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IKOHOMMYECKIIT aHAIN3 MPUMEHEHNS TeKaPCTBEHHBIX
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Aunortanus. AkmyanvHocmy. Tepanus remodwnnu A, B u 6onesun Bunnebpanna nmposogutcs mo nporpamme 14 B3H 3a
CYET UCIOIb30BaHNS (efilepaTbHBIX OI0KETHBIX CPeACTB. PacTéT ncronpsoBanme pUHAHCHPOBAHMUSA B COOTBETCTBUY C POCTOM
oburero uncia nanueHToB. B 2022 roxy 66110 BbIAENEHO 85,99 MIIpH py6Ieii, YTO COOTBETCTBYET yBeINIeHNIO (PMHAHCUPOBAHNU
B 1,5 pasa mo cpaBHeHuwo ¢ 2018 rogom. Ienv uccnedosanus 3axmodanach B IpOBefeHNI SKOHOMIUYECKOTO aHaMn3a mpume-
HEHUsI JIEKapCTBEHHBIX IIpernaparoB ajsi Tepanuu remodunuu A, B u 6omesun Bunnebpanna. Memodwvt. Matepuanamu fiis
aHa/IM3a MOCIY>KIWIN pexxnM fosuposanst JIIT, BBIOpaHHBI Ha OCHOBE KIMHNYIECKUX peKoMeHpanuii, Hamnaue JIIT B mporpam-
Me 14 B3H, a taxoke nenbl Ha JIIT us [ocymapcTBeHHOro peecTpa NpefenbHbIX OTITYCKHBIX IieH Ha npenaparsl JKHBJIII. Boina
IIpOBefieHa Ol[eHKa 3aTpaT Ha CXeMbl MPO(MIaKTUKY U TedeHus mo TpeboBanuio remobunnn A, B u 6omesun Bunnebpanaa
COIVIACHO K/IMHMYECKUM peKoMeHmaumsaM mis kaxaoro MHH no Bcem toprosbiM HaumeHoBanusM (TH). Pesynvmamur. [Jns
remodunnnu A xonmdectBo npencrasaeHHbix JIIT mo MHH cocraBnsier 7 HaumenoBaunit; TH — 14; u3 HUX mpefcTaB/IeHO OT-
e4eCTBeHHbIX IpemapaToB — 1. MunnmanbHas ctonmocts JIIT s npodumaktuku cocrasisier 2584764,00 py6. Koaiir-[IBU
(Ipudons Tepambiotukc JIJIC, CIITA), a makcumanbHas — 9955517,21 py6. Axseitt (Takena Manydexuypunr AT, ABctpus).
s remodumuu B konnuectso npencrasnero JIIT — 2 MHH; TH — 6; otedecTBeHHBIX TpenapatoB — 2. MuHuManbHast CTOU-
MocTb — 1559376,00 py6. VinnonadakTop (AO «Ienepuym», Poccust), makcumanpHas — 3079319,88 py6. Ha rogoBoit Kypc mpo-
¢unaxryky JIIT Vimmynus (Takena Manydexaypunr, Apctpust). Iyt KyIMpOoBaHUs KPOBOTEUEHNIT y MALIMEHTOB C MHIMOUTOP-
HOIT POPMOIT MICIIONB3YIOT aH TUMHIMOMTOPHBII KOATY/ISIHTHBI KoMInTeKe (Deitba, ABCTpst), KOTOPOTro HEOOXOAUMO B CpeHEM
9100 EJI Ha 1 manumeHTa, a CpefHs;s CTOMMOCTD IpuMeHeHus: — 430863,52 py6. nnu antakor anbda (akrusruposanHbsiit) (Ko-
arnn-VII, Poccust) mpyu MHOTOKpaTHOM BBeJieHNN MALVEHTY 6 pas B CyTKM — MaKCUMa/bHas CTOMMOCTb — 2739803,64 py6.
VIV OJHOKPATHO B CyTKU — 293550,35 py6. 3axntouenue. B cTpyKType eKapCTBEHHOrO 0OecIedeHNs MaleHTOB ¢ reModu-
nueit otedectBeHHble JIIT mpencraBiens! B KomdecTBe 5 HanMeHoBaHuit: OxTodaxTop (AO «lenepmym», Poccust); Arembun
B (OI'BY «HMMII remaronorum» Munsapasa Poccun, Poccust) u Vnnonadakrop (AO «Tenepuym», Poccus); ApnoCasen
(00O «IICK ®apma» Poccust) u Koarnn-VII (AO «3c¢ Ixu Buotex», Poccns). st Tepanuu 6onesun Bunnebpanna otede-
crBeHHbIe JIII oTCyTCTBYIOT.

