3pacTa B 3aBUCUMOCTI OT TSKECTU TeveHus 3abonesanns [1, 5].

OLHNM 13 CamblIX TKENbIX OCNIOXKHEHWUIA 3aMeCTUTESIbHOI Tepanuu Npu re-
Mocunun A aBnsieTcs BbipaboTKa B OPraHu3Me YenoBeka MHrMOUTOpOB K hak-
Topy VIII, 4To npuBOANT K HE3DEKTUBHOCTM Tepanum npenapatamu gakropa
VIII. ns nHrmbnTopHoii hopMbl 3a60/1€BaHNS XapakTePHO pasBuUTUe LIUTeNb-
HbIX TPYAHO KyNUPYeMbIX KPOBOTEYEHWIA, B TOM YICNE W XKU3HEYrPOXKAKOLLMX,
06YCIOBNIEHHbIX aBCONMOTHON HEIEKTUBHOCTLIO Tepanui KOHLEHTpaTamu
thaktopa VIII. [ns 3TUX NauneHToB CYLLECTBEHHO MEHAKOTCA NOAXOAbI K Tepa-
MK, YTO CONPOBOX/AAETCA 3HAYMMbIM YBENNYeHNeM 3aTpar [6].

B co0TBeTCTBMM C BOHHCKUM NPOTOKOMOM, NauneHTam C BbICOKUM Ti-
TPOM MHrMOMTOPA HA3HAYAETCA PEXUM JeYeHUs, BKMIOYAOLLWA BbICOKME
[03bl npenapatos gaktopa VIII; JaHHbIA peXxnm HasbiBAeTCA UHAYKLMER M-
MYHHOI TofiepaHTHoCTy (VIT) 1, npu ycnewwHoM 3aBepLUeHumn JaHHOro Kypca
NleYeHMs, NaLMeHTbl BO3BPALLAIOTCA Ha 3aMeCTUTENbHYIO Tepanuto npenapa-
Tom ¢haktopa VIIl. KynnpoBaHne 1 npodunakTuka KpOBOTEYEHUI Y NALMEH-
TOB C MHIMOMTOPHOI HOPMOI remodounnm NPOBOAUTCSA TOMbKO Npenaparamu
C LIYHTUPYIOLMM MEXaHU3MOM [eNcTBUSA. Ha [aHHbIA MOMEHT, Ha POCCHii-
CKOM (DapMaLleBTM4ECKOM PbIHKE NPUCYTCTBYET HeckonbKo J1C, obnagaroLmx
LUYHTMPYIOLLMM MEXaHWU3MOM [e/ACTBUS: aHTUNHIMOUTOPHBIA KOArynaHTHbIA
Komnnekc (AUKK) u antakor anb@a [aKTuBMpOBaHHbIi] [5].

B cBA3n ¢ Tem, 4T0 fe6I0T 3a601eBaHNS 4aCTO NPUXOAMTCS HA AETCKUIA
B0O3pPAcT, CyMMapHble pacxofpl Ha KaXXA0ro OTAENbHOM0 NauyeHTa Ha npoTs-
XKEHWUW ero XM3HWU 06yCNaBMBaOT 3HAYNTEIbHOE 3KOHOMIYECKOE BIIMSIHUE.
BmecTe ¢ aTUM, NOXM3HEHHAS 3aMecTUTeNbHAR Tepanus (hakTopamm CBepTbI-
BAHWA KPOBW ABNAETCA €ANHCTBEHHBIM TePaneBTUYeCKUM NOAX0A0M Ha AaH-
HbI MOMEHT, a PaHHEee Ha4aso NeveHns Hapsay ¢ peanusaumnen npounakTu-
4eCKOI MOJEN NIeYeHNs NO3BONSIOT NALMEHTaM BECTU MOSTHOLEHHbIA 06pa3
XKU3HW, NPOJOMKMTENIbHOCTL KOTOPOI NPUOANMKAETCA K NPOAOSKMTENIbHOCTY
XKU3HW B 3L,0POBOA NONYNALMM.
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cxoas 13 BbileckasaHHoro, Npo6emy BbIGOpa MeAULMHCKNX TEXHOMO-
TUiA 4ns neveHns remocomnmn A B COBPEMEHHOM 3[1paBOOXPAHEHNN CrefyeT
paccmarpuBath C NO3ULANA KIMHUYECKO 11 3KOHOMUYECKOI 3D (DEKTUBHOCTH.

