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Peswome

Llesib — npoBeCcTY OUEHKY KITMHNYECKUX TPENMYLLIECTB U IKOHOMUYECKOro 6PEMEHU PA3INYHbIX PEXUMOB Tepanuu remogpusinm A B P® v Bbl-
ABUTH YTV ONTUMU3ALNYN YDOBHS 0kazaHus nomolyn. Matepuasbl u MeTofsbl. [10CTPOEHA MaTeMaTn4eckas MoAes b, ONUChIBAOLYAS TEKYLLUIA
1o4xo4 K Tepanuy remocpusium A (nayneHTsi B PO B 2017 I. ¢ y4eTOM UX pacrpeseneHus no BO3PacTHbIM rpynnam 1 TaXecTn 3a60/16BaHNs),
a TaKxe J1ByX MOLEMPYeMbIX cLeHapueB Tepanuu. [IDOBEAEHO MOLEIMPOBaHNE YaCTUYHOIO MePEeBOAa NALMEHTOB C Tepanuy Mo TpeboBa-
HUK HA CTaHAAaPTHYH U NEPCOHATNINPOBAHHYIO MPOGUNAKTUYECKYIO Tepanunio. Ha 0CHOBaHUM MatTemMaTuyecko MOAEN Obina npou3BeseHa
OLEHKA MCX0Z0B TEPAMUU, CTOUMOCTb aMOyaToOPHbIX, FOCIUTATIbLHBIX M COUNATTbHBIX 3aTPAT HA IEYEHNE OCHOBHOI0 3a0071€BaAHNA U €ro 0cC-
TIOXKHEHUI, & TAKXXE aHA/IN3 «3aTPatbl-9¢heKTUBHOCTb». Pe3ysibTarbl. AHANIN3 NINTEPATYPbl NOKA3an 04€BUAHO BbICOKYIO 3QDEKTUBHOCTh
NpoGUNaKkTUYeCKON 3aMeCcTUTEIbHON Tepanumn gakTopamu cepTbiBanns kposu VIl B cpaBHeHu ¢ Tepanuedt no Tpe6oBaHuIo npu 1e4eHnu
remoghunnn A. CermeHTUpOBaHne TeKyLL eV nonynayny nauneHToB ¢ remoguanesi A B P® BbisiBuio TOT (hakT, 4To NpeobnafaoLymnii pexum
TEpanumN y B3POCIIbIX — PEXUM 10 TpeboBaHuto (64%), y AeTen — cTangapTHas npogunakinka (80%). Paccyntano, 4o npu TekyLLem nogxo-
Jle K Tepanuy o6LLyee pacyeTHoe YUCI0 KPOBOTEYEHUI B Io4 coCTaBnsaeT nopsgka 58710, a 4nuciao noTeHynanbHblX TapreTHbIX CycTaBoB —
3409 y B3pocnbix, 3817 u 213 y gereii cooTBeTCTBEHHO. [TpMeHeHne cLeHapus Tepanun 1 N03BOAAET 3HAYNTEIbHO COKPATUTb YMCIIO0 Hera-
TUBHbIX UCX0A0B — HA 62,1 1 62,4% CHU3NTL PUCK KPOBOTEYEHUI U TAPTETHBIX CYCTABOB Y B3POCbIX [PV MOBbILLIEHNU JON NPOGUNAKTUKN
10 80% v Ha 44,2 n 46,2% — npu noBbiLLeHNN 40 Npocpunaktuku y geted 4o 100% . AsibTepHATUBHBIN MOLENPYEMbIV CLEHAPpUIT Tepanum
2 1103BOJIAET JOCTUYb eLe 607166 3HAYNTESTbHbIX PE3YIIbTATOB — CHUXEHNE YMUCIa KPOBOTEYEHMIT U TapreTHbIX CycTaBoB Ha 62,4 n 62,7%
Y B3pocsibix u Ha 47,9 m 50% y petei. [lepexos Ha MOZEINPYEMbIE CLEHapum B 60JbLIMHCTBE C/1y4aeB TPeOYeT 00LYEro MoBbILLEHUS OHOKeE-
Ta, OJHAKO XapakTepu3yeTcs nepepacnpesieneHnem Harpy3ku BHyTpU CTated 3aTpar — TaK, MOBbILIEHNE [OSM MPOGHUNAKTUKN TPUBOIUT
K OTHOCUTEIILHOMY T0BbILIEHUIO 3aTPAT HA 3AMECTUTENIbHYIO (hapMakoTepanuio U 0HOBPEMEHHOMY CHUKEHUIO 3aTPAT Ha CTaTby, CBA3AH-
Hbl€ C HEraTUBHLIMU UCXofamu 3a00/16BaHNS (3HAONPOTEINPOBAHNE, NHBAMAN3AUNA U Aip.) B nepcrnektnse 50 neT NpoucxoanT CHUXKEHNe
Pa3NYMii B CTOMMOCTH cLieHapneB 1 u 2 0T cLeHapus Tekylyei Tepanumn ¢ 26 4o 17% u ¢ 26 40 15% cOOTBETCTBEHHO 3a CHET COKPALLIEHNS
PAacxofoB 1o BPEMEHHON HETPYAOCNIOCOOHOCTH, IeYEHUS KDOBOTEYEHUIT 1 3aMeHbI / MOBTOPHOM 3aMeHbl CycTaBoB. 10 JaHHbIM aHann3a
«3aTparbl-3QhPEKTUBHOCTb», HANITYYLLINM ABTIAETCS MOZENPYEMbIN CLeHapui Tepanum 2 (MepcoHanu3npoBaHHas npopunakinka), a cye-
Hapuii «TeKyLyas Tepanunsa» — HaumeHee 3ghoghekTnBHbIM. 10 pesynbtatam aHamm3a ICER, J0M0nHNTeIbHbIE 3aTPATbI, CBS3aHHbIE C MOBbILLIE-
HUem [0/ NMpohunakTuyeckou Tepanum npu cyeHapusx 1 u 2, He npeBbiLLatoT 04Horo BBIT Ha Ayluy HACeneHus, v TeXHONOru ABIAKTCA
PEHTAbEsbHbIMY. 3aK/T0YeHNe. Hanbonee KITMHNYecku u IKOHOMUYECKN IGhhEKTUBHBIM METOLOM JIEYEHUS TSXKETION 1 CPEAHETKENI0N re-
mogpunumn A aBnsetcs npogunaktuyeckas tepamus VIl gpaktopom cBepThiBaHUA. Paclumperne npakTuku npuMeHeHus JaHHoro Metoga
M103BOJIAT YITyHLLINTL Ka4€CTBO OKA3aHUS MEANLIMHCKON MOMOLLYM 607IbHbIM, CTPaAAatoLLM remogunnei A.
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PHARMACOECONOMIC JUSTIFICATION OF A WIDER USE OF PREVENTIVE HEMOPHILIA THERAPY IN THE RUSSIAN FEDERATION
Frolov M. Yu., Rogov V. A.
Volgograd State Medical University of the Ministry of Health Russian Federation

Summary

The aim - assess the clinical advantages and economic burden of various treatment strategies in patients with hemophilia A in the Russian
Federation and propose the ways of optimizing this area of medical care. Materials and methods. A mathematical model describing the current
(2017) approach to therapy of hemophilia A in the RF and two additional treatment scenarios are proposed. A partial switch of patients from
the “therapy on demand” to the standard and personalized preventive therapy was also simulated. Based on this mathematical model, the
treatment outcomes, the costs of outpatient, hospital and social care were evaluated for the treatment of hemophilia A and its complication;
a cost-effectiveness analysis was also performed. Results. Published reports demonstrated a high efficacy of preventive therapy with
replacement of coagulation factors VIl in comparison with therapy on demand in the treatment of hemophilia A. Segmentation of the current
population of patients with hemophilia A in the RF revealed that the on-demand therapy is the most common approach in adult patients (64%),
whereas the standard prophylaxis is used in most children (80%). As calculated, under the current treatment approach, the total number of
bleedings is about 58,710 per year, and the number of potentially targeted joints — 3,409 in adults, the figures for children are 3, 817 and 213,
respectively. The application of scenario 1 allows for a significant reduction in negative outcomes. i.e. by 62.1% and 62.4% for the risk of
bleedings and targeted joints (respectively) in adults if the prevention strategy is increased to 80%; and by 44.2% and 46.2% in children if
the prevention is increased to 100%. Simulated scenario 2 allows for achieving even more significant results — a reduction in the number of
bleedings and targeted joints by 62.4 and 62.7% in adults and by 47.9 and 50% in children. Transition to simulated scenarios in most cases
requires an increase in the overall budget expenses, and also implies a reshuffle of the expenses between different items. For example,
increasing the share of prevention therapy leads to increased expenses for the replacement pharmacotherapy in parallel to a reduction in
expenses associated with negative outcomes of the disease (endoprosthetics, disability, etc.). In the next 50 years, in terms of the costs, the
difference between scenarios 1 and 2, on the one hand, and the current therapy, on the other, is expected to decrease from 26 to 17% and
from 26 to 15%, respectively, due to the reduced cost of temporary disability, treatment of bleeding and replacement / re-replacement of
joints. According to the "cost-effectiveness’ analysis, the best-fit therapy regimen is scenario 2 (personalized prophylaxis), whereas the
"current therapy" scenario is the least effective. Based on the ICER analysis, the additional expenses associated with a wider use of preventive
therapy in scenarios 1 and 2 do not exceed one GDP per capita, and the technologies are cost-effective. Conclusion. In both clinical and
economic aspects, the most effective method of treating severe and moderate haemophilia A is preventive therapy with coagulation factor VIII.
Expanding this approach will improve the quality of medical care for patients with hemophilia A.
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Beepneuue

Femodounus A — BpOXXAEHHOE HapyLLEeHNe CBEPTbIBAHMS KPOBH, CLie-
MNEHHOE C XPOMOCOMOM «X» W MPOSABNAILLEECH HELOCTaTO4HOCTbIO
unu oTcyTcTBUEM (hakTopa ceepTbiBaHus kposm VIII [1]. BcTpeyae-
mocTb remocpunuu coctasnsiet 10-14 Ha 100 000 HaceneHns My»cKo-
ro nona, npu atom remodounua A coctasnsfer npumepHo 80-85%
0T o6Lero yucna 60nbHbIX remodunuen, a 15-20% npuxogurcs
Ha remocpunuio B (pecomumt chaktopa IX) [1-4].

