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Annotaums. Bsedenue. Mykononmucaxapugos I tuma (MIIC I tuma) xapakTepusyeTcs: 3HAUMTENTbHOI KIMHIYECKOIl reTe-
POTE€HHOCTBIO B OTCYTCTBUM CHEIV(PIISCKNX CUMIITOMOB, 4YTO 00YC/IOBIMBACT TPYSHOCTH €I0 CBOEBPEMEHHON JVAaTHOCTHKIL
Yrmy6nenustit ckpuayar Ha MIIC I Tuma y geTeit HampaB/ieH Ha paHHee BbISIBIIEHVE I CBOEBPEMEHHOE Ha3HaUYeHIIe )KMU3HeCIa-
camomiell GpepMeHT3aMeCTUTENIbHOI Tepanuy. []esbio HACTOAIIETO MCCIefoBaHNA OblIa KINHMKO-9KOHOMIYECKas OLeHKa Iie-
necoobpasnoctu ckpunuura Ha MIIC I tuma y geteit rpymnn pucka. Mamepuanv u memoost. PaspaboTaHa MOMeNb /IS OLIEHKI
counaabHO-9KoHOMMYeckoro 6pemenn MIIC I tuma ¢ pacuéToM 3aTpar Ha jedeHNe KaK FUArHOCTUPOBAHHBIX, TaK U Hefua-
THOCTVMPOBAHHBIX IALIMEHTOB 13 IPYIII pUCKa (TeIraToMeTalns 1 CIUICHOMeTa/Ils, JOHOIIEeCKNII [FOBeHI/IbHBIN| apTpUT, TpbKa
maxoBasi U myno4Has, ku$os (kudockonnos), ocTeoxOHAPOANCIIAsKs C feeKTaMu pocTa TPYOUaThIX KOCTEN U MO3BOHOY-
HIKA) C yI€TOM MOMY/LILUY IO KaKpoil rpymie. Omnpenenenst ¢ mosutyu «OO611ecTBO»: IIpsiMble MEULIMHCKIE (3aTpaTbl HA
(bapmakorepanuio, aMby1aTopHoe HalJI0fieHNe, ITTAHOBOE CTallOHAPHOE JIeYeHe, TledeHe OCTTIOKHEHNMIT B KPYTJIOCY TOYHOM/
JHEeBHOM CTallIOHape, TPAHCIUIAHTAIMIO TeMOIO3TNYECKIX CTBOJIOBBIX K/ICTOK; IPsAMBIe HeMeIMUIIHCKIE (BBIIIIATHI II0COOMI
II0 MHBA/IMHOCTI); HETIPsIMbIe (PACXOJIBI, CBSI3AHHBIE CO CHIDKEHUEM VI YTPATOI TPYAOCIIOCOOHOCTI OffHOTO 13 POJITENIEN IO
yXOZy 3a peOeHKOM-MHBaIAOM). Pesynvmamuot. CperHeB3BellleHHbIe 3aTPAThI HA 1 [UaTHOCTHPOBAHHOTO MALMEHTA C MSATKUMI
¢dbopmamu MIIC I ¢ y4éTOM CTOMMOCTY CENEKTUBHOTO CKpMHUHTA cocTaBwn 405 974,22 py6., uto Ha 184 421,85 py6. meHblite,
4yeM Ha 1 HeIMarHOCTMPOBAHHOrO MalyeHTa. BefeHue n nedenne manmeHToB ¢ Msarkumu ¢popmamu MIIC I tuna mossomut
B TeueHIe OJHOTO TOfia COKOHOMMUTH [0 17,7 MIH py6., YTO B CBOIO OYepefb AACT BO3MOXKHOCTD HOIOTHUTENBHO IIPOBECTI
CKpUHMHT y 705 meTeli rpymnn pucka. C y4éToM pasMepa IOMy/IALNY TALEHTOB C HeAMarHOCTUPOBAaHHBIMY MATKIMHI GopMaMu
MIIC I Tuma, B HacToOsIIIIee BpeMsI paCXOfbl Ha JAHHYIO TPYIIILY COCTAB/IIIOT 56,7 MIIH PYO., IIPI 3TOM «IIepepacXof» OO/ KeTHBIX
CpencTB mpu HecBoeBpeMeHHOM auarHocTrke MIIC I tuma fiyis 9TOI KOrOpTHI fleTeil COCTaB/sieT OKO/IO 22,6 MIH Py6. B rOf.
Bv1800b1. CeneKTUBHBIIT CKPUHUHT Y AeTelt 13 rpymnisl pucka o MIIC I Tuma sSKOHOMMUYeCKH OIIpaBiaH 1 OyfeT Coco6CTBOBATh
CBOEBPEMEHHOMY Ha4ajly IEKAPCTBEHHOM TEPANINN JIA IPeyNPEXIeHIA MHBATUAU3ALNA Y Pa3BUTHUA OCTOKHEHNIA.
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Clinical and economic justification of screening for mucopolysaccharidosis type I in children at groups of risks
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Abstract. Background. Mucopolysaccharidosis Type I (MPS I) has clinical heterogeneity without specific symptoms leading
to difficulties with diagnostic on time. In-depth screening for MPS I in children has aim of early detection and timely treatment
with an enzyme replacement therapy. Aim. The purpose of this study was to conduct a clinical and economic assessment of the
feasibility of screening for MPS I in children at group of risks. Materials and methods. Model for evaluation of the social-economic
burden of MPS I with calculation of expenditures has been created. Costs of diagnosed and non-diagnosed patients in group
of risks were identified, including direct medical costs (pharmacotherapy, out-patient cure, hospital admission, complications
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treatment, hematopoietic stem cell transplantation; direct non-medical (payments for disability); indirect (expenses related to
the reduction or loss of the ability to work of one of the parents performing the duties of caring for a disabled child). Resuits.
The weighted average cost per 1 diagnosed patient with mild forms of MPS I with selective screening, was 405,974.22 rubles, which
is 184,421.85 rubles less vs average cost per 1 undiagnosed patient. The management and treatment of patients with mild forms
of MPS T after selective screening will allow saving up to 17.7 million rubles/year, which would possible to additionally screen
705 patients. Taking into account the size of the population of patients with undiagnosed MPS I, currently the costs for this group
amount to 56.7 million rubles, while the «overspend» of budget funds for untimely diagnosis of MPS I for this cohort of children
is about 22.6 million rubles/year. Conclusion. Selective screening for MPS I in children at group of risks is economically proved