/I3Ha4anbHO Tepanusi NauMeHToB C remocounmen A ocyllecTBnsinach
TONbKO C UCMOMb30BaHNEM Na3MaTuYecknx (PakTopoB CBEPTLIBAHUA KPO-
BI, MONYYEHHbIX 13 NNa3mbl JOHOPOB, U TONbKO B Hayane 2000-bix rofoB Ha
MEXZyHapoaHOM (DapMaLleBTUYECKOM PbiHKE Oblv NPEACTaBMEeHbl NepBble
PEKOMOUHAHTHbIE MpenapaTtbl (DakTOpPOB CBEPTbIBAHWA KPOBU. [penmyLie-
CTBOM NPUMEHEHNS PEKOMOMHAHTHbBIX NPEnapaToB ABNseTCA 60nee BbICOKas
6€30MacHOCTb B CBA3W C OTCYTCTBUEM B X COCTaBE KOMMOHEHTOB [JOHOPCKOI
nna3mbl KpOBM. [10 HACTOALLEr0 BPEMEHW B paMKax Nporpammel «7 HO30M0-
TNA» NALUEHTbI MEN JOCTYN KaK K NnasmaTuyecknm npenaparam gakropa
cBepTbiBaHus Kposu VIII, Tak 1 K peKOMOMHAHTHOMY Npenapary OKTOKOT afb-
¢ha. B 2014 romy cocTosncs nepecMoTp nporpammbl «7 HO30/0MWiA», B X048
KOTOPOro CNUCOK PeKOMOUHAHTHbIX NpenapaTos Ans Tepanui remocounun A
6bIN1 JONOJIHEH NpenapaTtoM MOPOKTOKOT anba. Bkno4eHne HOBOI MOMEKy-
bl B AAHHYI0 (hefiepanbHyto Mporpammy noBekno 3a co60m Heo6XxoanmocTb
nposefeHns PapmMako3KOHOMUYECKO OLIEHKM.

DapmMako3KOHOMUYECKaA MOAENb OLEHKM BIUSAHUS HA BIOKET npumMe-
HEHNS| PEKOMOMHAHTHBIX NpenapatoB (DAKTOPOB CBepTbiBaHWs Kposu VIII,
NCNoNb30BaHHAs B XO4e NPEACTABNEHHOr0 aHanusa, 6bina paspaboTaHa B
2013 roagy u opobpeHa HaumoHanbHbIM MHCTUTYTOM 3[40POBbS U KIMHNYE-
ckoro cosepLueHcTa (NICE, Benukobputanns). [laHHas Mogens UMeeT nomno-
XKUTESbHbIA MEXAYHAPOAHBIA OMbIT NPUMEHEHWUS 1 MOXET UCNOMb30BaTLCA
ONS OLEHKM 3KOHOMMYECKON 3(hPeKTUBHOCTM NPOrpaMm JeKapCTBEHHOro
06ecnevyeHns NaLUNeHToB ¢ remodunuen A.

ccnepoBanne nposeseHo B COOTBETCTBUMM C AAHHBIMI MO NOMYNALMN
60nbHbIX ¢ remodunmnein A, 3heKTUBHOCTI 1 6€30MACHOCTM Ha3HA4aeMbIX
TEXHONOMMIA N UX CTOUMOCTW B PD. TNPUOPUTETHBIM UCTOYHUKOM [aHHbIX O
nonynauny nauneHToB, 3 EeKTUBHOCTN 1 6830MaCHOCTY Tepanumn ABAANNCH
0TEYECTBEHHbIE ONYBNNKOBAHHbIE KNWHWYECKME WCCNefoBaHUs W Apyrue
0(huLManbHble UCTOYHWKM UHEAOPMALNN; NPU OTCYTCTBUM JOKambHbIX AaH-
HbIX GbINIM MCMOMb30BaHbI 3aPYOEXHbIE AAHHbIE C OPUEHTUPOM HA Hanbonee
[OCTOBEPHbIE NCTOYHUKN — MeTa-aHanmabl U cucTemMatuieckme 063opbl n-
Teparypbl.

Bbina npoBejeHa OLeHKa 3aTpart Ha rofj0BOM Kypc Tepanun NauyueHTos ¢
remochuinei A B pexumax «o Tpe6oBaHni» 1 «NpounakTnka» noaHoLe-
no4ey4HbIM pekombuHaHTHbIM chaktopom VIII (full-length recombinant factor
VIl = FL-rFVIII; MHH okTokor anba) u daktopom VIl ¢ yaaneHHsIm B-fo-
meHom (B-domain deleted recombinant factor — BDD-rFVIIl, MHH mopokTokor
anba) ¢ y4etom ux 3eKTUBHOCTM M 6e30MaCHOCTH, NpPeSCTaBeHHON
4acTOTON KPOBOTEHEHWIA NPK 060UX PEXNMAX Tepanum, 1 BEPOSTHOCTbIO pas-
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BUTUS UHTMOUTOPHON (pOpMbl remopunnu. Ha 0CHOBaHWN OLLEHEHHbIX FOA0-
BbIX KYPCOB Tepanuu 6bli1 NPOBEAEH aHaNN3 BANSHUSA HA OIO[KET C y4eTOM
nonynaunmA NaLMeHToB, NOAYHAOLMX PEKOMOUHAHTHBIE Npenapatbl B PO.