KiroueBsie cmoBa: remodusi; 60me3sub Buebpanya; 9KOHOMUYeCKuit aHanmu3 Tepanny; opdanHble 3a607€BaHNs; OLjeHKa
3aTpar Ha TepaInio; CTPyKTypa TeKapCTBEHHOTo obecredeHns reMoIINi; OTedeCTBEHHbIE TeKapCTBEHHbIE IPEapaThl; OLleH-
Ka TeXHOJIOT M1 3/[paBOOXPaHEHNsA
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Economic analysis of the use of drugs for the treatment of hemophilia A, B and Willebrand's disease
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Abstract. Relevance. Therapy of hemophilia A, B and Willebrand's disease is carried out under the program of 14 VZN due to
the use of federal budget funds. The use of funding is increasing in line with the growth of the total number of patients. In 2022,
85.99 billion rubles were allocated, which corresponds to a 1.5-fold increase in funding compared to 2018. The aim of the study
was to conduct an economic analysis of the use of drugs for the therapy of hemophilia A, B and Willebrand's disease. Methods.
The materials for the analysis were the dosing regimen of LPs selected on the basis of clinical recommendations, the availability of
LPs in the 14 VZN program, and the prices for LPs from the State Register of maximum selling prices for VED drugs. Costs of on-
demand prophylaxis and treatment regimens for hemophilia A, B and Willebrand's disease according to clinical recommendations
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for each INN for all trade names (TN) were assessed. Results. For hemophilia A the number of submitted drugs by INN is 7;
IN — 14; of them domestic drugs were submitted — 1. The minimum cost of LPs for prophylaxis is 2584764,00 rubles. Coit-DVI
(Grifols Therapeutics LLC, USA), and the maximum cost is RUR 9,955,517.21. Advait (Takeda Manufacturing AG, Austria). For
hemophilia B, the number of represented PL — 2 INN; INN — 6; domestic drugs — 2. The minimum cost is RUR 1,559,376.00.
Innonafactor (AO Generium, Russia), maximum — 3079319,88 rubles for a year course of prophylaxis LP Immunin (Takeda
Manufacturing, Austria). To stop bleeding in patients with inhibitor form use anti-inhibitor coagulant complex (Feiba, Austria),
which is necessary on average 9100 units per 1 patient, and the average cost of application — 430863,52 rubles or eptacog alpha
(activated) (Coagil-VII, Russia) at multiple administration to the patient 6 times a day — maximum cost — 2739803,64 rubles
or once a day — 293550,35 rubles. Conclusion. In the structure of drug supply for patients with hemophilia, domestic drugs
are represented by 5 names: Octofactor (JSC "Generium", Russia); Agemfil B (FGBU "NMIC Hematology" of the Ministry of
Health of Russia, Russia) and Innonafactor (JSC "Generium", Russia); ArioSaven (LLC "PSK Pharma", Russia) and Coagil-VII
(JSC "SG Biotech", Russia). There are no domestic drugs available for the therapy of Willebrand's disease.

Keywords: hemophilia; Willebrand's disease; economic analysis of therapy; orphan diseases; estimation of therapy costs;
structure of hemophilia drug supply; domestic drugs; evaluation of health care technologies.
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Beenenne / Introduction pOBaHue yBeMMIMIOCh 10 85,99 Mypz py6redi, 4To cooT-
BETCTBYeT yBelueHuo B 1,5 pasa (puc. 2) [4].

B HacTosmIee BpeMs TepanusA reMo(uIny IpoBOANT-
Csl B COOTBETCTBUY C KIIMHNYECKUMM PeKOMEeHJALVsMI,
yTBep>Ka€HHbIMM B 2023 roay [1].

Ilo pmocTaTOYHO pefKoil pacHpOCTPAaHEHHOCTU 3a-
Oonesannsa B obmert momymanym (1:10000 HaceneHys)
reMOQVINIO OTHOCAT K Ipymme oppaHHbIX (pefKix) 3a-
6oneBanmit. [loporocrosiiiee edeHne MalyueHToB 0be-
CIIeYMBaeTCsl TOCYAAPCTBEHHON IPOrPaMMOil IbIOTHO-
ro obecrieyeHy s B aMOy/IaTOPHBIX YC/IOBVAX AIVIEHTOB,
CTpafIaloIMX PEAKVMIU ¥ BBICOKO3ATPATHBIMM HO307IO0-
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rusamu (c 2020 r. — 14 B3H) [2].

Bxrouenne B mporpammy 14 B3H remo¢umun mo-
3BOJIAET IPEOCTABUTD MAL[IeHTaM JJOCTYII K HeOOXOoA -
MOJ1 3aMeCTUTENbHOI Tepanuy COBpeMEeHHBIMU JeKap-
crBeHHbIMU Tpenapatamu (JIIT) dakTopoB cBepTbhIBa-
HIA KPOBU HAa yPOBHE, COOTBETCTBYIOLEM II0Ka3aTe/AM
PasBUTBIX CTPaH, YTO IO3BOJNAET YIYYLIUTH IPOTHO3
TeyeHNA 3a00/IeBaHNA U TOBBICUTD KaueCTBO >KI3HM Ha-
cenenus [3].

Heo6xoaMo OTMETHTD, YTO eXEerOZHO 0b1ee YnciIo
MAIeHTOB, HaXo#Amuxcs B peectpe 14 B3H, yBennun-
BaeTcs. 3a MOC/IeHNE IIATD JIeT KOMMYeCTBO IallYieHTOB
BO3pocio Ha 28,93%, a BMecTe C 9TUM BO3HMK/IA HE06-
XOAVIMOCTb B yBelMn4eHUM (MHAHCHPOBAHUA Tepanuu
Takux nanyenTos (puc. 1) [4].

JIMHaMMKa MCIONb30BaHNA (GUHAHCUPOBAHUA B CO-
OTBETCTBMU C POCTOM OOIIEro Yyca MalieHTOB SBJIA-
eTCs OCHOBHBIM IIOKa3aTeleM JI/IS1 OLEHKU MCIIO/Ib30-
BaHMs OIO/PKETHBIX CpefiCTB 1o mporpamme 14 B3H. B
2018 rogy rocymapcTBO BBIAIETANO 56,83 Miipp py6iieit Ha
JaHHYIO TpynIy 3aboneBaHui, a yxe B 2022 ¢puHaHCcu-

Tona

Puc. 1. Obmee komr4ecTBO HmalyeHTOB B peectpe 14 B3H
¢ 2018 mo 2022 roma

Fig. 1. The total number of patients in the registry of 14 VZN
from 2018 to 2022
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Puc. 2. O6mee ¢puraHCHpOBaHMe nporpaMmel 14 B3H ¢ 2018
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Fig. 2. Total financing of the 14 VZN program from 2018 to
2022
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Jlona mManyeHToB, MOMTYYAIOWMX Tepamno reModu-
mu A, B w 6onesun Bunnebpanna, B 2022 ropy co-
craBuia 4,77% oT 00Lero YMC/Ia MAleHTOB, BXOMAIIX
B ¢enmepanbubit peectp B3H. IIpu satom ¢unancupo-
BaHye reMouau B 2022 ropy coctaBuio 21,55 mipn
py6eit mnn 25,06% ot ob1ieit crouMocTy 3asgBKu B3H.