and can lead to treatment on-time for disability and complications prevention.
Keywords: Mucopolysaccharidosis Type I; screening; cost-of-illness; budget impact analysis
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Beegenne / Introduction

Myxonomucaxapyupgos I tuma (MIIC I tuma) — Hacnen-
CTBEHHas1 TM30COMHas 60/Ie3Hb HAKOIUIEHMs1, 00YCTIOB/IEH-
Has fiepuiutoM pepmenTa anbda-L-1aypoHnaassl 1 mpo-
TEKAIOL[Asl C PA3INMYHBIMY K/IMHNYECKUMMI IPOSIBICHVSIMIL:
3aJIep>KKOIl POCTa, MOpaKEHNMEeM HEePBHOI CHUCTEMBI, cep-
IeYHO-TIETOYHBIMM HAPYIIEHVAMY, IeIaTOCIUIEHOMeTasIl-
ell, MHOXKeCTBeHHbIMU in3ocTo3amu 1 gp. ITo nanubiM De-
JIePaJIbHOTO perncTpa OOMbHBIX pefkuMy (opdaHHBIMIY)
3abonepanmamu [1], pacnpocrpanénnocts MIIC I tuma
cocrasma 0,07 Ha 100 ThIc. HacenmeHns. KommryecTBo manm-
€HTOB C YCTAaHOBJIEHHBIM /IMarHO30M /I BXOZIAIINX B Pery-
OHajIbHbIE cerMeHThl DeflepaTbHOrO PErMCTpa COCTABUIO
101 yenoBeK, cpefyt KOTOPBIX BBICOKA OIS feTel (88,9 %).
Boicokwit mpouenTt mHBammpHoctr npu MIIC I Tuma
(80,2 %) cBUAIETENBCTBYET O TIO3/IHET MATHOCTHKE 3a0071e-
BaHMA VM HECBOEBPEMEHHOM Hauajie nedeHys. Hesapkas Bbl-
paxeHHOCTb cuMITOMOB MATKKX popm MIIC I tuma npu-
BOIUT K TOMY, YTO y 3HAYMTE/IbHOI JOIYM TAaKUX IAL[VIEHTOB
3abojeBaHMe He IMATHOCTUPYETCS JOITOe BpeMs, U TaKue
00/IbHBIE IIOTYYAIOT JIeUeHMe He 110 OKA3aHVSM, YTO BefleT
K HepallMlOHAJIbHOMY PACXOI0BAHNIO CPELCTB.