CTpyKTypa mogenu, npefcTaBneHHas Ha pucyHke 1, noapa3ymeBaeT, 4To
CYLLIECTBYET NONyNALMA NauneHToB LETCKOro W B3pOCNOro BO3pacTa, KoTo-
pble NONYYAOT Tepanuio peKoMOEMHaHTHbIMK dhakTopamu VI B pexumax «no
Tpe6oBaHMID» UK «NpPodMNaKTMKa». [JaHHas Tepanus ANNUTCA B TeYeHue
BCEr0 aHanM3nupyemoro roga W npepbiBaeTcs TOMbKO B Cryvae MOSBAEHNS
MHrMOUTOPOB K (DaKTOpam CBEepTbIBaHMS KPOBU. B 3TOM Criy4ae nauueHTbl
nepesogatca Ha AT BANOTb 40 3NUMUHALMM MHTUOUTOPA UAN [0 NPU3HAHNS
WNT HeathheKTBHOIA. B cnyyae anuMuHaLMn MHIMOUTOPA NaLMEHTbl Nepe-
XOLAT Ha Tepanuio peKoMonHaHTHbIMKU chakTopamu VI B npochunaktnieckom
peXxume, a B Cy4ae Hey[aqm — Ha Tepanuio LYHTUPYIOLLMMI NpenapaTamu B
pexnmax «no TpeboBaHNio» 1 «NPouNaKTnKa».

B xofe npoBeAeHHOro nccneaoBanns, 3@ eKTUBHOCTbL 1 6e30NacHOCTb,
1CNONb3yeMble B [anbHEMLLEeA OLEHKe 3aTpar, Obiin BbIPXEHbl 4acTOTOM
KpOBOTEYEHWA Npu NPOGUNAKTUECKOM PEXMME U pexume «no Tpe6osa-
HUK», @ TaKXKe BEPOSTHOCTbO Pa3BUTIS MHTMOUTOPHON OOPMbI reMocunmu.

MonyyeHHble 3aTpaThl Ha FOAOBOI Kypc (hapmakoTepanuu npenaparta-
mMu nonHouenoyeyHoro caktopa VI n daktopa VIII ¢ yganeHHbim B-go-
MEHOM Oblin HEMoCPeACTBEHHO WUCMOJb30BaHbI B [JaNibHEMLIEM aHanu3e
BNMAHUS Ha BIO[KET, B TO BPEMSA Kak UTOroBsble 3atpatbl Ha IAT u Tepanuio
LWYHTUPYIOLMMY Npenapatami Gbii NepecyuTanbl ¢ y4eTOM BEPOATHOCTH
BO3HWKHOBEHUS MHIMOMTOPOB U HEOOXOAMMOCTU HA3HAYeHUS LUYHTUPYIO-
Leit Tepanuu.

B xo4e aHanu3a 3atpar 6blin OLEHeHbI CredytoLne cTatby, 3aTpaThl HA
KOTOpble BblSN MOSTOXKEHBI B OCHOBY aHanN3a BAWAHNA Ha BIOKET:

1. Tepanus peKOMOMHAHTHbIMI Npenaparamu NOAHOLENOYeYHOro thak-
Topa VIl v chaktopa VIl ¢ yaaneHHbIM B-1oMeHOM B pexumax «no Tpe6osa-
HUO» U «MPOCOUNAKTUKA»;

2. Tepanus B pexume UNT;

3. Tepanus wyHTMpyowmrmn npenapatamu: AVKK n antakor anbga.

Mony4eHHble AaHHble aHanM3a BAMAHWA Ha OIOKET Oblan 3KCTpamno-
JINPOBAHbI HA BCHO MONYMALMIO NALMEHTOB C remodounueid A, nosnyvarLmx
Tepanuio PeKOMOMHAHTHBIMI NpenapaTtamu, 1 N03BOMNAN OLEHUTL SKOHOMN-
4eCKOe BNUAHNE NEPEKIOYEHNS NALNEHTOB C 0AHON TEXHONOMAN HA APYTYHO.

[MpoBefeHHbI B paMKax NpPecTaBieHHOr0 UCCNeaoBaHus aHannus ag-
(heKTMBHOCTU M 6E30MACHOCTI NO3BONWA BbISBUTL U CAOPMYNNPOBATL PAL,
OCHOBHbIX Pa3nn4uii MeXay W3y4aembIMu npenaparamii C TOYKU 3PeHUs
(hapmMakoKMHETUKN, NOTPEBNEHUS U UMMYHOrEHHOCTW. Mony4YeHHble pesynb-
TaTbl NPEACTaBNEHbI HA PUCYHKE 2.