CorlacHO KIMHUYECKUM pPeKOMeHJAlMAM (HOPMBI
reMopuIny MO CTENEHV TSDKECTH KIacCUPUIVIPYIOT
Ha JIETKYIO, CPEHETDKENYI0 U TDKENMYI0, 6asupyach Ha
aKTUBHOCTM (paKTOpOB cBepThIBaHMA KpoBU (B %) VIII
(FVII) n IX (FIX). ¥V manmeHTOB CO CpemHETSIKENON
(1-5%) n TspKéNO0I (<1%) hopmamu remodunmny HabIIO-
HAIOTCSA MPENMYILECTBEHHO 3MM30/[bl CTIOHTAHHOTO KPO-
BOTEYEHM WIM KPOBOTEUEHNA IIPY HEe3HAYNMTEeTbHOI
TpaBMe (IIPeVMYILIeCTBEHHO IeMapTPO3bl M TeMaTOMBI
MATKUX TKaHell pa3MUYHbIX ToKanusanuii) [1].

CTaHgapTOM MeJVIIVHCKON MOMOIIM [/ Je4eHNs
U IpOUIAKTUKY KPOBOTEUEHMIT U MX OC/IOXKHEHUI! sIB-
NAeTCA MoAfepKaHMe afleKBaTHOTO YPOBHS aKTUBHOCTH
(dakTopa CBEPTBIBAHUA KPOBM IIyTEM INEPUOANIECKOTO
BHYTPUBEHHOTO BBeJeHNSA HeOOXOAVMON KOHIIeHTpa-
. [TaleHThl TOTyYaloT MeAMKaMEHTO3HYI0 TePAINIo
B BIJie IPODWIAKTUKY MM B BUJie JIe4eHNs 110 TpeboBa-
HUIO ISl KYIIMPOBaHMUA 3MU30[0B KpoBoTedeHui. [na
HALMeHTOB C TSDKENOoI GopMOit KpoBOTeUeHMsI IPou-
JIAKTUYeCKOe JIeUeHMe ABJIAeTCA CTAH/[apPTOM Tepamlum
[5]. IIpu oTcyTcTBMM HEOOXOAMMON JIeKapCTBEHHON
Tepanuu y Nal¥eHToB ¢ reMouneil A HacTymaeT paH-
HAA UHBAMUAN3ALNA, @ TPOJIO/DKUTENbHOCTD SKU3HM He
npessiiraet 30-40 et [6].

ITens manuoit pa6orsl / The purpose of this work
3aKJII0Ya/Iach B IIPOBEJEHNN SKOHOMIYECKOTO aHajM3a
IIPUMeHEeH)s IeKapCTBEHHBIX IIPeNapaToB I Tepanun
remoumuu A, B v 6onesuu Bunnebpanpa.

Marepuansl u Metonsl / Materials and methods

B xope mccnenoBanys ObIT IPOBEAEH aHAMN3 CTOU-
MocTy Tepanuu remopwmmu A u B xak npodmmakru-
KU, TaK ¥ JIedeHNs 110 TpeboBaHMo. MaTepuanamu /s
aHa/lM3a CIY)XXaT PeXMM [O3UPOBAHNUA, BBIOPAHHBIN
Ha OCHOBE K/IVMHMYECKUX peKoMeHpauuit, Haaudue JIIT
B mporpaMme 14 B3H. 3arpats! Ha Tepanuro JIII, Bomen-
mux B nepedenb JKHBJIII (>ku3HeHHO HeoOXomMMBbIe
U Ba)XKHeJIIIe JIeKapCTBEHHbIE IpenapaTsl), ObUIN pac-
CYMTAHbI COIVIACHO ILleHaM locypmapcTBeHHOro peecTpa
IpefeNbHbIX OTIYCKHBIX LleH Ha mnpemapartsl JKHBJIIT
(mata obparenuss — 25.06.2023 r.).

Bbia mpoBefieHa OlLleHKa 3aTpaT Ha CXeMbl Ipodu-
JIAKTUKU U JIedeHus 1o TpeboBaHuio reMopwmu A u B
COITIACHO K/IMHMYECKUM peKOMeHJalUAM, ¥ pacCYuTaH
VIHTepBaJl 3aTpaTr mid Kaxporo MHH no Bcem Topro-

OITEHKA TEXHOJIOTUM 3IPABOOXPAHEHU S

BbIM HanMeHoBaHusIM (TH) [1]. Cpeguuii Bec B3pocio-
rO YejloBeKa IPUHSIIN PaBHBIM 70 KT.

Insa pacuéra Tpebyemoro konmuectsa JIIT ps mpo-
¢bumakTudeckoro jedeHyMa remMopuamum A NIPUHAIN
cpennioio fo3y (CII) BBogumoro npemnapara — 30 ME Ha
1 Kr Beca, KpaTHOCTb IIPUMEHEHNsI — 3 pasa B Hele/io
npu pasoBoM BBefilenun 2100 ME mpenapara 3a oguH
rop (52 Hepermu). O61ee komrdectso JIIT Ha kypc B ME
HOTy4YVIu cornacHo ¢popmyre (1):

Tanems =30+ 70 xr=3+52 =327 600 ME (1)

rae 30 ME/kr — cpenHAs fo3a Ha 1 KT Beca 4elloBeKa;

70 KI — cpefHNII1 BeC B3POCIIOro 4€/I0BEKa,;

3 pasa B HE[,E/II0 — KPATHOCTb IIPYMEHEHMNA IIpeIa-
para;

52 negenu — 1 rop npuema JIIT.

PaccuntpiBanu croumocth Kakmoro JIIT mo TH mo
TpeOyeMOMYy KOINYeCTBY A/ MPpOPUIAKTUKU reModu-
mun A n B u 6onesun Bumebpanzia Ha o BO BCeX €ro
IIpefiCTaBlIeHHbIX JO3MPOBKaX COIVIACHO IEPEYHIO JKI3-
HEHHO HeOOXOJVMBIX M Ba)KHENIINX JIeKapCTBEHHbBIX
IpenapaToB /sl MEAULMHCKOTO IpUMeHeHus [2].