[Tpyamnoit MIIC I Tuna saBngerca MyTauus B TeHe
IDUA, xopupyioieM 1u30COMHbIN pepMeHT anbda-L-
UAYPOHNAIA3y, KOTOpas HOCUT ayTOCOMHO-pPeLeCCUB-
HBIVl TUII Hac/lefloBaHMs. B HacToslee BpeMs ONMCaHO
6omnee 200 myraruit B rene IDUA, nHanbonee yactoie —
Q402X 1 Q70X [2]. HacToTa MmyTanuu Q402X y maunen-
toB ¢ MIIC I tuna B Poccuu cocrasnsier 4 % [3], B eBpo-
neiickoy nonynanun — 11-38,8 % [4], 8 CIHA — 39 %
[5]. Yacrora myranym Q70X B eBpOIEVICKOI IIOIyJIs-
uuu cocrapnsger 35 % [6].

BenepcTBre KIMHMYECKON Te€TEPOreHHOCTV PaHHAA
puarHoctrka MIIC I tuma Hambonmee BeposiTHA IpK TsA-
XKEToM TedeHMM 3abomeBanHus, npy MATKux popmax MIIC
I TIIa ;yIarHO3 yCTaHABIMBAETCS € OOIBIINM OIO3[jAHEM
B CBSA3M CO CTEPTOI KMMHNYECKOI KAPTUHOI ¥ OTCYTCTBH-
eM crerduaeckux cumntomos [7]. B Tabn. 1 mpuseneno
CpaBHEHIE BO3PACTa MOsABJIEHNS CUMIITOMOB /1 IOCTAHOB-

KV inarHosa i pasmnasbix popm MIIC I tuma no mas-
HBIM MEXIYHapOIHOTO PerucTpa manueHTos [8]. Memu-
aHa BO3pacTa YCTaHOBJIEHNU:A AMarHosa cuHppoma Illeite,
110 JaHHbIM 3a 2012 1, cocrasnser 9,4 ropa [9], cuHApoma
I'ypnep-Illerie (manuble 3a 2014 1.) B cTpanax Asum — 1,2-
13,1; EBponel — 0,9-9,4; Jlatunckoit Amepuku — 1,7-8,5;
Cesepnoit Amepukn — 1,0-8,3 ropa.

Tabnuya 1
BOSpaCT IOABJICHNA CMMIITOMOB M ITIOCTAHOBKM IMarHo3a

npu pasubix popmax MIIC I tuma [7, 8]

Table 1
Time to onset and diagnostic
in different forms of MPS Type I [7, 8]
Cunppomsi / Syndroms’
IToxasatensp / N N
IO I'ypnep/ | Iypnep-llleiie / | Illeiie /
Hurler | Hurler-Scheie | Scheie
Bospact nosiBneHus 0.5 1.8 53
CYMITOMOB, TOIbI
BospacT nocTaHoBKM 1.0 4 9.4
[MAarHo3a, TOfbI
3anepxxa 0,5 2,2 3,1
AMATHOCTUKIY, TOfBI
prvtettal-tue: t— IIpefCcTaB/I€Hbl MEAVIAHHDIC 3HAYEHNA.