OrcyrcTBue
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PucyHok 1. CTpyKTypa MOZENY OLeHKN BANAHNS HA 6I0[PKET NPUMEHEHNs peKoMONHaHTHbIX dhakTopos VI y nauneHToB ¢ remodunueir A.
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Heavy Chain Light Chain Heavy Chain Light Chain
dapmakokuHeTHka
* B ony6/1MKOBaHHOM MeTa-aHanun3e 6bi10 OTPaXKeHO, YTO CPeAHUI Mepuoa, UmmyHorenHocTs

nonysbiBegeHus FL-rFVIII coctasnseT 14.3 yacos, a BDD-rFVIII - 11.3 yacos (Gruppo
2003)

* Ha OCHOBaHMM 3TOr0 paccymTaHo, Yto Tpebyetca 8 2.53 pasa 6osblwe BDD-rFVIII gas
pocTvxeHns yposHsa FVIII IME/aeumnnTp npy CNonb30BaHMM CXEMbI Tepanum ¢
npuemom npenapaTos 3 pa3a B Heaento (pa3 B 72 4aca) no cpasHeHuto ¢ FL-rFVIII

(Johnston 2012)

* CucTemaTnyecKuii 0630p IMTEpaTypbl M MeTa-aHa M3 NoKasa, YTo BEPOATHOCTb
BO3HMKHOBEHUA MHTMBMTOPOB Npy Tepanuu BDD-rFVIIl coctasnsaeT 0.019, a npu
Tepanuu FL-rFVIII - 0.010 (Xi 2013)
® BbifBNeHHaA pa3HMLia B UMMYHOTeHHOCTM He AB/IATCA CTAaTUCTUYECKU JOCTOBEPHOI

(Xi 2013)

T

lotpe6nexne
© [poseseHwue NnpodunakTuyeckoi Tepanum npenapatamu BDD-rFVIII TpebyeT 60/1ee BbICOKOM A03UPOBKM Npenapata no cpasHeruto ¢ FL-rFVII (Gruppo et al 2003)
® Bosee BbICOKMI PUCK BOSHUKHOBEHMA MHIMBUTOPA Npu Tepanuu BDD-rFVIII moxeT npuBecTv K LONONHUTENbHOMY NpoBeaeHunio UAT 1 HasHauYeHMIo LWYHTUPYIOLLMX NpenapaTos

3arparbi
® Bonee BbicOKas f03npoBKka BDD-rFVIII npu nposegeHnm npodunaktvku n 6onee BbICOKMUIA PUCK BOSHUKHOBEHUA MHIMBUTOPOB No cpaBHeHuio ¢ FL-rFVIII moskeT npusecTty K
MOBbILIEHUIO PACX0A0BaHNA 6loKeTa Ha Tepanuio NaLMeHToB ¢ remopuamein A

PucyHoK 2. Pesynbratbl aHanu3a 3apheKTUBHOCTU 1 6e30MACHOCTU NOMHOLENOYEYHbIX PEKOMOUHAHTHBIX (PAKTOPOB 1 PEKOMOMHAHTHBIX (DAKTOPOB C yAaneHHbIM B-fomeHoM.

C TOYKM 3peHns (hapMaKOKUHETIKM, HENOCPeACTBEHHO BIUAOLLEN HA KNK-
HUYECKNe CBONCTBA Npenapara, 6biu BbISBAEHbI CleaytoLne 0CO6EHHOCTH:

B ony6n1KoBaHHOM MeTa-aHanu3e 6b110 OTPAXKEHO, YTO CPEAHNIA Nepu-
OA NONyBbIBEAEHNS NONHOLENOYEYHbIX (PakTopoB cocTaBnseT 14.3 4acos, a
(hakTopoB ¢ yaaneHHbIM B-gomeHom — 11.3 yacos [13]

» Ha ocHOBaHUM 3TOr0 paccynTaHo, YTo Tpebyetcs B 2.53 pasza 6onblue
(hakTOPOB C yHaneHHbIM B-gomeHom Ans pocTtvxeHus yposHs daktopa VIl
1ME/geunnutp npu MCnonb30BaHUM CXeMbl TEPaNV ¢ NPUEMOM NpenapaTos
3 pasa B Hefjento (pas B 72 4aca) no CPaBHEHWIO C NOSTHOLEN0Ye4YHbIMM (haK-
Topamu [14]

C TOYKM 3PEHUS UMMYHOTEHHOCTI OblNN BbISIBNEHbI CEAYHOLLME OCHOB-
Hble pasnnyms:

» Cuctematnyecknii 0630p nuTepaTypbl M MeTa-aHanu3 nokasasn, 4To
BEPOSATHOCTb BO3HMKHOBEHUS MHIMOUTOPOB Npu Tepanun hakTopamm ¢ yaa-
neHHbIM B-gomeHom coctasnset 0.019, a npu Tepanum NOAHOLENOYeYHbIMM
thaktopamu — 0.010 B rog B NONynsUmMmM paHee Nie4eHHbIX NauneHToB [15]

« [laHHbIi nokasaTenb B Mecal, coctaBun 0.000837 1 0.001597 ansa non-
HOLIeNno4e4HbIX ()akTOPOB M (haKTOPOB C yAaneHHbIM B-foMeHOM COOTBET-
CTBEHHO

* BbIfiBNEHHas pasHuua B UMMYHOTEHHOCTW He ABMSETCA CTaTUCTUYECKN
[0CTOBEPHOM [15]