OCHOBHbIM NPOfBAEHNEM FeMODUIUN A ABNAIOTCA CMOHTAHHbIE
1 TPABMATWYeCKUE KPOBOTEYEHWUS B CYCTaBbl, MbILLLbI, CIIU3UCTbIE,
MATKWE TKAHU 1 OpraHbl, KOTOPble MOTYT NPUBOANTb K BPEMEHHON
U NOCTOSHHO NOTepe (PYHKLMYM OPraHoB, a TAKXE NeTanbHbIM UC-
XOZaM.

Femodomnua A JenuTcs Ha TpW CTeNeHW TSHKECTU B 3aBUCUMOCTU
0T BPOX/EHHOr0 YpOBHSA hakTopa cBepTbiBaHus VIl B Kposu:

« TXenas cTeneHb — ypoBeHb chaktopa VIl Huxe 1%, xapaktepu-

3yETCA 4aCTbIMM, TSXKENO KyNMpyeMbIMIA COHTAHHbLIMY 1 TPaB-

MaTU4ECKUMI KPOBOTEYEHMSMM, BbICOKUM PUCKOM CYCTaBHbIX
KPOBOTEYEHMI 11 NOCeAytoLLei apTponaTuen, a TakKe XXU3He-
YIPOXKALLMMU KDOBOTEYEHWUSAMU B OPraHbl 1 TKaHU;

e CcpefHe-Tsxenas cTeneHb — ypoBeHb chaktopa Vil 1-5%, deHo-
TN MOXET BbITb KaK 6MN30K K TAXKEN0 reModuinm, Tak u xa-
paKTepu30BaThCA TONbKO TPABMATUYECKUMU KPOBOTEYEHUAMN
6e3 BbIpXXEHHOI apTponaTuy;

e ferkas creneHb — ypoBeHb haktopa VIl Bbiwe 5%, MoxeT
He NPOSBNATHLCA B TEYEHNE XKI3HM NauneHTa 1 ObITh BbISBNEHA
TOMbKO BO BPEMS XMPYPrUYeCKMX BMELUATENbCTB UNK TSHKENbIX
Tpasm.

OCHOBHbIM NOSXOAOM K Tepanuu remounnm A ABnseTcs 3amecTi-
TeNbHas Tepanus KOHLUEeHTpaTaMmu hakTopos ceepTbiBaHns kposu VI,
KOTOpas OCYLLECTBASAETCS C MCMNOSIb30BAHNEM [BYX OCHOBHBIX PEXU-
MOB BBEJlEHUS Npenaparos:

« Tepanus no TpeboBaHWI0 AN KyNMpOBaHUS Pa3BUBLLErOCS KPO-

BOTEYEHNs (CpefHsAs A03MPOBKA COMMACHO KIMHUYECKUM PEKO-
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Pucynok 1. CpeaHee ronoBoe 4icyio KpOBOTEUSHU I PY TeMOGWINK A B 3aBUCHMOCTH OT PEXUMa Teparmu.

Figure 1. The average annual rate of bleedings in patients with hemophilia A depending on different therapeutic regimens.

MEeHJALUMAM W UHCTPYKLUMAM MO NPUMEHEHUK) MpenapatoB —
30 ME/kr; 1,25 BBEI€HUIA HA KPOBOTEYEHME);
« npodhunakTuyeckass Tepanus Ans NpeaynpexaeHus pasButus
KPOBOTEYEHUNA, KOTOpas [Lenutca Ha cradpaptHyio (30 ME/kr,
3 pasa B Hefiefio), HU3koA03HYHo (10-20 ME/Kr, 1-3 pasa B Hee-
N0) UNU NepCcoOHANN3NPOBAHHYIO NPOUNAKTIKY, NPU KOTOPON
noTpeBHOCTb B Npenapare noabupaeTcs WHAMBMAYANIbHO B 3aBU-
CUMOCTWN OT (hapMaKOKUHETUYECKIUX NOKa3aTeNeil nauneHTa.
BbI60p pexxuma Tepanuu 0CyLLECTBNSAETCS fieYally M Bpaiom nauu-
€HTA 1 3aBUCUT KaK OT CTEMEHMN TSHKECTN 3a60NeBaHNs, Tak 1 0T (OeHO-
TMNa U WHAMBMAYAIbHON 6a30BOM YaCTOTbl KPOBOTEYEHWUIA, @ TaKXe
0T 06pa3a XWU3HW NauneHTa U ero roTOBHOCTY K fieveHuto [1,5].

Tepanus no Tpe6oBaHUK He 0Ka3blBAET BIIMAHUA HA CpejHee
roA0BOE YMCNO KPOBOTEYEHUN, B TO BPeMs Kak npodunakinye-
cKkas Tepanus AOCTOBEPHO 3HAYUTENIbHO CHUXKAET 4acToTy Kpo-
BOTEYEHWIA M NPeJOTBPALLAET PUCK HEFaTUBHbBIX MCXOA0B 3a60ne-
BaHma (puc. 1), HO Takxe TpebyeT 6onblero o6bema npenapara
W, KaK CNnefCcTBUe, 6OMEE BbICOKUX NMPAMbIX 3aTpaT Ha 3aMecTu-
TeSIbHYK Tepanuto.

Takum 06pa3om, nokasaTeNib CpeaHed roA0BOW YacTOTbl KPOBO-
TEYEHW SBNAETCA BAXHOW TOYKOW KNWHUYECKON 3IEKTUBHOCTY
Tepanuu, TaK Kak CMOHTaHHbIE 11 TPAaBMATU4ECKME KPOBOTEYEHUS MPH
remocounun A, B 3aBMCUMOCTA OT JiOKanu3auun, NPUBOASAT
K Pa3BUTWIO apTpOMaTMMW KPYMHbIX U MENKUX CyCTaBoB, 60N Nnpu

OueHKa (hyHKLUMOHANbHOrO COCTOSAHMA
CYCTaBOB (LUKana)

T0[10BOE 4NCIIO KPOBOTEYEHHIA

NcTouHMK fanHbIX

0 (Pettersson) Megumana 0,3 )

0 (Orthopedic) (0.1-14) Nilsson I.M. et al. J Intern Med. 1992 [6]

0 (Pettersson) . 2R

0 (Orthopedic) CpeaHee 1,8 Aledort L. et al. J Intern Med. 1994; 236: 391-399 [7]
1,1 (Pettersson)
0.2 (Orthopedic) CpepHee 2,6 van den Berg et al. Br J Haematol. 2001 [8]

0 (Pettersson) <2 B LieIOM Funk M et al. Haemophilia. 2002 [9]

0 (Pettersson)

CpepHee 0 (0-0,3)

Fischer et al. Haemophilia. 2002 [10]

0 (Pettersson) <3 B Lienom Lundin. 2005 [11]
0 (0,0-2,5) (Pettersson) R g; 7) Van Dijk K et al. Haemophilia. 2005. [12]

Tabmmua 1. 3aBUCHMOCTD OLICHKN (I)yHKHMOHaJTLHOFO COCTOSIHMSI CYCTaBOB OT CpelHEei rOI0BOIi 4aCTOThI KPOBOTEUEHU I HA OCHOBAHUY JINTEPATYPHBIX JaHHBIX.

Table 1. Joint function scores depending on annual rate of hemophilia-associated bleeding (based on published reports).
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P“CyHOK 2. Drarbl CUCTEMHOTO TIO/IX0/Ia B aHAJIN3e (hapMaKO3KOHOMUYECKOI MOJIENIN.

Figure 2. The systemic approach applied to the developed pharmacoeconomic model.

MbILLIEYHbIX/CIIU3NCTBIX KPOBOTEYEHUAX U XPOHUYECKOMY 60reBoMy
CWHAPOMY NpW PA3BUTUK TApreTHOro CycTaBa, PUCKY CMEPTENbHOMo
ncxoaa npu kposoteyeHmsx B LIHG, roptanu, XKKT.

MokasaHuaMU [ns NPoOBELEeHUA MOCTOSAHHONW NPOUNAKTU4ECKON
3aMeCTUTENbHON Tepanun ABAAKOTCA: TAXKenasa CTeneHb remMounum,
CpeaHe-Tshkenas CTeneHb reMounnm npu passuTn XoTa 6bl 04HOMO
3Nn304a remapTpo3a UM BbIPAKEHHbIX reMOPPArM4eckux npossne-
HUAX ApYron nokanusauuu [1]. MauneHTam ¢ aKTUBHOCTbIO (hakTopa
6onee 3% NOCTOAHHOE UN LJIMTESIbHOE NPOMNAKTUHECKO. JieHeHune
HE06X0AMMO NPU NOBTOPHBIX KPOBOUSNUAHUAX B CYCTaBbl, NOSBNEHNN
NPU3HAKOB CMHOBMMTA WW apTPONATUM, BbIDAKEHHbIX reMopparnye-
CKUX NpOSIBNIEHUAX, TPeOYIOLLMX 4YacTblX BBELEHWA KOHLEHTPaToB
(hakTopos cBepTbIBaHUA [1].

ApTponati — 04HO W3 Hanbonee THKENbIX WHBANNANIUPYIOLLNX
OCNTOXXHEHM remocounum A, 06ycaBnunBatoLLnNX CHUXEHNe TpyA0cno-
COGHOCTYN M Ka4eCTBa XXM3HN NALMEHTOB, a TaKXXe TPebyoLwmux Aonon-
HUTENbHOr0 6H0KETa Ha Tepanuio NaLMeHTOB B CBA3N C HEOOXOAMMO-
CTbK) 3aMeHbl TapreTHbIX CycTaBoB. HeoOpaTuMble W3MEHeHWs
B CyCTaBe Pa3BMBAOTCH, MO OAHUM [aHHbIM, Nocne 4-ro KpoBoTeYe-
HWA B CYCTaB, a N0 APYruM — yxe €O BTOPOro [4]. 3aBMCUMOCTb OLIeH-
KN (hYHKUMOHANIBHOrO COCTOSAHUSA CYCTaBOB OT CPefHeli rofoBoN Ya-
CTOTbl  KPOBOTEYEHWA HA OCHOBAHUM JINTEPATYPHbIX  AAHHbIX
npeacTasneHa B Tabnuue 1.