Note: " — Medians.

Ina marknx ¢opM XapaKTepHBI TYTONOJBIDKHOCTD
U KOHTPAaKTYpBl CYCTaBOB, peUMAVMBUpYHOLUe MHEeEK-
LMV BEPXHUX /IbIXaTe/IbHbIX Ty Tel M yXa, TyTIOYHbIE IPbI-
U, TenaroMeramus u gp. [10, 11]. B nemom, nmpu Msarkmux
dopmax MIIC I Trma MeHbIIe CUCTEMHBIX IPOSIBIIEHUIA,
4eM IIpY TKENbIX (OpMax, M MOITOMY JUATHOCTUKA
marknx ¢popm MIIC I Tuna B meguarpum npepcTaBiseT
OIpefieNIEHHYI0 CTIOKHOCTh. B Hacrosmee Bpema B PO
ckpunuHr Ha MIIC I Tuma maccoBo He mpuMeHseTCs,
YTO 3aTPYAHAET CBOEBPEMEHHYIO IIOCTAHOBKY IMarHO-
3a U >KM3HecCIacawllee nedeHre. BHegpeHne mporpam-
MBI CeJIeKTMBHOTO CKpMHMHIA B rpyIe pucka no MIIC
I Tuma fomKHO ObecredynTb paHHee BBIABICHNE TAKUX
OO/bHBIX, NPaBUIbHOE HAOMIONEHNE M CBOEBPEMEHHOE
HasHaueHMe (pepMeHT3aMeCTUTe/IbHO TePATINIL.
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Ienbro / Aim HacTOAIIETO KCCIENOBAHMS ObIIA KN -
HIKO-3KOHOMIYECKas OLleHKa 1L1e/IecO0O0pasHOCTY BHe-
mpenus ceneKkruBHoro ckpuuuura Ha MIIC I tuma y ge-
Tell U3 IPYIIIBI PUCKA [0 JAHHOMY 3a00/IeBaHUIO.

3apaun / Tasks:

* IIpoBectu aHanM3 ny6MMKaLuii 0 3a60IeBaeMo-
ctu 1 pacupoctpanéHHocT MIIC I Tmna n 3a60-
JIEBaHUI U3 TPYIIIIbI PUCKA;

e IlpoBecTn aHanmM3 3aTpar Ha IPOBelEHNUE CKPU-
HynHra Ha MIIC I tuma y pereit u3 rpynmnsl pu-
CKa IO JJAHHOMY 3a00/IeBaHNUIO COITIACHO Ieped-
HIO «3ab0/eBaHMIT-MacoK»: R16. Temaromeranms
U CIUICHOMeTanus, He KaaccupuuupoBaHHbBIE
B jpyrux pyoOpukax, M08. IOHomeckuit [toBe-
HuIbHBI] aprput, K40. Ippoxa maxosas, K42.
Ippixa mynmoynas, M40. Kudos, M41. Ckonnos
(xudockonmnos), Q77. OCTeOXOHAPOAMCIIIA3IS
¢ gedeKTaMm pocTa TPyOUATBIX KOCTEN U MO3BO-
HOYHIIKA;

e IlposecTn aHa/mu3 3aTpar Ha OKA3aHNE MEMIVH-
CKOIl IIOMOIIYM HaIJieHTaM C AMAarHOCTMPOBaH-
HpIM 1 HeguarHoctupoBanHbiM MIIC I Tuma ns
TPYIIIIBI PUCKA.

IT'mnore3za mccnegoBanust / Research hypothesis:
nposefieHue yrny6nennoro ckpunauara Ha MIIC I tuma
y feTell IPYIIBbl PUCKA ABJIACTCS SKOHOMUYECKN Liele-
COOOpasHBIM IOXOLOM K OPraHM3aLNMM MEeSULIMHCKON
MOMOIIY TaK/M MAIVIeHTaM.