Takxxe [aHHble Npenapatbl ObIN PACCMOTPEHbI C TOYKM 3PEHIUS 0COBEH-
HOCTEl NPUMEHEHUS, K KOTOPbIM OblfM OTHECEHDBI CNEAYIOLLME:

« MpoBefeHne npodhunakTuyeckoin Tepanun npenaparamu cakropa Vill
C yaaneHHbIM B-fomeHom TpebyeT 60mee BbICOKOro noTpebneHns npenapara
M0 CPABHEHWIO C NOMTHOLeNoYeYHbIMM hakTopamm [13]

« bonee BbICOKMI PUCK BO3HKHOBEHNA MHIMOUTOPA NPy Tepanuin hakTo-
pamu ¢ yaaneHHbiM B-gomeHom TpebyeT AononHuTeNibHOro nposegeHus AT
1 HA3HAYEHNS LUYHTUPYIOLLNX NpenapaTos

lMokazatensmn 3)HeKTUBHOCTH, BKITOYEHHbIMW B NMPOBEAEHHbI HamMm
aHanua, ABNANMCb 4acToTa KPOBOTEYEHWIA NPW pPeXxnmax Tepanuu «no Tpe-
60BaHMIO» 1 «NPOGIMNAKTMKA» NPU NPUMEHEHUN NpPenapaToB CPpaBHeHWs, a
nokasarensmu 6e30MacHOCTH - BEPOATHOCTb Pa3BUTUS UHTMOUTOPOB ANS Ka-
XOO0M 13 TexHonornit. Kputepun adhekTBHOCTU 1 6€30MacHOCTH, a TaKxXe
MCTOYHMKI [JaHHbIX, NpefcTaBneHbl B Tabnnue 1.

AHann3 nuTepatypbl BbISIBUM, YTO 4acTOTA KPOBOTEYEHUI MpU Tepanun
N0 TPe6OBaHMK MeXy U3y4aeMbIMN TEXHONOrMAMU He OTNYaeTcs. B 10 xe
BPEMS Npu NPOCMNAKTUHECKOM PeXMUME TEPanni 4acToTa KPOBOTEYEHUI OT-
NINYAETCA: AN NONHOLEN0YeYHbIX hakTopoB OHa cocTasnsieT 0.55 B mecsl, a
Ans hakTopoB C yaaneHHbIM B-gomenom — 1.4 B mecsy, (ucxoas u3 6.6 n 16.8
KPOBOTEYEHUIA B 1o} COOTBETCTBEHHO) [13].

Tabnuua 1. Mokasatenn aghchekTMBHOCTM M Ge30NACHOCTH, MCNONb30BaH-
Hbl€ B XO/i€ NPOBEJEHUA UCCIIeA0BAHMUS.

PekombuHaHTHbIE (haKTOpbI YposeHb
cBepTbiBanus kposu VIl [l0Ka3a-
lMokasarenb Lo TENbHOCTH U
nonHo- | ¢ yAanexHbiv | ABHHBIX | oo oy
LienoYeyHble | B-gomeHoMm HOCTH
YactoTa
KpoBoTeYe- ExxerogHas vyactota
HUI B MecsL, 2.7 2.7 KPOBOTEYEHUI, paBHas
(pexxum no 32.3¢
TPe60BaAHUIO)
YacToTa KpoBoOTE-
YeHUI B MecsL 0.55 1.4 irtuflpﬂg? 1A
(npodhunakTika) ’
BepoatHoCTb
NosiBNEHNA
VHrMOUTOPOB lorio A et
Yy paHee 0.007934 0.007934 al. [16] IA
HeneyeHblx '
NawmneHTOB,
B Mecal,
BeposTHoCTb
nosiBneHNs
MHrM6UTOPOB 0.000837 0.001597 Xi M et al. A
Yy paHee neyeHbIx [15]
NaLyneHToB,
B MecsL

* CpefiHee Y1CNI0 KPOBOTEYEHWI Y OAHOTO GOMILHOTO C TAXENON hopMOii remocpunmeii A 6bino pac-
CYMTAHO Ha OCHOBAHIW Pe3ynbTaTos 4 kpynHbIx nccnegosaqnii (Miners AH et al 1998, Schramm W
et al 2002, Tagliaferri A et al 2008 1 Valentino LA 2012) n coctasuno okono 32,3 B rog.

BmecTe ¢ aTUM CcneflyeT 0TMETUTb, YTO B MeTa-aHannse Gruppo RA et al.
YCTAHOBJIEHO, 4TO NPOBELEHNE B TEYEHUE rofa NpoMUNaKTUYECcKO Tepanum
npenapatamu ¢ yAaneHHbIM B-A0MEHOM BeLET K YBENUYEHWUO NOTPe6eHus
npenapara Ha 36% no CpaBHEHUH C MOMHOLENOYEYHbIMYU NpenapaTami, YTo
TaKXXe OKa3blBAET BIUAHME HA 06LLNA BIOJKET Tepanui NaLuMeHToB C remo-
tpunuein A [13].