Takum 06pa3om, NpochmnakTuyeckas Tepanus sBIAETCA «30/10TbIM
CTaHAapTOM» Ans NAUNeHTOB C TSHKEeNbIM (DEHOTUNOM 3a60/1eBaHNA
1 No3BONeT 06ecneynTb COXPAHHOCTb MALMEHTOB, OfHAKO BMECTE
C 9TUM XapakTepuayeTcs 1 605ee BbICOKMMI 3aTpaTami Ha papmako-
Tepanuio No CPaBHEHMIO C Tepanueil No Tpe6oBaHNIo, YTO NOApasyMe-
BaeT HeobX0AMMOCTb Kak KNMUHUYECKM 060CHOBAHHOrO HasHauyeHus
[AHHOrO peXxuma Tepanui, TaK 1 3KOHOMUYECKON OLEHKW nocnes-
CTBMIN 60ree LWMPOKOro NpeACcTaBNieHNs JAHHOM0 pexuma B nonyns-
Unn nauueHToB. Lienb uccnepoBaHns — NpoBECTM OLEHKY KNUHWYe-
CKUX NPENMYLLECTB 1 9KOHOMUYECKOr0 6PEMEHM Pa3NINYHbIX PEXXUMOB
Tepanun remocpunum A B PO 1 BbISIBUTb NYTH ONTUMU3ALMN YPOBHS
0Ka3aHusi NOMOLLN.

Matepuanb! 1 METOADI

[N BbINOSIHEHMA NOCTABMEHHOI LIeNN Hamu Bbina co3aHa KOM-
nnekcHas apMako3IKOHOMUYECcKas MOLenb, Ans NOCTPOEHNUS KOTO-
PO UCMONb30BANN CUCTEMHbIA NOAXOA, KOTOPbIA BKAOYAN KIMHN-
YECKYH OLEHKY nonynsuuu, notpebneHne akTopoB CBEPTbIBAHUA,
PUCK Pa3BUTUS OCNOXHEHMIA 1 PAcX0/bl HA UX Tepanuto, KNo4eBble
coLnanbHble pacxXofbl N aHaM3 PacxofoB C TOYKM 3peHns adpdek-
TnBHOCTN. OCHOBHbIE 3Tanbl CMCTEMHOrO MOAXOAA MPEeACTaBEHbI
Ha PUCYHKE 2.

Mpu MoAENMPOBAHNUM UCXOA0B W 3aTPAT HA NOMYNALMIO NALUEHTOB
MpY CPaBHUBAEMbIX CLIEHAPUAX Y4UTbIBANM CRIEAYIOLLINE KPUTEPUM: 06-
LLIee YMCNO KPOBOTEYEHUN B rOf, MOTEHLWANbHOE YUCNO TapreTHbIX
CyCTaBOB, CTATyC MHBANMAHOCTYA NO TapreTHbIM CycTaBam, PUCK Jie-
TaNbHOMO CX0AA B CBA3M C KPOBOTEYEHMAMN, A TaKXe 00LLee YMCIo
[Hei BPEMEHHO HeTPYA0CNOCO6HOCTM M MPONYCKOB Y4ebbl.

B xone aHanu3a 3atpart 6bi1n OLEHEeHbl NpsMble MeANLUHCKKE, He-
MEeANLMHCKIE 1 HenpsMble 3aTpaThbl. [104 NpsAMbIMK 3aTpaTami NOHM-
Manacb CTOMMOCTb OCHOBHOI (hapmakoTepanuu (hakTopbl CBEPThIBa-
HUS KPOBW B pexume N0 TPe6OBAHMIO W PA3NINYHbIX TUNax
NpoUIaKTU4ECKON Tepanum), CTOUMOCTb BbI30BA CKOPOW MOMOLLM,
CTOWMOCTb CTALMOHAPHOrO 11 aMbyNnaToPHO-NOMMKAMHNYECKOTO fleve-
HUS, B T.4. 3HAONPOTE3NPOBAHME TapreTHbIX CycTaBoB. K HeMpsimMbIM
OTHOCUAUCH CrefytoLLne 3aTpaThl: noTepn BBIT, BbI3BaHHbIE CMEPTBIO
60NbHbIX, MHBANUAN3aLMER, 60NE3HbIO; BbINAATHI MO 60NbHUYHBIM
nnucTam.

IcTOYHMKOM AaHHbIX 0 CTOMMOCTM NpenapaToB DakTOPOB CBEPTbI-
BaHua kposw VIII aBnsnucek ceefeHns degepansHoro TeHaepa 2016 1.,
COrMacHO KOTOPbIM CPeJiHEB3BELLIEHHAs LieHa eANHNLbI TPEX 3aKynae-
MbIX MEX[yHapOAHbIX HENaTEHTOBAHHbLIX HAUMEHOBAHWIA COCTaBMUMA
8,22 pyo6.

/ICTOYHMKOM AaHHbIX O NPAMbIX MEAULMHCKMX 3aTpaTax SBNfi-
NUCb OTKPbITbIE AAHHbIE TAPM(OB pernoHanbHbIX QPOHA0B 0653a-
TENbHOr0 MEAMUMHCKOTO CTPaxoBaHUs, a TakXKe MpPencKypaHTbl
(hefepanbHbIX KIMHUYECKNX LEHTPOB. YacToTa Ha3Ha4eHUs n 006b-
eM MeANLIMHCKON NOMOLLM ANS OLEHKM NPAMbIX MEAULUHCKNX 3a-
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B3pocnblie Letn
Pexum Tepanmu Taxenas Cpenuas Nerkas Taxenas Cpenuas Nerkas
CTeneHb CTENneHb CTeneHb cTeneHb CTENeHb CTENeHb
TekyLlas Tepanus
[To Tpe6oBaHmo
10 30 ME/k 64 80 100 5 40 100
Mpodhunaktnka
20 ME/kr 2-3 pasa B Hegesno 16 20 0 15 40 0
lMpodunaktnka
30 ME/kr 3 pasa B Heeso 20 0 80 20 0
MepcoHnuumpoBaHHas npodunakTmka 0 0 0 0 0
Mogenupyembiii cueHapuii 1
[To TpeboBaHMO
10 30 ME/k 20 100 0 40 100
MpodomnakTuka
20 ME/kr 2-3 pa3a B Heaeno 20 0 10 40 0
Mpodunaktnka
30 ME/kr 3 pa3a B Heaento 60 0 %0 20 0
MepcoHncnymposaHHas NpomnnakTuka 0 0 0 0 0
Mopgenupyembiin cueHapuin 2
Mo Tpe6oBaHmio
10 30 ME/kr 20 100 0 40 100
MpodomnakTuka
20 ME/kr 2-3 pasa B Hefiento 20 0 10 40 0
lpodpunaktnka
30 ME/kr 3 pa3a B Hefiento 20 0 10 10 0
MepcoHnduuymposanHas npomnakTnka 40 0 80 10 0

Tabmuna 2. CerMeHTaLMsI MALMEHTOB 110 PeXUMaM Teparuu ¢ y4eTOM UX BO3pacTa U CTENEHU TSLKECTH 3a00J1eBaHUS MTPU Pa3IMUHBIX CLEHAPUSIX B paMKax

paccMmarpuBaeMoii Moesu (%).

Table 2. Patients segmentation according to the treatment regimens. Both the age and severity of the disease were included in the different scenarios described in this

model (%).

Tpar (ambynatopHas NOMOLLb, KPOBOTEYEHNS, NOPaXeHMs cycTa-
BOB) OCHOBbIBANCA HA CTaHAApTax MEeAMLWUHCKOA MNOMOLLM
1 KIIMHUYECKNX PEKOMEHLALMSX.

B ocHoBy ans pacyeta notepb BBIT 1 BbINAaT no 60fbHUYHLIM 1U-
cTam ObINy NOMOXEeHbl METOANKN N3 npuka3a MuHucTepcTBa (huHaH-
coB P® o1 10 anpens 2012 roga N 192/3231/45H/113 «06 yTBEpXaE-
HuM MeTofonoruy pacyeta SKOHOMUYECKUX NOTEPb OT CMEPTHOCTH,
3a60/16BaEMOCT W MHBANMAN3ALMM HACeNeHus». Takxke crefyeT oT-
METUTb, YTO B COOTBETCTBUM C [1puUnoxXeHnem 3 K faHHOMy HOpMaTuB-
HOMY IOKYMEHTY pacyeT 06bema ynyLLeHHOI BbIrofbl 0T MHBANNAN32-
UMM HaceneHus BeLETC He OT 3HadeHus nogylesoro BB (BBI
CTPaHbI/HMCNEHHOCTb HACENEHMs), @ OT MOKazaTess, OTpaXatollero
oTHoLleHue BB 3a rog (BBIt), K YNCNEHHOCTN 3aHATLIX B 3KOHOMMKE
B Poccuitckorn Gepepauun B rogy (H43t).

[lns pacyeToB B MaTeMaTM4eCKON MOAENN Y4UTbIBaNacb CTOMMOCTb
onepauun no TOOMC ¢ peabunutaumein no LeHe 133134 py6. (paH-
Hble W3 npaiic-nucta «HaumoHanbHOro MeAuLMHCKOr0 Wccnenosa-
TeNIbCKOrO LIeHTPa remMaToniornin»), pa3mep cpefHeii 3apaboTHO nna-
Tol — 34030 py6. n nogywesoro BBIT u3 pacyera 566825 py6. (no
JaHHbIM DefiepanbHOom CnyXobl roCyLapCTBEHHON CTATUCTUKN).

[N QOCTWXEHMS NMOCTABNEHHOW LeNn BbISBIEHUS MyTeil oNnTu-
MWU3aLn 0KaszaHus NOMOLLY HaMK ObI UCNONb30BaH MeToA hap-
MaKO3KOHOMUYECKOr0 aHanu3a «3aTparbl-apdeKTMBHOCTb» (COSt-
effectiveness analysis, CEA). Ananus [AaHHbIX MpouU3BoOAMACA
¢ ucnonb3osanuem Microsoft Excel (Microsoft, CLLIA).