Tpebyemoe komryectso JIIT pia mpodumakTiyecko-
ro yledeHns reModuanyu B paccumTeIBanmM aHamormy-
HBIM 00pa3oM: IIPUHSIN CPEFHION 03y BBoAuMoro JII1
30 ME na 1 KXr Beca, KpaTHOCTb IpUMeHeHus — 2 pasa
B Heplemo npu pasosoM Beegenun 2100 ME JIIT sa ogun
rop (52 Hemenmu). O61ee konmyectso JIIT Ha kypc B ME
HOJTY4M/IN COTTIacHO popmyrie (2):

TinemE = 30%* 70 kr*2+52 =218400 ME (2)

B nrore oueHnBanm cTouMOoCTb pasHbix TH B pas-
HBIX J[I03MPOBKaX BCeX IpelCTaBJIeHHBIX B peecTpe
MHH cormacio nenHam locygapcTBeHHOro peecrtpa
npefenbHbIX oTHycKHbIX 1eH Ha JKHBJIIL Ilo utoram
UCCIef0BaHNA MOMYyYMIN AMana3oH ueH Bcex TH e-
KapCTBEHHBIX IIpelapaToB B IIpefie/laX OFHOTO UM He-
ckonmbkux MHH.

Pacuér mns JIIT gs repanyt MHIMOUTOPHOI GOPMBI
reMoGuINy MIPOBEM Ha IEepuoyp B 1 Mecsl] COIIacHO
¢dbopmynam 3 n 4:

CIH, =85 Ell/xr * 70 xr * 15 nueit = 89 250 EIl  (34)

Cl,,= 90 Mxr/xr * 70 kr * 30 gueit = 189 000 MKr
v 189 mr

rie AKK — aHTMMHIMOMTOPHBIN KOAry/ISHTHBIN
KOMIITIEKC;
AnT — snTakor anbda.
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Jleuenne no rpe6oBanuio / Treatment on demand

CpepnHsis mo3a jedeHys 10 TpeOOBAaHMIO PACCUNUTHI-
BajIach 1o gopmye [1]:
Hns remopumum A:
CH, = macca (kr) x (TA-BA) x 0,5, (5)
Jst remodumuu B:

ClI, = macca (kr) x (TA-BA), (6)

rie TA (%) — Tpebyemas akTMBHOCTbD, KOTOpas 3a-
BJCUT OT TPAaBMbl;

BA (%) — 6asanbHas aKTMBHOCTH, KOTOPYIO B XOfie
VICCTIENOBAHNA IPUHMMANN 3a 1% ITpu TKENMON CTeneHn
TKECTH, 5% — IIpYU CpefHeN CTEIEHN TAXKECTH.

Tpebyemas axktuBHOCTb (TA) B 3aBUCMMOCTM OT

TPaBMBI COCTABISCT:

« Temaprpos (50%);

o Mexwmpinreunbie rTeMaToMbl (50%);

« 3abproumunas rematoma (Had. 90% / mopmepx. 50%);

+ Buyrpuuepennoe xpoBomsnusanue (Had. 90% / mop-
nepx. 50%);

+ KpoBomsnusnue B merw u ropno (Had. 90% / mop-
mepx. 50%);

« JKKT kpoBoredenue (Had. 90% / mopmepx. 50%);

» Iloueunoe kpoBoreuenue (Ha4. 90% / mogmepx. 50%);

» OmneparuHoe nedenue (Had. 90% / moxmepx. 50%);

» KpoBoteuenne ns cmmsncToix nonocty pra (Had. 90% /
nozgepx. 50%).

Ilns nedeHys mo TpeGOBaHMIO BeM PacyéT, UCXOMSA
U3 CTEIeHM TSDKECTU TALMEHTa: CPeNHAsA CTEIeHb Ts-
xectu (¢pakrop cBépreiBanusa kposu VIII mnm IX Hinke
5%) m TSOKEMas CTeleHb TsKecTu (ypoBeHb (akTopa
ceépreiBanyA kposu VIII wm IX mHmoke 1%). Toukamn
JIOCTVDKEHNA pe3y/lbTaTa NMpUHUMANU TpeOyeMylo ak-
TUBHOCTb B TOAJepXMBawuieM coctosHumn 50% wman
HayajIbHYI0 KOHLIEHTPALMIO CBEPTHIBAHMA KPOBU B 90%.

PesynbraTsl u 06cyxnenne / Results and discussion

Iist remodmnuu A KomdecTBo npefcTaBieHHbIx JITT
o MHH (mo T'PJIC) cocrasnsier 7 HammenoBaumit; TH —
14; 13 HYUX NIPENCTaBIEHO OTEYECTBEHHDIX ITPENapaToB —
1, Oxrodakrop (AO «Ienepuym», Poccus) (tabn. 1). [lo-
3upoBka npescrasaeHHbIX JIIT i nedennsa remodumm
A Bappupyercsa ot 250 ME no 2000 ME B 3aBucumocTi
ot TH JITL. ITpu sToM OMunm3ymab mpuMeHAeTCs TOIbKO
JUIA IALIMEHTOB € TsKEMo popmoit remodumum A [1].