POCCHUIMCKHUE UCCJIEJIOBAHIUS

DapMaKoIKOHOMHKA
JICOpUA 1 NpaKniuka

P

MapameTpbl NONYNALMNA NALMEHTOB M HA3HAYEHWE NPEnapaToB B pasnny-
HbIX PEeXMMax Tepanuu, NCMob30BaHHbIE B X0A€ aHann3a, NpeACcTaBNeHbl B
Tabnuue 2. MNepsblit CTON6EL, TabNNLbI 0TO6PAXAET NapameTp, BTOPOA CTON-
6ew — ero 6a30B0e YNUCIIOBOE BbIPAXKEHNE.

Tabnuua 2. MapameTpbl NONYNALUKA NALUMEHTOB U HA3HAYAEMOWN Tepanuw,
MCNONb30BaHHbIE B XOi€ aHANKU3a 3aTpar (Ha OCHOBAHWM OTKPbITbIX AaH-
HbIX heiepanbHoi cTaTucTuku n MunuctepeTea 3apaBooxpaHenus PO, a
TaKXe UCXOAA U3 AaHHbIX IKCNEPTOB).

JaHHbIX: nerkoe kposoteyenue 20-40 ME/kr n remaptpos - 30-60 ME/kr. Ta-
KUM 06pa3omM, B Ka4yeCTBe CpefHero 3HadeHus ob110 npuato 30 ME/Kr.

Heo6xo41MMOCTb MOBbILLEHUA [03UPOBKM NpenaparoB C YyAaNeHHbIM
B-fomeHOM npu npoBefeHnn NPonnakTUHeCKoil Tepanuu 0CHOBbIBaNAach Ha
JaHHbIX MeTa-aHanu3a Gruppo RA et al. [13].

lpeacTasnexHble napameTpbl 3EEKTUBHOCTU U 6E30MACHOCTU TEXHO-
NI0rMI BbINN UCMONBb30BAHLI ANS OLEHKW 06LLEe CTOMMOCTY Tepanun nauyu-
€HTOB M [JaNibHENLLEN OLEHKN BRMAHUSA Ha OG0KeT. [ony4eHHble cpeaHue
3aTpathbl Ha BefieHNe OJHOro CPeAHecTaTUCTUYECKOro NnauneHTa B rof npeg-
CTaBJeHbl B Tabnuue 4.

Bce mpuBeaeHHble napamMeTpbl NCMONb30BANUCL ANs aHann3a 3arpar 1
NO3BONMIN BbIIBUTL CPEAHME UTOrOBbIE 3aTPaThl HA BEfIEHNE NALMEHTA C MNC-
Nonb30BaHNEM MOHOLENOYEYHbIX NPenapaToB 1 NpenapatoB C yAaneHHbIM
B-[,0MeHOM C y4eTOM N10KaNibHbIX 0COOEHHOCTE.

lpu ougHKe 3aTpaT Ha MECAYHbINA N FOAO0BOI KypChl TEpanuii NaLMeHToB
¢ remochunuein A 6bIn1 UCNONb30BAHbI CPEeAHNE A03MPOBKM NPenaparos co-
TM1aCHO HCTPYKLMAM MO NPUMEHEHIIO, YKa3aHHble B Tabnuue 3.

Tabnuua 3. [lo3MpoBKM Npenaparos, UCNONb30BAHHBIE B UCC/IEA0BAHMN.

Pexum Tepanuu [lo3upoBka

Mo Tpe6oBanuio

FL-rFVIIl no Tpe6osanuio - ME/Kr maccs! Tena 30
BDD-rFVIIl no Tpe6oBanuto - ME/Kr macchl Tena 30
FL-rFVIIl no TpeboBaHuto - YUCNO BBEAEHWIA Ha KDOBOTEYEHNE 1.25
BDD-rFVIII no Tpe6oBaHmto - YuCno BBELAEHWIA HA KPOBOTEYEHME 1.25
FL-rFVIIl no Tpe6oBaHuio - 4acToTa KpOBOTEYEHNIA B MeCsLL 2.7
BDD-rFVIIl no Tpe6oBaHuio - 4acToTa KPOBOTEHEHNIA B MECSLL 2.7
Mpochunaktuka

FL-rFVIIl npochunaktuka - notpeénexue (ME/kr/mecsL) 260
BDD-rFVIIl npodhunaktuka - % noebiwweHns 1o3bl [14] 36.0%
BDD-rFVIIl npodounaktuka - notpe6bnenne (ME/kr/mecsuy) 354
FL-rFVIIl npochmnakTika - 4acTota KpoBoTe4eHui B Mecsi [14] 0.55
BDD-rFVIIl npodhunakTtyika - 4actoTa KpOBOTEYEHMNIA B MecsL 1.4