B ocHoBY pa3paboTKu mateMaTn4eckon MOLEN BeeHNs nawu-
EHTOB C remodununein 6bin0 NOMOXEHO NPEANOSIOXKEHNE O BUS-
HUW pexuma Tepanunm u CTENeHN TSXKeCTU 3a60ieBaHNs Ha ero
TEYEHNEe 1 NPOTrHO3 Pa3BUTUS OCNOXHEHWUA. G Lenb NPOrHO3n-
POBAHMA U3MEHEHUS NCXO00B M 6I0)KETA HA Tepanuto Nonynauun
NaLWeHTOB W BbISBNEHUS NYTEN ONTUMMU3ALMN HAMU ObITN TaKXe
OLiEHEHbl TPU CLEHapns — CLIeHapui, COOTBETCTBYIOLLMIA TEKYLLE-
MY YPOBHIO OKa3aHMs NOMOLLM NaLMeHTam, 1 Ba MOAENNPYEMbIX
CLeHapus Tepannu, mpu KOTOPbIX pacTeT Aons cTaHAapTHOM (cue-
Hapuit 1) 1 NepcoHaNM3MPOBAHHON (CLEHapuil 2) npodunakTnye-
CKOM Tepanuu:

« CueHapuin «TekyLLlas Tepannus» — YUCo U pacnpeneneHne naum-
€HTOB M0 BO3PACTaM 1 Pa3nnyHbIM peXXxMMam Tepanum cornacHo
npakTuke Tepanuu naunentos B PO B 2017 1.;

«  Mopgenupyemblii cueHapuii 1 — yBenuyeHue LOMW NauneHToB
Ha CTaHAapTHO NpouNakTKe 3a CYET NepeBoaa 4acTu nony-
NALUNMKA C PEXUMOB «NO TPeOOBAHMIO» U «HU3KO[03HAs Npou-
NaKTUKa»;

«  Mopgenupyemblii cLieHapuin 2 — NnpeacTaBieHne pexxuma nepco-
HaNNU3MpOBaHHOW NPOUNAKTUKM 1 NEPEBOJ Ha Hee YacTyh naum-
€HTOB CO CTAHAAPTHOI NPODUNAKTUKN.

[Mpn aHanu3e KAMHUYECKUX UCXOA0B M 3aTpaT Ha NeYeHne BCeii No-
nynsunu 60MbHbIX remodunneidr A B JaHHOM uMcCnefoBaHuu Obina
NpoBefeHa OLEHKA KaK C TOYKM 3peHMs rOpu3oHTa UccnenoBaqms 12
mecsLeB, Tak u B nepcnektuse 5, 10 n 50 ner.

DAPMAKO3KOHOMUIIKA. Cosp ®

)3KOHOMUKa 1 chapmakoanuaemmonorus. 2017; Tom 10, Ne 4
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QAR OHOMIER

lono0BOE YMCNO0 KPOBOTEYEHMIA B 3aBUCUMOCTH
PexXuM Tepanki YacTora Befienua | MEHa1kr OT CTENEHM TAXECTH 3a60NEBaHNA T T
npenapara B HEfieN0 | Maccbl Tena
TAXENas cpeaHas nerkas
Ha kaxnoe Manco-johnson (2013) [15],
Mo TpeGoBaruio KpOBOTEYEHUE 875 279 3 ! Valentino (2012) [16]
HiU3K0A03Has 3 20 33 3 0 Fischer (2013) [17]
npodunakTnka
CranpapTHas 3 30 1 0 Valentino (2012) [16],
npounakTnka Manco-johnson (2013) [15]
T L I 29,6 0,85 0,85 0 Gringeri (2016) [14]
npocunakTnka BapbMpOBaTh)

Ta6mmua 3. BBoaHbIe faHHbIE MOJIENIN LTSI OLIEHKHM MOTPeOHOCTH B npenapartax haktopoB cBepThiBaHust KpoBU VIII 1 ronoBoro yncia KpoBOTEUEHHUI.

Table 3. The input data for estimating the need in coagulation factors VIII and the annual rate of bleedings.

OCHOBHbIM UCTOYHUKOM AaHHbIX AN MPOBEAEHHOr0 MCCNeA0BaHNA
ABNANNCL ONy6/IMKOBAHHbIE OTEYECTBEHHbIE W 3apy6exKHble nuTepa-
TYpHble AaHHble N0 npo6neme. [aHHble 06 OPUEHTUPOBOYHOI TeKy-
L nonynauMM NaUMeHTOB 1 pacnpeaeneHn nx no Boapactam, Ta-
XKECTM W pexumam Tepanuyu OCHOBaHbl Ha 3NWUAEMUONOrMYeCKOM
ncenefosaHum 3a 2017 r., NOATBEPXAEHHbIM 3KCMEPTHON OLLEHKON.

B npoBeeHHOM aHanm3ae UMEKTCA CreaytoLLme JonyLLeHus:

1. PasBuUTME XWU3HEYrPOXKAOLLEro U THXKEN0ro KpoBOTEYEHNs CO-
NPOBOX/AETCS BbI30BOM CKOPOI MEAULMHCKO NOMOLLY C NOCNeayto-
MM CTaLMNOHAPHBIM NIEYEHNEM;

2. 06LmMe aNMAeMMONOrMYecKIe aHHbIe OPUEHTNPOBOYHbIE N MO-
FyT He MOSMHOCTbIO OTpaXaTb PeanbHOe pacnpefeneHne nauneHToB
Nno PeXumam, a MCX0abl OLEHUBANUCH COMMACHO ONy6IMKOBAHHOI 3a-
py6exHoi nuTepartype, Tak Kak [aHHbIX OTEYECTBEHHbIX aBTOPOB
no AaHHOW npobrieMe Ham 06HAPYXXNUTb He YAAnoCh;

3. B 0CHOBY OLigHKM Yncna fHei HeTpyaocnoco6HOCTI BbIo NOMo-
)KEHO YCpedHEeHHOe NPeanonoXKeHne 0 TOM, 4TO OHO KPOBOTEYEHME
BNEYeT 3a CO60A OAMH [ieHb HETPYAOCMOCOOBHOCTY, TaK Kak nerkue
KPOBOTEYEHUS MOTYT He MPUBOAWTL K MOTEpPe TPYAOCMOCOBHOCTH,
a TaKkxe He Tpe60BaTb BBEAEHWSA MOHOM [03bl Npenapara, B T0 Bpems
npu TAXKeNbIX KPOBOTEYEHUAX MOXET TPpe6oBaTbCA rocnutanusaums
11 Tepanns MOXeT NPOBOAUTLCA B Te4eHue 2-3 Hel 1 6oree;

4. ToBOPSA 0 CTPYKTYpe 6OJIbHBIX MO rpynnam WHBaNUAHOCTK, B CO-
OTBETCTBAM C JAaHHbIM Bcepoccuiickoro o6uiecTa remocunnmg,
no 10% 60MbHbIX remocunnen NpusHatoTcs MHBanuaamu 1-in u 3-i
rpynn, octanbHble (80%) — wHBanuaamun 2-i rpynnel [1,3], a npu
OLIeHKE HenpsiMbIX 3aTpat HEeTPYA0CNOCOOHbIMI BYAYT NPU3HAHLI BCE
nauueHTbl ¢ 1-i rpynnoi nHeanuaHoct u 50% WHBaNUAOB — co 2-i
rpynnoi, To ectb 50% 60bHbIX remodunuei [13].

PesynbTarbl

TMonynayns nayneHTos

CornacHo OTKPbITbIM  OMy6MMKOBaHHbIM AaHHbIM - MuHucTepcTBa
30paBooxpaHeHns P®, o6Liee 4MCNO NauWeHTOB C remodounuein A,
BK/1O4EHHbIX B DefepanbHblii peructp, no faHHeim 2017 1., cocTaBuiio
6342. OpMEHTMPOBOYHOE YMCIO JIEYEHHbIX NALMEHTOB, B CBOO 04epesb,
cocTasnset 5440, unu 86% 0T NONyNALUN AUArHOCTMPOBAHHbIX MaLn-
eHTOB. [laHHas pa3HuLa MOXeT 6bITb 06YCIOBMEHA HANUYMEM B NONYNs-
L1 NALMEHTOB C NErKoii (popmMoit Te4yeHUs 3a60MeBaHNSA, He UCTbITbIBA-
fOLLEA CMOHTAHHbIX W TPaBMATWYECKMX KPOBOTEYEHUA W TpebytoLlei
3aMECTUTENbHON Tepanuu TOMbKO MpU XUPYPrUYECKMX BMeLUATeNb-
cTBax. OpMEHTUPOBOYHOE OTHOLLIEHIE NALMEHTOB B3POCOr0 W AETCKO-
ro Bo3pacta coctasnsiet 70 k 30%.

B xoze MoaenupoBaHns UCXOL0B 1 BHOKETA HA Tepanuio BCe NawueH-
Tbl C reModpunueit A, nonyyaroLLme Tepanuio npenaparaMi KOHLEHTPATOB
thaktopos cBepTbiBaHus VIl B PO, 6b151 CErMeHTUPOBAHbI COMMACHO X
BO3pacty (4etv mnagLue 18 IeT 1 B3pOCble), TAXKECTU 3a60N1eBaHNs (T4-
Xenasi, CpeaHe-TSHKeNas 1 Nierkas CTeneHn) 1 pexumy Tepanin (taén. 2).

TeKyLWMA OPUEHTUPOBOYHbIN YPOBEHb OKA3aHWA MOMOLLUM NauueH-
TaMm, OTP@XEHHbI B CLEHapUK «Tekyllas Tepanusi», nokasan, 4To
60nbLIAs YaCcTb NONyNALMKM B3POCbIX NauneHTos B 2017 r. nonyyana
Tepanuio B pexxume no Tpe60BaHNIO, 1 TONbKO 36% NaLUeHTOB C TH-
XKenon opmoii monyyanu npodomMnakTMHecKyo Tepanuio, B T Bpems
Kak nauueHTbl Mnagie 18 net yate nonyyanu Tepanuio B npounak-
TU4ECKOM PeXUME 1 Ha Hee npuxoaunoch 95% nonynsuun ¢ Tsxe-
NbIM TeYeHUeM.