Tabnuya 1
JIIT pa meyeHusa reMopuany A cOImacHO roCyJapCcTBEHHOMY peecTpy IpefenbHbIX OTITYCKHBIX IleH
Table 1
LP for the treatment of hemophilia A according to the state register of marginal selling prices
Ne i/ MHH TH IIponssogurenn Crpana
1. MopoxkTokor anbda OxTodakTop AO «Tenepuym» Poccusa
2. Oxroxor anbda ApnBeitt Taxema Manydexaypunr Al ABcTpus
3. CyuMOKTOKOT anbda Hysux Oxradapma AB IBenya
Kooitt-[IBU Ipndons Tepanprotuxc JIJIC CIIA
Oxranar Oxradapma PapmareBTyka Ascrpus
[TponyxTnoncrec M6X
Smoxkor [I.11. Kengpnon C.1.A. WUranusa
®axTOp CBEPTHIBAaHMA
4.
kposu VIII
TemoxTHH Bbuorect ®apma Im6X Tepmanna
bepuare Cudcdn bepnur Im6X Tepmanna
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Nen/m MHH TH IIpousBoguTtenn Crpana
Dangu Wucruryro Ipnpons C.A. Vcnanma
) Butare Oxradapma PapmarieBTiKa Ascrpus
DaKTOp CBEPTHIBAaHUA ITpopykTroncrec M6X
5. kposu VIII + ¢akrop
Bunnebpanna VMmyHaT Taxena Manydexaypusr ABcTpusa
Temare I1 CudcOn bepuur Im6X Tepmanna
6. AdmopoxToKor anbda OMOKTENT Ceemnn Opdant buosirpym A [IBerus
(ma6m)
7. Omurmsymab Temmubpa ®. Xoddpmanu-JIsa Pour JTtx,. lIBertapus

O remodumuu B xommuyectBo mpencraBnenHeix JIIT mo MHH (mo T'PJIC) cocraBnsier 2 HauMeHOBaHUS;
TH — 6; npencTaB/IeHHBIX OTeYeCTBEHHBIX NpenapaToB — 2 (Ta6m. 2). Josuposka JIIT pis neyenns remodpumuu B
Bapbupyercsa ot 250 ME o 1200 ME.

Tabnuya 2
JIII st mevenns reModymy B cormacHo rocymapcTBeHHOMY peecTpy NpefenTbHBIX OTIYCKHbIX IleH
Table 2
LP for the treatment of hemophilia B according to the state register of marginal selling prices
Ne n/m MHH TH ITpousBogurenn Crpana
1, Homnaxor anbda VuHoHadakTop AO Jenepnym» Poccna
Aremdun B OI'bY «<HMMUI] remaTonorum» Poccust
Mumnspgpasa Poccun
Anmaduxc Keppnon C.L.A. Wramus
2. daxtop cacp ;;;BaHMH Okranarn @ Oxradapma PapmareBTnkKa ABCTOUS
KpOBH (¢unvrpoBanHbIL) [TpoxykTuoncrec Mm6X P
Pennennn-B® Buo IIpopaxtc JIabopatopn Benuxobpuranms
VimmyHnn Taxema Manydexuypunr ABctpust AT ABcTpus

[ Tepanuy mHrMOMTOpHOI remodunny npencrasreno 2 MHH, Bxopsamux B nepedens JKHBJIIT (ta6m. 3).
ITpu atom 06a TH snTakora anbda (akTuBrpoBaHHOro) ABysATCA JIIT oTedecTBeHHOTO Tpou3BoAcTBa (AproCaBeH
u Koarnn-VII).

Tabnuya 3
JIII pyid me4eHUS MHIMOUTOPHOI reMOQYIINN COIIACHO FOCYAaPCTBEHHOMY PeecTpy IpefeIbHbIX OTITYCKHBIX IieH
Table 3
LP for the treatment of inhibitory hemophilia according to the state register of marginal selling prices
Ne m/m MHH TH ITponssoguTenn Crpana
1. AHTUMHIHGHTOPHLTE Deitba Takena Manygexuypunr Asctpus Al ABcTpusa

KO aI‘y}IHHTHbIIZ KOMIIJIEKC

O6111eCTBO C OrpaHNYEHHOI

Poccna
oTrBeTcTBeHHOCTBIO «IICK Dapmar

ApunoCsseH
Anrakor anbda puoCone

(aKTMBMPOBaHHBIIN)

Koarmn-VII AkumonepHoe 061ectBo «I¢ [Ixn bruorex» Poccus
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OITEHKA TEXHOJIOTUM 3IPABOOXPAHEHUS

[71s1 aHTUMHTMOUTOPHOTO KOATY/ITHTHOTO KOMIIIEK-
ca peKoMeHjyeMas Ho03a I IPOQUIAKTUKMA COCTaB-
naet 70-100 EJI/xr maccel Tema depe3 [eHb, a SITAKOT
anpda (aKTMBUPOBAHHBIIT) BBOAAT 90 MKT Ha KT MacChl
Te/la OfVMH pa3 B JieHb, MIUTENTbHOCTD JIeYeHU — [0
TPEX MeCAILIEB.

CornacHo KJIMHMYECKMM peKOMeHAAUMAM [ Jie-
YeHMs 110 TpeOOBAaHWI0 MHTMOUTOPHON reMOoQUINK
npuMeHsaoT 2 MHH: snrakor anbda (akTMBMpOBaH-
HBIIT) B f03UpoBKe 90-120 MKr/Kr KaxKkple 2—4 daca o
OCTaHOBKM KPOBOTEUEHUs WM OJJHOKPATHO 270 MKI/KT
B CYTKM M QHTUVHTMOWTOPHBIN KOATY/ISHTHBIN KOM-
miexc B fo3upoBke 30-100 Ex/kr xaxppie 12-24 gaca,
IpM 5TOM MAaKCUMa/bHasg CyTOYHAas [[03a He JJO/DKHA
npespimath 200 En/Kr, a 414 ManyeHToB, TOMyYaomuxX
aMMIM3YyMab B KadecTBe MPOPUIAKTIYECKOTO JTeUeHs
remopwmuu A, — He 6onee 100 EJI/kr/cyT).