CornacHo nHcTpykumam npenapatos MHH oktokor anbcha (TH Angeir,
PekomobuHat, KoreHainT ®C) n mopokTtokor ansda (TH OkTodpaktop, Pe-
(hakto AD), 403MPOBKA HA KYNMPOBAHWE OAHOr0 KPOBOTEYEHMS [LN1S BCEX
9TMX NpenaparoB COMOCTABMMA W PACCHUTLIBAETCA UCXOAA U3 CRNEAYHOLLMX

Napamerp sokagarens
Tabnuua 4. 3atpatbl Ha BeIEHUE OJHOr0 CPEAHECTAaTUCTUYECKOrO Nawu-
MapameTpb! nonynsAuUM NauneHTos €HTa C UCNONb30BaHUEM PEKOMOMHAHTHBIX NPEnapartos B roA.
B3pocnbie naumenTsl, % 50.0 lMonHouenoveyHble dakTopbl CBEPTHIBA-
MauneHTbl LETCKOrO 1 NOAPOCTKOBOr0 BO3pacTa, % 50.0 Mpenapar (haKTOpb CBEPTLIBA- HI1 KPOBI C yAQneH-
Hus kposn VI HbIM B-goMeHOM
PaHee He neyeHble NaLMeHTbl, 9 7
a % 5 Croumocts 1 ME* 11.86 py6. 11.27 pyo6.
PaHee neyeHble nauneHTsbl, % 94.3 P eKOMOUHAHTHbIE
Bec B3pOCIIOro NALMeHTa, KT 70.0 chakTops VIII 1369 357 py6. 1723 650 pyo.
Bec pebeHka, paHee nosy4asLUero Jie4eHue, Kr 35.0 T 213 594 py6. 393 188 py6.
Bec pebeHKa, paHee He NOy4aBLIEro NeYeHNe, K 14.0 LLyHTUpytoLLme npe- 0 py6.** 0 py6.**
MapameTpbl Ha3xayeHus npenaparos FVIII naparel ' -
B3apocnble nauneHTsl, Tepanus no Tpe6oBaHuio, % 59.0 uror 1582 951 py6. 2116 838 pyo.
*B aHann3e ncnonb3oBanack huHanbHas LeHa degepanbHoro Tenaepa 2015 roga 6e3
B3pocribie nauvenTbl, NpocunakTua, % 41.0 HAC ana  copmbi Beinycka 1 000 ME kak Hanbonee 4acto notpebnsemoii B P®.
[leTvt 1 NOAPOCTKM, Tepanus no Tpe6oBaHuto, % 30.0 **[ONyLLIEHE - B PaMKax rOpU30HTa, paBHOro 1 rofy, B MoNynALMN NaLNeHTOB, paBHOM 1
200, Tepanus NIAT 6ynet achcpexTneHa B 100% cnyyaes.
[letn n noapocTku, npocunaktnka, % 70.0
LyHTHpyIowWwas Tepanus C Lenbto onpeaeneHns BAMAHNS Ha GIOAKET CUCTEMbI snpasooxpaHeHw?
. nepektoYeHNs NaLMeHTOB ¢ 04HOr0 PEKOMOWHAHTHOrO Npenapara Ha Apyrom
anTakor anba, % 50 Hamu 6bInV CMOJIENMPOBAHbI 2 CUTYALN:
AHTUNHIUGUTOPHBI KOATyNAHTHBIA KOMNNEKC, % 50 * OI0PKET NporpamMmbl «7 Hozosornii», npu kotopom 100% nauneHToB

rnosly4anu TonbKo nonHoLenoyeyHble daxtops! VIII;

* OIODKET NPOrpaMMbl «7 HO30/10MUIA», B KOTOPYHO ObIN BKNHOYEH (DAKTOP
C yHaneHHbIM B-40OMEHOM, W npu KOTOPOM ONpefeneHHas A0Ns NauueHToB
6Obl1a NepeBefeHbl Ha HOBYHO Tepanuio.

Monynaumus NauneHToB, NOMyYaKOLLMX TePanuio PeKOMOUHAHTHBIMM Npe-
naparamu, coctasuna nopsagka 1 200 nayueHToB, n3 KOTopbix 50% npuxoaun-
N0Cb Ha AeTei N NOAPOCTKOB.

PesynbraTbl aHanu3a BAUAHUSA Ha OIOKET NPeCTaBfeHbl Ha PUCYHKeE 3.

[Mpwn TeHOEPHOI CTOUMOCTM MOSHOLEN0Y€eYHbIX (DAKTOPOB, paBHoii 11,86
py6. 3a ME, cymmapHble 3aTpatbl Ha MOAENMPYEMYIO NONYMALMIO NALMEHTOB
C Y4€TOM pacnpegesieHns NauneHToB no TUnam Tepanuu, a Takke ¢ y4eToM
ee 9(hheKTUBHOCTI N 6€30MaACHOCTI NPK NPOBEAEHMN NPOCUNAKTUKIA MOJI-
HOLenoYe4HbIMK hakTopamn B rog coctasunu nopsaka 1 mnpa. 900 py6.
Mogenupyemblit 610LKeT ¢ y4eTom nepesoaa 50% naureHToB Ha DaKTOpbI C
yaaneHHbIM B-gomerom npu ctoumoctu ME, pasHoi 11,27 py6., B CBOHO 04e-
penpb npesbicut 610mKeT npu 100% noTpe6bneHnn NOHOLLENOYeYHbIX (haKTo-
poB Ha 17% wn coctaBuT 2 mnpA. 220 mnH. py6. Mepesog 100% naumeHToB
B CBOK 04epedb NOTpe6yeT AONOSHNTENbHbIX 3aTpaT B 06beme 640,6 MAH.
py6. unu noBbiweHns Ha 34%.