Mogenupyemblid cugHapuii 1 npeanonaraet 3Ha4YUTENIbHOE CHUKE-
HWe 10NV NAuMeHTOB Ha Tepanuu No TPe6OBaHWIO B MEPBYIO 04Yepedb
NPy TAXeNoi opme remopunnn A — 1ak, B cybnonynaumm B3pocnbix
nauneHToB fons npodunaktuku coctasnser 80%, a B AETCKOW —
100%. Mpu 3TOM NPOUCXOAMT NEPEXOA NaLMEHTOB C pexuma no Tpe-
60BaHNIO B PEXUM HWU3KOLO3HOM NPOPUNAKTUKK, a U3 HU3KOLOSHON
NPOUNAKTUKIA — B CTAHAAPTHYO NPOMUNIAKTUKY, XapaKTepU3yHoLLyio-
¢ 60nbLIei 90 DeKTUBHOCTbIO [14].

Mogenupyemblii  cugHapuii 2 NOApPa3yMeBaeT Takoe e pac-
npegenedne Mexay npouNakTuieckon Tepanueinl W Tepanuei
no TPe60BaHWIO, HO YHYUTHIBAET PEXMM NEPCOHANN3MPOBAHHOI Npo-
(hbunakTMKu, Npu KOTOPOM TOYHAR A03MPOBKA Npenapara nogbupaeTcs
C Y4eTOM WHAMBUAYaNbHbIX (PAaPMAKOKMHETUYECKUX OCOOEHHOCTEN
naumeHTa, 1 KOTopas Mo3BOMSET JOCTMYb YACTOTbl KPOBOTEYEHMWIA
B r0J MeHbLLIE 0HOr0 KpoBoTeYeHus [14].

AHann3 3agheKTHBHOCTH TEPaNUN

C uenblo aHanu3a 3(PEKTUBHOCTM OTAENbHBIX PEXUMOB Tepanuu
11 CPaBHUBAEMbIX CLLEHAPUEB C TOHKYM 3PEHNS NMONYNALMNA NALUEHTOB HAMK
ObIN1 OLIEHEHbI CriefyHOLLME TOYKM KITMHNYECKON 3EKTUBHOCTM:

- [040BOE 4MCNO KPOBOTEYEHUI (pacyeTHbIW nokasatenb 4ucna

KPOBOTEYEHWIA B NONYNALMN B 3aBUCUMOCTH OT peXuUma Tepanum
1 6€3 y4eTa X floKanmaaunum n TKecTn);

e Puck pasBuTUS TapreTHbIX CyCTaBOB (MCXOLS M3 [OMNYLLEHMS,
410 70% KPOBOTEYEHMI CYCTaBHble, ANA Heobpatnmoro mno-
BPEX[EHUs CycTaBa TpebyeTcs 4YeTbipe KPOBOTEYEHUS, U Ka-
XLOoe 3-6 KPOBOTEYEHWe MPOMCXOAMT B TOT XKe CYCTaB, 4TO
1 npeablayLlee);

«  PucCK netanbHbIX MCXOAO0B (MCXOAA U3 AOMYLLEHUS, YTO PUCK Ne-
TanbHOro ucxoaa — 0,02% Ha 0AHO KPOBOTEYEHUE COMNAcHO pe-
TPOCMEKTUBHOMY aHanu3y 2 950 nauneHTos);

- BpemeHHaa noTeps Tpynocnoco6HOCTW (MpOMycKM paboThl
B3POC/bIMI NauneHTami, y4ebbl NaumMeHTamm 4eTCKoro Bo3pac-
Ta 1 paboTbl X ONeKyHamu).

[ns oLeHKN 4acToTbl KPOBOTEYEHMIA M NOTPEGHOCTK B Npenapare
NS PasfnyHbIX PEXUMOB Tepanuu GbiN UCMONb30BaHbI [aHHbIE,
npeacTaBneHHble B Tabnuue 3.

Knto4eBble nokasarenu MCXoL0B reModounni A npu pasnnyHbix cue-
HapuaX Tepanum, a Takxe notpe6HOCTb B npenapartax goaktopa Vil gna
OCYLLECTB/IEHNS 3aMECTUTENBHON Tepanun 0TpaXKeHs! B Tabnuue 4.
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Tekywas Mopenupyembii [nHamuka Mopenupyembii INunamuka
Tepanus cueHapmii 1 nokasarens, % CLeHapuii 2 nokasarens, %
flokaarere B3poc- B3poc- B3poc- B3poc- B3poc-
nbie A nbie AL nbie A3 nble e nbie AL

O6uee ronosoe 4MCno | 5oy | 3817 | 20269 | 2129 | -621 | -442 | 22081 | 1987 | -624 | -47.9
KPOBOTEYEeHNiA
06Lee Yncno
MOTEHLUANTbHbIX 3409 213 1283 115 -62,4 -46,2 1272 107 -62,7 -50,0
TapreTHbIX CyCTaBOB
[MauureHTbl N0 puckom 13 6 538 6 538
NeTanbHOro Mcxofa
061asn BpeMeHHas
HeTpyLOCnoco6HOCTb B 58 710 2210 22 327 2077 -62,0 -6,0 22141 1938 -62,3 -12,3
nonynsuuu
“”ﬂ(’ET)p36”e””e FVIIT(uatt | g9 163 891 173 73,9 6,5 885 172 72,8 54

Tabmnua 4. [lnHaMyKa 1okasaTesieil ICX0I0B TeMOGIINN A B 3aBUCUMOCTH OT CIIEHAPHEB TePAITUK ¥ BO3PACTHOM IPYIIIIBI TTALIIEHTOB.

Table 4. The outcomes of hemophilia A in different therapeutic scenarios and in different age group of patients.

Kak BMAHO M3 NpeAcTaBeHHbIX JaHHbIX, AN 060X MOAenupye-
MbIX CLleHapueB MepeBoj NaUMEHTOB C PEXUMOB Tepanuu, obecne-
Y/BAKOLIMX MEHbLUYK 3aLUTY OT CMOHTAHHbIX W TPaBMaTU4YeCKUX
KPOBOTEYEHMIA (Tepanus no Tpeb0oBaHNIO U HU3KOLO03Has Npodnnak-
TKA) Ha pPexuMbl, 06ecrneynBaroLLne 60bLUIYI0 3aLUTY (CTaHAApT-
Has 1 NepCOHANN3MPOBaHHas NPOUNAKTIKA), MPUBOLUT K YnyLle-
HUIO UCXOLO0B 3a60sIeBaHMA B MONYNALMUM, HO U TPeByeT 60JbLIEro
pacxofa (haktopa CBepTbIBAHWUA KPOBU. Tak, MOAENMPYEMBIN CLeHa-
puid 1 NPUBOANT K CHKEHWIO 06LLEr0 YNCNA KPOBOTEYEHMIA Ha 62,1
1 44,2%, 06L1ero 4nucna noTeHUManbHbIX TapreTHbIX CYCTaBOB —
Ha 62,4 1 46,2% 1 K CHUXEHMI0 06LLEero BpeMeHn HeTpYa0Cnoco6Ho-
CTU Ha 62 1 6% B NOMyNAUMKN B3POCNbIX U AeTell COOTBETCTBEHHO,
2 TaKXXe K CHUXKEHUIO pucka JieTanbHocTu Ha 53,8%. Moaenupyembii
cueHapuin 2 obecne4nBaeT eule 60nee BbICOKY 3(D(DEKTUBHOCTb
B NpeoTBPaLLeHNN KPOBOTEYEHWIA (CHUXKEHNE 06LLero Yucna Kpo-
BOTEYEHMNA Ha 62,4 1 47,9%, 06LLero Yncna NoTeHLNanbHbIX TapreT-
HbIX CYCTaBOB — Ha 62,7 1 50,0%, 061L1ero BpeMeHn HeTPYyA0CNoco6-
HOCTW — Ha 62,3 u 12,3% B nonynauuu B3POC/bIX W [eTeil
COOTBETCTBEHHO).

MMpu 3TOM JOCTUXEHWE YAYHLLIEHHbIX PE3yNbTaToB Tepanumn Tpebyet
noBbILLEHNS 06bema noTpebneHns daktopa ceepTbiBaHus VIl Ha 73,9
1 6,5% y B3pocnbIxX U aeTen npu cueHapun 1 v Ha 72,8 n 5,4% — npu
cueHapun 2.

Han6onee 3Ha4nMble U3MEHEHWUS MPU MOAENNPOBAHNI aNbTepHa-
TWUBHbIX CLEHapWeB MNPOKU3OWAN B pacnpedeneHun nonynsauni
B3POC/IbIX NALNEHTOB B MOAENUPYEMOM CLeHapun 1, 410 B 60JbLLEl
CTEMNeHn NOBMAN0 HAa CyMMapHOe KONN4eCcTBO (hakTOpOB CBEPTbIBA-
Hua B MIH ME, Tak kak noTpe6HOCTb B npenapare 3aBMCUT OT Beca
naumeHTa.

B xome aHanu3a AaHHbIX Modenu 6bina 0TMeYeHa npsamas 3aBi-
CUMOCTb MEX[Y YMCIIOM TSXKENbIX 60MbHbIX, HAXOAALWMNXCS Ha Te-
panun «no Tpe6oBaHU», 1 YNCNOM «TapreTHbIX CyCTaBOB» B COOT-
BETCTBYIOLLEN rpynne (4ucno nauyueHTos coctasmno: 1983, 620
1 620 B rpynne ¢ TekyLlen Tepanunen n MoAeNupyeMbiMI CLEHApU-
AMU 1, 2 COOTBETCTBEHHO, a YMCNO TapreTHbIX cycTaBoB — 3358,
1236 1 1225). Kak BULHO 13 NPeACTaBIIEHHbIX PE3yNbTaToBs, 3aBu-
CUMOCTb ONpefenana COOTHOLLIEHNE MEXAY YNCNOM BO0MbHbIX 11 MO-
TEHUMANbHbIX CYCTABOB — MLLEHeN Kak 1 K 2. 3TO NpeanonoxeHue
HalLI0 YaCTUYHOE NOATBEPX/AEHNE B pe3ynbTaTax CTaTUCTUYECKOr0
aHanu3a aTux ABYX pPALOB 3HaYyeHuit. Tak, oueHKa no t-kputeputo
CnmpmeHa nokasana CuiibHyK NPsMYy0 OCTOBEPHYO 3aBUCUMOCTb
MeXJy BbllIeyKa3aHHbIMW pafamu paHHbix (p=0,875; p<0,05).
Cnefmyet 3aMeTuTb, YTO NPUMEHEHUE AaXKe HenapameTpuyeckon

CTATUCTMKN NPU KpaiiHe MasnbiX pagmepax psaa He AaeT HafeXHbIX
pe3ynbTaToB, OAHAKO NOATBEPXKAAET TEHAEHUMIO. VICX0as 13 aToro,
4ncno 60NbHLIX C remodununeit, NOABEPrINXCA WHBANUAU3ALNY
B pamkax NpeanoXeHHOro uccnenoBaHns, 6bino onpeaeneHo Kak
50% 0T yncna TapreTHbIX CYCTaBOB MO KaXXAOMY U3 TPexX CLeHapu-
eB. Ha 0CHOBaHUM NONYYeHHbIX JaHHbIX Oblfa paccynTaHa yTepsiH-
Has BbIrOAA B pe3ynbTate yTpaTbl TPYAOCNOCOOHOCTU 6OMbHLIMY
remocunueir A.