Iunanason croumoctu JIII s nmpodumakTudecko-
IO JIeYeHn s reMoqmm/m A cocrtasnsert 2 584 764,00 —

. 12,00
9.96

—
=]
o
=

El

8,00
6,00

4,00 258

Kosiir-JIBH (250  Aggeiir (1500 ME),
ME. 500ME, 1000 ABCTpHA
ME), CIIIA

2,00

CTOEMOCTb KYPCa, MJIH. pyd

0,00

a)

9955517,21 py6., I[ie MYUHMMAaJIbHasA CTOMMOCTD IIpef-
crapyeHa 3apy6exxusiM JIIT Koait-IIBU (Ipudons Te-
panblotukc JUIC, CIIIA) B gosuposke 250 ME, 500 ME
n 1000 ME, a MakcumajbHasi CTOMMOCTDb BbISIBJIeHA
y JITIT Apgeiir (Takega Manydexuypunr A, ABctpus)
B posuposke 1500 ME. [Ina pnuTenbHOro JjedeHus
paccUMThIBANMM BCe MOCTYIHBbIE NO3MPOBKMU, UCXOHS
u3 6a3bl TOCYAAPCTBEHHOTO peecTpa Ipefe/bHbIX OT-
IOYCKHBIX IeH. [Ina otedectBeHHOro JIIT OxTOodakTop
(AO «Ienepuym», Poccusa) MuHMMaIbHAs CTOMMOCTD
IpOodUIaKTUYECKOTO JIeYeHNUs BBIABIEHA I [O3U-
poBky 2000 ME — 3 439 800,00 py6., MaKcUMajbHasd
cTouMocTh y fo3uposku 500 ME — 3 731 364,00 pyo6.

Is JIIT st mpodunaktuky 6onmesun Bunne6panpa
MMHUMAJIbHAsE CTOMMOCTb paccumrana mns JIIT dan-
nn (Mucturyro Ipudons C.A., Vicnanus) B f03upoBKe
500 ME+600 ME, a makcuMmanbHasi CTOUMOCTb — [IJIA
JITT Bunate (Cu3cdn bepuur Im6X, Tepmanus) ¢ gosu-
poskoit 250 ME+600 ME (puc. 3).

. 7.00
=
& 6,00 3,76
=
g 5,00
~
g 4,00
2
Z 3,00
A 1,92
§ 2,00
5 1,00
g L
© 0,00
®angu S00 ME+600 Temate IT 250
ME, Hcnarna ME+600ME,
T'epmanna
0)

Puc. 3. [InanasoH cTOMMOCTI TOZOBOTO Kypca Ipodumaktideckoro nedenns lemodumun A u 6onesuu Bunnebpanpa
a) MUHUMATILHAST U MAKCUMATIDHAST CHOUMOCTb NPOPUNIAKIMULECKO20 TledeHUsT 2eMoPunuu A;

6) MUHUMATIOHAS U MAKCUMATILHAS CTOUMOCb NPOPUNAKIMULECKO20 feueHUs bone3Hu Bunnebpanoa.

Fig. 3. The cost range of the annual course of preventive treatment of Hemophilia A and Willebrand's disease

a) the minimum and maximum cost of preventive treatment of hemophilia A;

6) the minimum and maximum cost of preventive treatment of Willebrand's disease.

s npodunakTudeckoro nedeHus remodumnuu B
paccuMThIBaNIM BCE [IOCTYIHBIE JO3MPOBKM IIO TOCY-
HDapcTBeHHOMY peecTpy. [uamason croumoctu JIIT s
Npo¢UIaKTYeCKOro edeHns remopmmmu B cocrasns-
et 1 559 376,00-3 079 319,88 py6., rme MUHMMaJIbHas
CTOMMOCTD IIpeficTaB/ieHa oTedecTBeHHbIM JIII VIHHOHA-
¢axrop (AO «Tenepuym», Poccust) B nosuposke 250 ME,
500 ME un 1000 ME, a MakcuManbHasg CTOMMOCTb Ha
rofoBoil Kypc npodumaktuku BoiasiaeHa y JIIT Vimmy-

HyH (Takema MaHydekuypuHr, ABCTpKs) B JO3UPOBKe
1200 ME. Emé opun orevectBennsbiit JIII — Aremdun
B (®I'BY «HMMI] remaronorum» Munsgpasa Poccun,
Poccust) siBlsieTCsl BTOPBIM 110 MUHUMAJIbHOM CTOMIMO-
ctut Tepanuu nocie VinHoHadakTopa (AO «IeHepuym»,
Poccus), ero crommocts cocrapyser 2 236 066,56 pyo.
(puc. 4).

[Tpn pacuére crommoctu JIII mna mpodmmakTukm
VHTYOUTOPHOI reMOQWINY Ha MeCAL MOTy4YVIN, 4TO
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CpenHss CTOMMOCTD Tepalyyi aHTUMHIUOUTOPHBIM KO-
aryJIsTHTHBIM KoMIuteKcoM (Deitba, ABCTpus) cocTaBA-
eT — 4 226 352,09 py6., a snTakorom anbda (aKTUBUPO-
BaHHbIM) (Koarnn-VII, Poceust) — 2 935 503,9 py6. nn
snTakoroM anbda (aktuBupoBaHHbIM) (AproCosBeH,
Poccus) — 2 447 501,18 py6. (puc. 5).

CTtouMocCTh Kypca,
MIIH. pyO.

3.50
3.00
2.50

3.08
2,24
2,00
1.56
1.50
1.00
0.50

0,00
HuuoHadakTop (250 ME. 500 Aremdui B (250 ME), PoccHs FvmyHEH (1200 ME),
AscrpHA

ME, 1000 ME), Poccust
Puc. 4. [InanasoH CTOMMOCTHU TOTOBOIO Kypca IPOGUIaKT-
veckoro jevens lemodunuu B
Fig. 4. The cost range of the annual course of preventive treat-
ment of Hemophilia B

4,50 423
4,00
3,50
3,00

g 230

Eo0m
1,50
1,00
0,50
0,00

2,90

CTOHMOCTE NPOQHIAKTAKHE, MJIH.

@3iiba, Apctpua  Koarmn-VIL Poccua ApuoC3BeH, Poccrs

Puc. 5. Cronmocts IPOQUIAKTIHIECKOTO JTeYeHNs HTUON-
TOPHOI TeMO(IINN Ha MeCAL]

Fig. 5. The cost of preventive treatment of inhibitory hemo-
philia for a month

Ina remopwmmm A AMamasoH CTOMMOCTY Pa3oBOI
03Bl JIEYeHSI TT0 TPeOOBAHMIO 3aBUCUT OT M3HAYAIBHOTO
cocrosinus (BA B% — 1% mmm 5%) u OT focTUraeMoro pe-
synbrata (TA B% — 50% iy 90%), 1 MMHMMAaIbHAasE CTO-
MMOCTD cocTaByrsaeT 15 780,00 py6. st JITT Koavir-IBU
(Tpudons Tepanbsrotukc JIJIC, CIIIA) (puc. 6-1), a maxk-
cuManbHag cromMoctb —maa JIIT Anserit (Takema Ma-
Hydexuypusr, ABctpusa) — 94 681,29 py6. (puc. 6-3).