Takum 06pa3om, NPUMEHEHNe Npenapata OKTOKOr anba ang Tepanuu
nauneHToB ¢ remocpunmneii A B pamkax nporpamMmmbl «7 HO30M10MUN» Kak C y4e-
TOM CpeAHel 3aperucTpupoBaHHOA CTOUMOCTM 1 MEXAYHAPOLHON eUHMLbI,
TaK 1 C Y4eTOM MCTOpUI (DUHANbHBIX TeHAEPHbIX LeH 2014 roga sBnsetcs
9KOHOMMYECKN Lienecoo6pasHbiM 1 NO3BOANT JOCTUYb Haubosee ONTUMab-
HOr0 PacxofoBaHNA 6IOLKETHBIX CPELCTB.

3AKJIHOYEHUE

1. CymmapHble 3aTparbl Ha BefieHe OLHOM0 NaLyMeHTa C UCNOoNb30BaHM-
em nonHovenoyeyHoro chaktopa ceeptoianus VI (MHH okTokor anba) ¢
Y4eTOM TEeHZEPHOI cToumocTi 1 mexayHaponHon eauuuibl 11,86 py6. co-
crasnatot 1 582 951 py6. B rod, a npu UCNoMbL30BaHNN (hAKTOPOB C yAaNeH-
HbIM B-fomenom (MHH mopokTokor anba) npu TeHaepHoin ctoumoctn 1 ME
11,27 py6. - 2 116 838 py6. B rog.

2. PasHuua ctoMmocty Tepanui nauueHToB 06YCroBneHa 6onee HU3-
KOW BEPOATHOCTbIO 06Pa30BaHNA WHTMOUTOPOB U KNNHWYECKM [OKa3aHHbIM
CHUKEHUEM YaCcTOTbl KPOBOTEYEHUA NPU MPOBEAEHUM NPODUNAKTNHECKON
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PucyHok 3. Peaynbratbl aHannaa BnusHMs Ha 610KeT ¢ y4eTom TekyLero 100% noTpe6neHns noaHoLenoyeyHbIx hakTopos 1 nepeBoaa pasnmyHom 40K NaLuneHToB Ha BKNKOYeHHbIe B 2014

rofly B Nporpammy «7 HO30M0Mi» (aKTOPbI C yAANEHHbIM B-1oMeHoM.

Tepanuu npu UCNob30BaHUKN NOHOLLEN0Ye4HbIX (DAKTOPOB, a Takxe 6onee
BbICOKMM NOTpe6/eHnemM (hakTopoB ¢ yaaneHHbIM B-gomeHom ans agpdoek-
TWUBHOII NPOPUNAKTIKI KDOBOTEHEHWIA.

3. Tpn mogenupoBaHun 6Grogketa Ha nonynauuio 1 200 nauueHTos,
MPUHUMAIOLLNX TONbKO MOMHOLIEN0YeYHbIe (hakTopbl, CyMMapHble 3aTpathbl
coctasunu nopsaka 1 mapg. 900 miH. py6. npu yKasaHHO TeHAEPHON LiEHe.

4. Mpn mofennpoBaHny 6ropKeTa Ans NeveHns aToN xKe nonynsauum ¢
yqeToM nepesofa 50% nauueHTOB Ha Tepanuio (hakTopamu C yAaaeHHbIM
B-nomeHom notpebyeTcsa nosbileHue 6r0mketa 4o 2 mnpa. 220 miH. pyé.
nnn Ha 17%.

5. Mepesog 100% nauneHTOB B CBOK 04epedb NoTpebyeT [LONONHUTENb-
HbIX 3aTpat B 06beme 640,6 MnH. py6. unu 34% otHocuTenbHo 100% npume-
HEHNS NONTHOLLEN04e4HbIX (DAKTOPOB.
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pUTOpUANbHON Nporpamme 0653aTeNbHOr0 MEAULMHCKOrO CTPAX0BAHNSA r0-
poaa Mocksbl Ha 2014 rog u Ha nnaHoBbIi nepuog 2015 1 2016 ropos ot 25
nekabps 2013 roga.

22. ®epepanbHbin 3akoH Poccuiickoin ®epepaunu ot 12 anpens 2010 r. N
61-03 «06 06paLLieHN NEKAPCTBEHHbIX CPEACTB>.