TakxKe BXHY0 pofb B OLIEHKE UCXOA0B 3a00MEBaHNs B JONrOCPOY-
HOI1 nepcnekTuBe (6onee 1 roga) urpaet He TOMbKO HEOOXOAUMOCTb
NepBUYHON 3aMeHbl CyCTaBOB (3HLOMPOTE3UPOBAHNA), KOTOpas, Co-
[MACHO NUTEPaTYPHbIM AAHHbIM, COCTABNAET OKOJIO 75% 06LLEro Ync-
Na TapreTHbIX CycTaBoB, HO MOBTOPHOM 3aMeHbl (PeBU3NI), HE0OX0AN-
MOCTb KOTOPOW onucbiBaeTcs ypasHeHuem y=0,0531xX/0,5349, rae
y — NPOLIEHT CYCTaBOB Ha MOBTOPHYH 3aMeHy, a X — YACNO0 NeT Habnto-
JieHns. H4actoTa NOBTOPHOW 3aMeHbI paccyuTaHa HaMK Ha OCHOBAHUM
aHanu3a 60/bLLUOro Y1Cna IUTePaTypHbIX UCTOYHMKOB [18-22]. Takum
06pasom, yxe B nepsblil rof 5,3% YCTaHOB/EHHbIX CYCTaBOB NpUAeT-
CSl MOMEHATb B CBA3M C CENTUYECKNM 1 aCENTUYECKNM pacLuaTbiBaHU-
eM, Yepe3 nATb NieT — 12,6%, 4epe3 10 net — 18,2%. Cnenyer oTme-
TWUTb, 4TO NOBTOPHAS 3aMeHa CyCTaBOB MaLleHTam AETCKOro Bo3pacra
MeHee aKTyanbHa Ha 0CHOBaHMM 0630pa NuTepaTypbl. Takum 06pa3om,
ornepauus no 3ameHe CycTaBa ABASETCA KPYMHbIM XMPYPruyeckum
BMELLIATENIbCTBOM C TOYKM 3PEHUS MaLMEHTa, a TAKXKE BbICOKOTEXHO-
JIOTUYHOM 1 JOPOroCTOALLEN NPOLeAYPON C TOYKN 3PEHNS OpraHn3a-
WY 30paBOOXPAHEHUS, U TPEOYET B KaXXAOM CNy4vae A0NOMHNTENbHbIX
(haKTOPOB CBEPTHIBAHMS.

Axanus 3arpar
B x0fe OLEHKM pacxofoB Ha Tepanuto NauMeHToB ¢ remodunnen
A B P® Hamu 6bIn1 Bbl4eNEHbI CReayroLLe CTaTbil 3aTpar:

« AmOynartopHas Tepanus (3amecTuTesibHaa (hapmakoTepanus
(hakTopamu ceepTbiBaHus kposu VI, a TakKe HeMeaNKaMeHTOo-
3Hble METObl NPOPUIAKTUKIA 1 peabunuTaunum n ConyTCTBYH-
was papmakoTepanusi COrMacHO YTBEPXIEHHbIM CTaHapTam
MELULIMHCKON MOMOLLK);

» Tepanus KpOBOTEYEHWIA (PACXOLbl HA rOCMUTANN3ALMIO U BbI30B
CKOpO MOMOLLM C Y4eTOM KONMWUYECTBA KPOBOTEYEHWA MO Ka-
XKAO0MY 13 CLiEHapUEB — KaK KPOBOTEYEHNIA, TPeOYIOLLMX Tepanum
B peXumMe «no TPe60BaHMIO», Tak U BO3SMOXHbIX MPOPbIBHbIX
KPOBOTEYEHUI Ha (POHE NPOdUNIAKTUHECKO Tepaniu);

« [lopaxeHue CycTaBoB (y4MTbIBAET CTOMMOCTb CamMOM OnepaLum
COrNacHo Tapudy, BKKYas UMNNAHTUPYEMbIRA CYCTaB, a TaKkxke
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0y

BpemeHnas

AmbynartopHas Mopaxenue
HaumeHoBaHue cueHapus KpoBoTeuyenus HEeTpyAocnoco6- MHBanugHocTb Wroro

nomoLLb CyCTaBoB

HOCTb
B3pocnbie
Tekywas Tepanus 4211 170 2 052 67 72 6 571
MO”e”“pyeM1""" ClicHapiu 73221 66 4 7731 25 72 8258
MO”e””pyeM;'” ClieHapu 72741 654 766 4 25 72 8203
[etn

TekyLas Tepanus 1402 7 82 3 30 1587
M°”e”"'pye“"1""" clieHapui 14891 281 a4l 2l 30 1503
MO”e”"'pyeMZ"'“ ClieHapiu 14741 271 Mnl 2l 30 1575

Tabauna 5. MeIMIMHCKUE ¥ COLAJIbHbIC Ppacxoanl MpU pasIMIHbIX CHEHAPUAX TEPAITUU Ha TOTTYJIAUMN MMAllMEHTOB B3POCJIOro U AETCKOIro BO3pacTa

¢ reMouiireit A B Toj1, MJTH pyo0.

Table 5. Annual medical and social costs of treatment of adult and pediatric patients with haemophilia A according to different treatment scenarios (million rubles).

CTOMMOCTb JOMOMHUTENbHbIX (DAaKTOPOB CBEPTbIBAHMS HA One-
paumio);

» BpemeHHas HeTpyaocnoco6HOCTb (PacxoAbl Ha onnaty 60fb-

HWYHOrO B 3aBUCMMOCTY OT YKUCA NPONYLLEHHbIX JHEN Mo pabo-
Te unu y4ebe);

e VIHBaNMAHOCTL (KOMMEHCAUNOHHbIE BbIMAThl B rof, a Takxe

ynyLLieHHas Bbiroga B npoussogcTse BBIT).

MockonbKy pacxofbl Ha neYeHne NauneHToB ¢ remodounuein peanu-
3Yl0TCA B paMKax LeHTpann3oBaHHON (hefiepanbHoii nporpaMmbl, Mbl
OLIEHMBANM pacxofbl Ha BCKO NOMyNALMIO BOMbHbLIX C Y4ETOM CErMeH-
Tauum no nogrpynnam (taémn. 5).
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Tekywas
Tepanus

B3pocnble naumeHTbl

Kak BMOHO M3 Tabnuubl 5, Ang nonynauum B3pOCHbIX NauueHToB
YBENMYEHNE PacxofoB Ha ambynaTopHy NoMOLb Ha 74 n 73% npu
MOZENMPYEMbIX CLEHapusax 1 1 2 COOTBETCTBEHHO NPUBOANT K COKpa-
LLIEHUIO PacXooB Ha JieqeHne KpoBOTeYeHUIA (Ha 61 1 62%), neveHne
nopaxeHus cyctaBoB (Ha 62 1 63%) 1 pacxofbl N0 BPEMEHHOMN HETPY-
[0CnoCco6HOCTN (Ha 62 1 62%) B CPaBHEHUM CO CLiEHApUEM «TeKyLLas
Tepanus».

[ing nonynsaumm nauneHToB AETCKOro BO3pacTa, B CBOK 04epefb,
YBENINYEHNE PACcX0oL0B Ha aMbynaTopHyto NoOMOLLb Ha 6 1 5% npu mo-
Jenmpyemblx cLieHapusx 1 1 2 COOTBETCTBEHHO NPUBOAUT K COKpaLLie-
HUIO PACX00B Ha NieYeHne KpoBOTe4eHNA Ha 61 n 62%, neveHue no-

M lHBanuaHOCTb

B BpemeHHast HETPYAOCMNOCOBHOCTb
[ MopaxeHne cycTaBoB

B KpoBoTeyeHus

B Am6ynaropHas noMoLLb

Mopenupyemas Mogenupyemas

Tepanus 1 Tepanus 2

MauneHTbl AeTCKOro Bo3pacTa

Pucynok 3. CTpyKkTypa MEAMLIMHCKUX U COLIMATIbHBIX PACXOIOB MPY PA3IMYHBIX CLIEHAPUSIX TEPATTUU HA MOIYJISILIMY MAIIMEHTOB B3POCJIOTO U IETCKOTO BO3pacTa

¢ remoduueit A B rom.

Figure 3. Annual medical and social costs of treatment of adult and pediatric patients with haemophilia A according to different treatment scenarios (normalized to

100%).
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HaumeHoBaHue cueHapus 1rop 5 net 10 ner 50 ner
Tekyluas Tepanus, pyo. 1797 893 9182713 18 665 966 99 952 233
Mopgenupyembiin cueHapuii 1, py6. 2259 457 11 370 039 22 853 224 116 759 278
Mogenupyemblid cueHapuii 2, py6. 2244 280 11293 530 22 699 237 115968 036
Mogenupyemblit cLueHapuii 1 vs Tekywas tepanus, % 26 24 22 17
Mogenupyembliii cLeHapuin 2 Vs Tekyluas Tepanus, % 25 23 22 16

Tabmuua 6. Pazinuus B CTOMMOCTH MOJIETMPYEMbIX ClieHapueB | 1 2 B CpaBHEHUU CO CLIEHAPUEM «TEKYIIasl Teparusi» B I0JATOCPOUHOI MEPCIIEKTUBE Y B3POCIIbIX

TIAIIMEHTOB.

Table 6. The costs of treatment in simulated scenarios 1 and 2 as compared with those in the "current therapy" scenario projected to a long-term period (adults patients).

paxeHus cyctaBoB — Ha 46 u 50% wu pacxofbl N0 BPEMEHHON
HEeTPYLOCMNOoCO6HOCTU — HA 6 1 12%) B CpaBHEHWUU CO CLiEHapuem «Te-
KyLLas Tepanus».