Ins remodumuu B MuanmansHbimM o croumoct JITT
VIS JIeYeHVS IO TPeOOBAHNIO ABJIAETCA OTeYeCTBEHHBDII
JIIT Nunonadakrop (AO «Ic¢ Iwu Buomex», Poccus),
a caMbIM 3aTpaTHbIM JIIT — 3apy6esxHblit mpemapat VM-
myuuH (Taxkeda Manygpexuypune, Ascmpus) (puc. 7).

OITEHKA TEXHOJIOTUM 3IPABOOXPAHEHU S

100 000.00 94 681,29

91167.74

90 000,00
80 000.00
70 000,00
60 000,00
49 097,12
50 000,00
40 000,00
30 000,00 23 670, 25042,
20 000,00 15780,
10 000,00 l
0,00
1 2 3

u Kos#T-JIBI, CIITA

CTOHMOCTB Pa30Boi 036, Py0.

u AnpefiT, ABCTpHA

Puc. 6. [Inanason croumoctu pasosoii fo3bl JIII i nedennsa
[0 TPeOOBAHNUIO TIPY PA3HBIX YPOBHSIX aKTUBHOCTH (paKTOpa
cepteiBanus kposu VIII (remodumus A)

1 — Odocmusierue no00ePHUBAIOULL20 COCHOAHUT AKMUBHO-
cmu paxmopa ceépmuisanust kposu VIII ¢ 50% npu nauanv-
Hom yposHe msiénoti cmenenu msnecmu (1%) u cpednei
cmenenu msicecmu (5%);

2 — Oocmudcerue nOOOePHUBAIOULE20 COCIMOTHUS AKMUBHO-
cmu paxmopa ceépmoisanus kposu VIII 6 90% npu Hauano-
Hom yposte cpedHeti cmeneru msiicecmu (5%);

3 — Oocmuskenue no00ePIHUBAIOULE20 COCMOAHUSL AKIMUBHO-
cmu pakmopa ceépmoisanust kposu VIII 6 90% npu nauano-
HOM yposHe msucénoti cmenenu msiiecmu (1%).

Fig. 6. The cost range of a single dose of LP for on-demand
treatment at different levels of activity of blood clotting factor
VIII (hemophilia A)

1 — achieving a maintenance state of blood clotting factor VIII
activity of 50% at the initial level of severe severity (1%) and
moderate severity (5%);

2 — achievement of the maintenance state of the activity of blood
coagulation factor VIII in 90% at the initial level of moderate
severity (5%);

3 — achievement of the maintenance state of the activity of blood
coagulation factor VIII in 90% at the initial level of severe sever-
ity (1%).

Tak Kak J/IMTENTbHOCTb IPOBEEHNA KYINMPOBAHMA
KPOBOTEUYEHNIT BBIOMpAeTCs MCXOAA U3 KOHKPETHOTO
CIy4ast, AjIs JIeYeHus 1Mo TPeOOBAHMIO MHIMOMTOPHO
reMoQIINY pacCunTaIN CTOMMOCTDb BBegeHus JIII ma
KyNJMPOBaHUsA KPOBOTEUEHMII 32 OJHM CYTKU U IIOJY-
YUY, YTO /I QHTUMHTMOMTOPHOIO KOAry/JIsAHTHOTO
komitekca (Deiiba, Ascmpus) HeOOXOUMO B CpeHEM
9100 EJl Ha 1 maumeHTa, a CpefHAA CTOMMOCTD IIPUMe-
HeHUs cocTasgeT — 430 863,52 pyo6.

[lna snTaxora anbga pexyM BbIOMpaeTcs MHAMBU-
AYalTbHO I KKAOTO IMaIMieHTa M KaXKAOro CIydas.
CoracHO KIMHUYECKUM PEeKOMEHJALMAM PacCYMTaNn
2 BapuaHTa npuMeHeHus [1]:

° OIHOKpATHO B KommyecTBe 270 MKr/Kr wim 18,9 mr

B CYTKU;

o cpemHss fo3a 105 MKT/KT Kaxzble 4 yaca uin 176,4 Mr.
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OITEHKA TEXHOJIOTUM 3IPABOOXPAHEHUS

120 000,00
101516,04
100 000,00

80 000,00

60 000,00 50758,02

46 410,0

3

= IIMMYHHH, ABCTPHA

84 596,70
40 000,00
24 990,01

42.840,0
20 000,00 l I
0.00
1 2

u anonadaxTop, Poccust

CToHMOCTB PA30BOi J03bI, PY6.

Puc. 7. lnuanason croumocty pasoBoii fo3bl JIIT o nedennsa
10 TpeGOBAHNUIO IPY PasHbIX YPOBHAX aKTMBHOCTHU (aKkTopa
cBeptheiBaHus1 KpoBu IX (remodunus B)

1 — Odocmusierue no00ePHUBAIOULE20 COCHOAHUS AKINUBHO-
cmu gaxmopa ceépmuiéanust kposu IX 6 50% npu nauanvHom
ypoesHe mancenoti cmenenu msxecmu (1%) u cpedreti cmenenu
msrcecmu (5%);

2 — Odocmudierue n000ePHKUBAIOUL20 COCNOTHUT AKIMUBHO-
cmu gakmopa ceépmuiéanus kposu IX 6 90% npu HauanvHom
yposHe cpedneti cmenenu msixecmu (5%);

3 — OocmudeHnue no00ePHUBAIOULE20 COCTNOTHUSL AKMUBHO-
cmu gpaxmopa ceépmuiéanus kposu IX 6 90% npu HauanvHom
ypoete msaxénoil cmenenu msxcecmu (1%).

Fig. 7. The cost range of a single dose of LP for on-demand
treatment at different levels of blood clotting factor IX activity
(hemophilia B)

1 — achieving a maintenance state of blood clotting factor IX
activity of 50% at the initial level of severe severity (1%) and
moderate severity (5%);

2 — achievement of the maintenance state of the activity of blood
clotting factor IX in 90% at the initial level of moderate severity
(5%);

3 — achievement of the maintenance state of the activity of
blood clotting factor IX in 90% at the initial level of severe se-
verity (1%).

3 000 000.00 2739 803.64

2500 000.00

284 334,43
2000 000,00
l%' 1 500 000,00
1000 000,00
50000000 30 863:52 203 550,35 244 750,12
0,00 . i {

OIHOKpATHOE BBEJICHHE

CTOHMOCTB JIeUeHHA 10 TpGGOEﬁHH}O,

MHOTOKpaTHO®
BBeJICHHe

B ®3Hba. ABcTpEa M Koarmt-VIL, Poccas M ApHoC3Bsen, PoccHa

Puc. 8. [lnanason croumoctu cyTo4Hoi mossl JIIT g nede-
HIISI MHTMOUTOPHOI TeModumny o Tpe6oBaHMIo

Fig. 8. The cost range of the daily dose of LP for the treatment
of inhibitory hemophilia on demand

C yuerom pasHoit croumoctu JIIT ApnoCasen u Koa-
rut-VII franasoH CTOMMOCTH JIedeHNsI 10 TPeOOBaHMUIO
IIpe/ICTaBJ/IEH Ha pUC. 8.

MakcumanbHasg CTOMMOCTb BBIABJICHA y SITAKOra
anpda (aktuBuposannoro) (Koarun-VII, Poccus) npu
MHOTOKPaTHOM BBeJleHUM TALIMEHTy 6 pas B CYTKM —
2739 803,64 py6.

3akmrouenne / Conclusion

B cTpyKType NnekapcTBEHHOTro obecreyeHMs Malu-
eHTOB c remodumeit oredectBennsle JIIT mpepcras-
JIeHBl B KONIM4YecTBe 5 HamMeHoBaHUil: OKTodakTop
(AO «Ienepuym», Poccus), IpyMeHAEMBIIl B Tepannn
remopumuu A; Aremoun B (PI'BY «HMMUI] eemamo-
noeuu» Munzopasa Poccuu, Poccust) u VIHHOHadaxkTOp
(AO «Ienepuym», Poccus) — B Tepanuu remo¢unun B;
ApuoCasern  (OOO «IICK ®apma» Poccus) n Koa-
run-VII (AO «9c¢ Imcu Buomex», Poccust) — B Tepanuu
uHruOuTOpHOM remodumuu. [na tepanuu 6one3HM
Bunnebpanpma oredectBenusie JIII oTcyTcTByROT. 3a-
py6exusble JIIT npencrasiensl B konndectse 5 MHH
B 9 TH nna neyenns remodpumuu A, 1 MHH B 4 TH —
s nedenns 6onesuu Bunnebpanma, 1 MHH B4 TH —
mst nedenusi remobwninu B u 1 MHH B 1 TH — pna
MHTUOUTOPHOI TeMOpUINIL.

JIIT ¢ MUHMMA/IBHO CTOMMOCTBIO I JIe4eHMS Te-
Modumn A ssnsaerca Koaiit-JIBU (Ipugons Tepanvio-
muxc JIJIC, CIIIA). OredectBennslit JIIT OxrodaxTop
(AO «Ienepuym», Poccust) IpefCTaBlIeH B JO3MPOBKE OT
250 ME 1o 2000 ME. CroumocTb Kypca fi/Is1 OTe4eCTBeH-
Horo JITI B 1,33-1,44 pasa 6onbue, yem gy JIIT ¢ MmunM-
ManpHON cTouMocTbio Koaiit-[IBU (Ipugons Tepanvio-
muxc JIJIC, CIIIA).

B Toxe Bpema Hammenee 3aTparHbiM JIII mia tepa-
vy reModumuu B aBnsaercsa oredectsennsit JIIT V-
HoHagakTop (AO «Ienepuym», Poccus), ero CTOUMOCTD
Ha 50,64% HipKe Hanbornee 3aTparHoro JIIT st Tepanyn
remopmwmnu B Vimmynmna (Taxeda Manygpexuypute,
Ascmpus). CrouMocTb nedeHus remodummm B Arem-
¢unom B (®I'BY «HMUIL] zemamonoeuu» Munzopasa
Poccuu, Poccust) B 1,43 pasa Bblllle CTOMMOCTH JTIe€YeHUS
unonadakropom (AO «lenepuym», Poccust).

Cpenu JIIT s nedeHyst UHIMOUTOPHON reMOpUINN
HayMeHee 3arTpaTHbIMM sABnAwTcsa JIII oTedecTBeH-
Horo npoussopctBa ¢ MHH Snrakor ampda (Koa-
run-VII (AO «3c¢ IJncu Buomex», Poccusi) u ApnoCasen
(OO0 «IICK ®apma», Poccus)), CTOUMOCTb KOTOPOTO
B 1,4-1,7 pasa HuXXe CTOMMOCTHU Kypca 3apyOeXHOTO
JIIT aHTUMHTMOUTOPHOTO KOAryJISTHTHOTO KOMIUIEK-
ca (Deiiba, Takeoa Manypexuypune Ascmpus AI' As-
cmpus).
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JlaHHbIe, TTO/Ty4eHHbIe B Pe3y/IbTaTe SKOHOMUYECKO-
ro aHamusa npuMenenus JIIT pia repanuu remodummm
A, B u 60one3un Bunne6panpa, MOTyT ObITh UCIIONB30BA-
HbI IIPY IUIAHMPOBAHNUY TO{OBOTO OIO/KETa IPOrPaMMBbI
14 B3H.
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