Takum 06pa3om, yny4LleHne NporHo3a Ans naumeHToB BO B3POCNON
nonynAauMN NPU MOLENMPYeM cLieHapui 1 NPUBOANT K YBENMYEHMIO pac-
XO[10B Ha 26%, a npu cueHapum 2 — Ha 25% B CPaBHEHMM CO CLiEHapueM
«Tekywlas Tepanus». Y feTeil CTOUMOCTb MOZENUPYeMOro CueHapus
MPAKTUYECKI He OTIMYABTCSA OT CLIEHApKA «TekyLlas Tepanusi», a cLeHa-
pUI 2 NPUBOANUT K 3KOHOMUM BrO[pKETa. [Padpuyeckn CTpyKTypa pacxo-
[I0B MPW Pa3nnyHbIX CLEHapUsX NpeacTaBieHa Ha PUCYHKE 3.

Kak BUAHO M3 puUCYHKA 3, OCHOBHbIE 3aTPaThl HA JieYeHe 60NbHbIX
C remocoununen (B3pocsble NALMEHTbI U NALNEHTbI JETCKOro BO3pacTa)
coctasnseT ambynatopHas nomouwb — 64 u 88% COOTBETCTBEHHO.
Y B3POCNbIX NALMEHTOB TaKXXe 3HAYUMYIO 400 3aHUMAET NOpPaXeHne
cyctaBoB — 31%.

Takum 06pa3om, NOpaXKeHue CYCTaBOB SBASETCA Haubonee TsKe-
NbIM OCNOXXHEHWEM 3a60/1€BaHMS, 3a UCKOYEHNEM PUCKA NeTaNibHO-
ro UCX0[a, U HAXOAUTCS HAa BTOPOM MECTe B CTPYKTYpe 3aTpar, Tak Kak
BflgYeT 3a CO60M pacxofbl Ha BbICOKOTEXHONMOTMYHYIO OMepawmio
1 TpebyeT 3HAYNTENbHOr0 pacxoaa AONONHUTENbHbIX (DAKTOPOB CBEP-
TbiBaHWA. BMecTe C TeM CENTMYECKOe W acenTuyeckoe ocrnabneHue
NepBMYHO YCTAHOBNEHHBIX MPOTE30B MOXET TPe6oBaTb MOBTOPHOM
3aMeHbl, YTO COMPSHKEHO C AOMOMHNTENbHBIM 3aTpaTaMu U 3HAYUTENb-
HbIMU OrpaHuyeHusmn ans nauyuedta. OgHako, Kak 6blio NokasaHo
B aHanu3e aG)heKTUBHOCTM Tepanni Ha OCHOBaHWUK 0630pa NUTepaTy-
Pbl, AaHHbI PUCK BbIPQXKEH B OCHOBHbIM Y NAL{IEHTOB B3POCNOr0 BO3-

pacTa, B CBAI3M C 4eM Mbl OLEHWUIN ANHAMUKY PAacX0[0B Ha nevyeHune
B3pocsion nonynauuy naumeHTos vepes 1 rog, 5, 10 n 50 net. Ans
pacyeTa BeNYNHbI MEANLMHCKIX U COLMANbHBIX PACXOAOB B 3aBUCH-
MOCTW OT ANMTENbHOCTW HABMIOAGHNS B MATEMATUYECKON MOLENN Mbl
OLIeHWSTN CyMMapHbIe pacxofbl (MX CTPYKTYpA yKasaHa Bbille) Ha Of-
HOro B3pOCNoro nauuexTa Yyepes 1 rog, 5, 10 u 50 net nytem mogenu-
pOBaHWA KonuyecTsa net HabnogeHns ot 1 ao 50 COOTBETCTBEHHO.
Pe3ynbTaThbl JaHHOrO aHanu3a npeacTaBeHbl B Tabnuue 6.

Kak Bu1aHO 13 Ta6nuLbl 6, B LONITOCPOYHON NEPCreKTUBE NPOMCXOaNT
CHVKEHNe NPOLeHTA pasnnynii B CTOMMOCTH CLEHapueB «Mofenmpye-
mas Tepanus 1» 1 «Moaenupyemas Tepanus 2» 0T CLEeHapns «Tekyllas
Tepanusi». Tak, eCnn B NepBbIA rofl, COrMacHO CLEHapUio «Moaenupye-
Mas Tepanus 1», OH 0Ka3bIBAETCA HA 26% [OPOXKE CLEHapus «TekyLlas
Tepanus», To K 50 rogam pasnuyus coctasnsaoT yxxe 17%. Ecnu B nep-
BbIif FOJ] COMMACHO CLIEHAPUIO «MOAeNM1pyemas Tepanus 2» OH 0KasblBa-
eTcs Ha 25% [OpOXKe cueHapus «Tekyluas Tepanus», To K 50 rogam ero
OTNINYKE OT CLIEHapUs «TekyLLas Tepanus» 6yayT cocTaBnsaTh 16%.

Axanus 3atparbl-3QhgheKTHBHOCTD

Kak nokasaHo B pesynbrarax aHanm3a a)ekTUBHOCTU 1 aHau3a 3a-
TpaT, MEAULMHCKIE 1 COLMANbHbIE PACXObI B MOAENMPYEMbIX CLIEHAPUAX
Tepanuu HECKONbKO MPEBbILIANIA aHANOMMYHbIE MOKa3aTenn CLeHapus
«TeKyLL{as Tepanus», 4T0 NOCNYXKM0 OCHOBAHWEM A5 OLIEHKU MoJesel
CPaBHEHUA C NO3ULMKM METOAA «3aTparbl — 3DCEKTUBHOCTb>, NO3BOSIAIO-
LLIEro OLEHUTb KNMHUYECKYHO 1 3KOHOMUYECKYHO LieNieco06pasHoCTb Npu-
MEHEHNS NOLX0A0B, NPETIOKEHHbIX B MOAENMPYEMbIX CLEHAPNSX.

Yucno KpoBOTEHEHMIA B rOf

HaumeHnoBauue cuenapus y 60/1bHbIX HA fAHHOM

Liuchposoe
3Ha4eHune Kputepus

Pacxofbl Ha neyexue

O1HOr0 B3pOCNOro nalueHTa BTGB S

athtpekTuBHocTb" (CER)

pexume Tepanun (Ef) B rog (cost)
KpuTepuin «41Cno KpoBOTE4EHMI»

Tekyuiast Tepanis 58 710,23/ 3 816,64 1,00/1,00 1797 893,00/1039296,00 | 1797893,00/1 039 296,00
Miﬁi’;gmﬂb'“ 22 269,32 /2 128,88 2,64/1,79 2 259 457,00/ 1 043 035,00 857 032,40 / 581 793,50
Moaenupyenbin 22 081,27 /1 987,01 2,66/1,92 2 244 280,00 /1 031 173,00 844 086,96 / 536 846,82

cueHapuit 2

Kputepuii «41ncno TapreTHbIX CycTaBoB»

Tekyuast Tepanis 3409,19/213.25 1,00/1,00 1797 893,00/1039296,00 | 1797893,00/1 039 296,00
Moaenvpyesi 1283,47 /114,79 2,66/ 1,86 2 250 457,00 / 1 043 035,00 850 625,37 / 561 479,72

cueHapwii 1
Monenupyewsi 1272,50 /106,52 2,68/2,00 2 244 280,00 /1 031 173,00 837 690,13 /515 075,94

cueHapuin 2

Tabmua 7. 3naveHus nokazareneit CER rpu pa3nnyuHbIX cLieHapysIX Teparnyy Ha OHOTO CPeIHECTATUCTUUECKOTO B3POCIIOTO MalueHTa (YUUCIUTeNb) U pebeHKa
(3HameHaresb) ¢ reModuieit B roz (kputepuu 3 HeKTHBHOCTH — «4UCIIO KPOBOTEUSHMIA» , «TAPTETHBIX CYCTABOBY ).

Table 7. The CER indices in the suggested treatment scenarios calculated per one adult (numerator) and one child (denominator) with hemophilia A per year (the
effectiveness criteria are the number of bleedings, the "targeted joints").
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QAR OHOMIER

[o KpUTEPUIO «4MCII0 KPOBOTEYEHUIA»

Mo KPUTEPHIO «YNCNIO TAPreTHBIX CYCTaBOB»

HaumeHoBaHue cueHapus
B3poc/bie netu B3pocible netu
Mopenupyemblii cLueHapuii 1 282 065,29 4716,24 278 683,44 4 359,57
Mopenupyemblid cLeHapuii 2 269 098,22 He npumeHumo 265 844,36 He npumenumo

Taoauna 8. 3nauenust ICER npu pa3inyHbIX ClieHApUsIX TEPANTUU Ha OJHOTO CPEIHECTATUCTUYECKOTO B3POCIOTO MAllMeHTa U pedeHKa ¢ reModuneii A.

Table 8. ICER for different treatment scenarios calculated per one adult patient and a child with hemophilia A.

[ing OueHKM MCNOMb30BaNach TPAAULMOHHAS METOA0N0rNS aHanu-

3a «3aTparbl-90DeKTUBHOCTL> [23]:

CER=Cost/Ef,
rae CER — KoahcpnumeHT «3aTparbl-acpEKTUBHOCTL» TEXHONOTM
(cost-effectiveness ratio); Cost — 3aTpatbl, aCCOLMMPOBAHHbIE C TEX-
HONMOrnei B [IEHEeXHOM BblpaxeHum; Ef — knuHu4eckas adpdekTus-
HOCTb TEXHONOT MM, BbIDOKEHHAs B COOTBETCTBYIOLLMX eANHNLAX.

B kayecTBe kpuTepnes adeKTMBHOCTI Tepanuu 6biiin B3ATbI M0-
KasaTenn «4nucno KpOBOTEYEHWI» U «4YUCNO TApPreTHbIX CyCTaBOB»
y 60MbHbIX, HAXOAALLMXCA HA TEKyLLed n MOLenupyemMon Tepanuu
no cxemam 1 1 2. B kayecTBe UMGPOBOro 3HAYEHUS KpUTEPUEB -
(heKTUBHOCTN 6bISI0 NCMONb30BAHO OTHOCUTENIbHOE 3HAYEHME NoKa-
3arenen apdeKTMBHOCTU. IEKTUBHOCTb TEKYLLEA CXeMbl Tepa-
MuW  YCNOBHO 6bina npupaBHeHa K 1, a 3 deKTMBHOCTb
MOAENNPYEMbIX CLeHapues 1 1 2 — K OTHOLLEHUIO Y1Cna KpoBOTEYe-
HUA 1 YUCNa TapreTHbIX CYCTaBOB B CLIEHAPWUM «TeKYyLLe Tepanum»,
K 4ucny B MOAenMpyembIx clieHapusax 1 1 2 cooTBETCTBEHHO. cxoas
13 3TOro UMdpoBoe 3HadveHne nokasatens CER oTpaxaeT cymmy 3a-
TpaTt B py6bnsx Ha LOCTUXEHME pe3ynbTata no BCeM TPEM OLeHUBae-
MbIM CLieHapusam (Tabn. 7).

13 Tabnuupbl 7 BUAHO, 4TO HECMOTPSA HA TO, YTO MO MONYYEHHbIM
JaHHbIM MPUMEHEHNE TeKYLLER TEXHONOM NI NeYeHs N03BONSAET KO-
HOMUTb 0KOJ10 20% 6H0[KETHBIX CPEACTB, AOCTUXKEHNE aHANOMNYHO-
ro pesynbrarta, C TOYKU 3PEHIUS YUCNa KPOBOTEHEHWIA U YuCna TapreT-
HbIX CYCTaBOB C WCMONb30BaHWEM 6osiee  3PPEKTUBHbIX
MOAENNPYEMbIX CLieHapueB 1 1 2, 0Ka3biBAETCA NOYTU BABOE MEHEe
3aTpaTHbIM, NpWU Yem [JaHHas CUTyauus OTMEYaeTcs Kak cpeau
B3POC/IbIX NALMEHTOB, TaK U Cpeau AeTei, u No 0601M uccrnefoBaH-
HbIM KpnUTEPMAM 3 (PEKTUBHOCTN. Tak, Ha NpUMepe B3POCbIX nauy-
EHTOB U KpPUTEPUS Y1Ca KPOBOTEYEHUIA, €CNIN CTOUMOCTb AOCTUXKE-
HWS pesynbTata Mpu CUEHapuu «Tekylleid Tepanum» 06X0ANTCS
Ha OJHOro B3pocnoro nauueHta B 1797893 py6., T0 LOCTUXKEHME
aHaNOoryHOro pesynsrata npu WUCMONb30BaHUM MOAENMPYEMOro

cueHapus coctasut 857032,4 py6., @ B MOLENMPYEMOro CLeHapus
2 —844086,96 py6.

Mpwn 3TOM B NONYNALMYM JETCKOr0 BO3pacTa MOLENMPYeEMbIil CLieHa-
puii 2 XxapakTepuayeTcs He TONbKO 60J1ee BbICOKOI 3(D(EKTUBHOCTLIO,
HO 1 60nee HU3KUMW 3aTpaTamu, Y10 AeNaeT 3Ty TEXHONOMMI0 AOMU-
HAHTHON C TOYKW 3PEHMS aHanu3a «3aTparbl-3(PEKTUBHOCTb».

[Nns OLEHKN 3KOHOMUYECKO 060CHOBAHHOCTM NPUMEHEHMUS TEeXHO-
NOrui 34paB0O0XPAHEHMNS, KOTOPbIe 061aAaK0T 60MbLIEH KMHUYECKON
39O (PEKTUBHOCTLIO, HO TaKXe 1 BELYT K MOBbILIEHUIO BHOKETa, uc-
NoJNb3yeTCs HKPEMEHTambHbI KO3 (ULMEHT «3aTpaTbl-3d(eKTB-
HocTb>» (ICER — incremental cost-effectiveness ratio), koTopblii oTpa-
XKaeT [ONOSIHUTESbHbIE 3aTpaTbhl HAa eAMHULY 3(PMEKTUBHOCTK,
KOTOpbIE, B CBOKO 04epefib, He06X0ANMO MOHECTU NPW UCMOMb30BAHNN
6onee 3ahheKTUBHOM TexHONOrum [24].

[nsi OLIEHKM KpUTEpUs TaKXKe 1CMomb30Banca TPAAULMOHHBIA hop-
MYnbHbIA annapar [23]:

ICER = (Cost1-Cost2) / (Ef1-Ef2),
rae ICER — vHKpemeHTaNbHbI KO3 ULNEHT «3aTpaTbi-3dddeKTIB-
HOCTb» [IBYX TexHONOrui (incremental cost-effectiveness ratio); Cost1,
Cost2 — 3atparbl, acCOLNNPOBAHHbIE CO CPABHUBAEMbIMU arnbTepHa-
TUBHbIMM TexHonoruamu; Ef1, Ef2 — adpchekTBHOCTD, NpeaocTaBnse-
Mas CPaBHWBAEMbIMU anbTEPHATUBHLIMW TEXHOMOMUAMM U BblPaXEeH-
Has B OIHUX W TEX Xe eAnHMLAX.

Pesynbratbl oueHku ICER npu nepeBoie NauneHTOB Ha MOfeNNpYe-
Mble CLEHapun Tepanuu C TeKyLleh ¢ y4eToM ux 3 deKTnBHOCTU
npeacTasneHbl B Tabnuue 8.

PaccyntaHHble KO3 PULMEHTI NPYU NEPEBOAE C TEKYLLEr0 Pexu-
mMa Tepanuu Ha MOAENUpyemble CONOCTaBAAT CO 3Ha4YeHnem BBI1
Ha ayuwly Haceneuus, kotopoe B 2016 r. coctaBuno 589340 py6.,
a TaKxe ¢ noporom rotosHocTu nnatutsb (M), KOTOPbIA paccuuThl-
BaeTcs kak 3 BBIN u coctasun B 2016 r. 1768 020 py6. [24], v npu-
HUMAIOT peLLeHne 06 3KOHOMUYECKO SPEKTUBHOCTI TEXHOSIOMN.
B cnyyae npeacTaBneHHOro aHannusa HW OAuH U3 KO3(ULNEHTOB
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589340k
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® 4537P
I . 1
Bapocnbie [etn

e 1BBI1 (peHTabenbHas TexHonorus)

6BBIT (norpaHuyHo-npuemsnemas TeXHONOrus)

3BBIT (3aTpaTHO-3(PPeKTUBHAN TEXHONOMUS)

® CpepHuin ICER no fiBym KpuTepuam n Mogensm

Pncyﬂox 4. Comnocrasienue 3HaueHuii ICER MPY PA3IUYHBIX CIIEHAPUSIX TePANUK Ha OTHOTO CPEHECTAaTUCTUIECKOTO B3POCIIOTO MallMeHTa U peOeHKa ¢
FCMOCI)P[HMCﬁ A B TOJI C TUTIOBBIMU 3aKJTIOYEHUSIMU IO pe3yJibTaTaM MHKPEMEHTAJIbHOI'O aHain3a «BHTpaTbI—E)CbeCKTl/IBHOCTb».

Figure 4. ICER in different treatment scenarios calculated per one adult patient and a child with hemophilia A (per year) versus the typical results of the incremental

“costs-effectiveness” analysis.




OpI/IFI/IHaJIBHBIC CcTaTbn

He npesblwaeT 1 BB Ha gylly HaceneHns, 4T0 NOKa3bIBAET, Y4TO MO-
LeNMpyemble TEXHONOIMK ABNAOTCA peHTabenbHbIMK B Knaccuu-
Kauunm MHKPEMEHTANbHOIr0 aHanu3a «3aTpaTbl-30(EKTUBHOCTb>.
Pe3synbrartbl cpaBHEHUS 1 TUMOBbIE 3aKJTKOYEHNA N0 KATeropuam 9Ko-
HOMMWYECKOW NpUeMiIeMOoCTM TEXHOMOTUI rpacdonyeckn npeacrasne-
Hbl HA PUCYHKe 4.

BbiBoabl:

1. CermeHTMpOBaHue TeKyLLei NonyNsL/n NauneHToB ¢ remodpunnein A
B P® nokasano, 4To npeobnafaroLLM pexxuvonm Tepaniu y B3poc-
JbIX NALMEHTOB ABMIAETCA PEXUM «M0 Tpe6oBaHN0» (64% B nomyns-
LN MaLMEHTOB C TSXKENON CTeneHbHo), Y AeTel — CTaHAapTHas npo-
tunaktnka (80% B aHANOTMYHOA MOMYNALMM), YTO MOXKET
He 006€ecneYmBaTh HaNeXallero KOHTPONA 3a 3260/1eBaHNEM.

2. CMOAennpoBaHHbIe UCXOAbI MPU TEKYLLEM MOAXO0Ae K Tepanuu
NaLMEeHTOB NpefyCMaTpUBAIOT, YTO 0O6LUEe PACYETHOE 4NUCIO
KPOBOTEYEHMI B rof cocTasnseT nopsgka 58710, a 4ucno no-
TEHUMaNbHbIX TapreTHbIX cycTaBoB — 3409 B nonynauun B3poc-
NbIX naureHToB 1 3817 n 213 COOTBETCTBEHHO B IGTCKOM Nomy-
NI

3. MojaennpoBaHue anbTepHATUBHOIO cueHapus 1 Tepanuu nony-
NALMM NALMEHTOB, NOAPA3YMEBALOLLIEr0 MOBbILIEHNE JONN CTaH-
[apTHON NpOOUNAKTUYECKON Tepanuin, No3BONSET 3HAYUTENBHO
COKpPaTWUTb YMCNO HEraTUBHbIX WCX0A40B — Ha 62,1 u 62,4%
1 CHU3UTb PUCK KPOBOTEYEHUIA M TapreTHbIX CYyCTaBOB Y B3POC-
NbIX NPY NOBbILIEHUY JONN NpouUnakTuku 1o 80% y naumeHToB
C TSXKENOIi CTeneHbto U Ha 44,2 1 46,2% — npu NOBbILLEHUM J0STN
npodounaktukun y geteit 1o 100%.

4. AnbTepHATMBHbIA MOAENMPYEMbI CLEHApWii 2, Tpu KOTOPOM
40% B3pOCAbIX C TAXKENO cTeneHbto N 80% AeTeii ¢ TAXeNon
CTENeHb0 NOJNy4atT NepcoOHUGULMPOBAHHYIO NPODUNAKTM-
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