Ousaitn muccnegoBanus / Research design: meron
K/IMHMKO-3KOHOMMYECKOTO aHa/IM3a «CTOMMOCTD Oo1es-
Hm» (aHmr. cost-of-illness, COI) u aHanms BAMAHMA Ha
6romxket (aHII. budget impact analysis, BIA).

Marepuansl u Merogbl / Material and methods

B mocTynHBIX NCTOYHMKAX (37IeKTPOHHBIE 6a3bI TaH-
Hbix Kokpanosckoit 6ubnnorexku, MEDLINE u Embase,
poccuiickas MHPOPMaIOHHO-aHATUTUYECKasl CUCTeMa
eLIBRARY.ru.) 6611 1poBeféH MOUCK paboT, MOCBAIIEH-
HBIX OL[eHKe 3200/1eBaeMOCTI U PACIPOCTPAHEHHOCTH,
[IOAXofaM K OKa3aHMI0 MERVIIMHCKOV IIOMOIIV IIpu
MIIC I Tuna u 3aboneBaHuAX U3 IPYIILI PUCKA B MUpe
u B Poccun. Paspabotana Mofie/ib /151 OLIEHKY COLMaIb-
HO-9KoHOMM4YecKoro 6pemenu MIIC I tuma ¢ pacuérom
3aTpaT Ha BeJleHMe 1 JiedeHne nanueHTos. OeHnBanach
YJICTIEHHOCTD 11e/IeBOJI MOIY/IALIAN, B YACTHOCTY Hefjua-
THOCTMPOBAHHOI KOTOPTHI IALMEHTOB C MATKMMU Gop-
mamy MIIC I Tuma, Takxke 6bUIa OljeHeHA MOIMY/IALNA
HALMEHTOB ¢ 3a00/IeBaHMAMY TPYIIIIBI PUCKA.

BbUt0 mpUHATO BO BHMMAHME, YTO 4acTOTa 3abose-
BaHUs cocTtapsieT 1 Ha 100 ThIC. HOBOPOXXAEHHBIX [1].
Pasmep HemMarHOCTMPOBAHHOI MOMY/IALMY IALMEHTOB
¢ MIIC I tnma ocHOBaH Ha CTaTMCTUYECKUX TaHHbBIX [12]
10 POXKJAEMOCTH 3a IocnegHue 19 et ¢ yuétom cpenHen
PO O/DKUTEIBHOCTY )KVM3HM MAIMEHTOB € MATKUMU Gop-
mamu MIIC . Jonst manyeHToB cO CKPBITBIMU («MSATKM-
mm») popmamu MIIC I tuma cocrasser okomo 39 % [13].

JIns1 OLleHKM SKOHOMMYECKUX IIOTepb, CBI3aHHBIX
¢ HeguarnoctupoBanubiM MIIC I Tuma, 6611 BBITTONTHEH
pacuéT 3aTpar Ha ledeHne «3a00/1eBaHNII-MaCOK».

C yuéroM mO3MIMM WCCIE[OBAHMs «OOILIECTBO»
B aHA/M3 ObUIVM BK/IIOYEHBI C/IeAYIOIIVe BUMIbI 3aTPaT:

* ImpsAMble MeAMIVHCKME (3aTpaTbl Ha 0a30BYIO
JIeKApCTBEHHYIO Tepannio, aMOylraTopHOoe Ha-
OmofieHne, IUTAHOBOE CTAl[MOHAPHOE JIeYeHIe,
JIe4eHe OCTIOKHEHMII B YC/IOBUAX KPYITIOCYTOY-
HOT'O/[JHEBHOTO CTAalIOHApa MK C IIPUMEHEeHUEeM
BBICOKOTEXHOJOTMYHON MEAUIIMHCKON TOMOIIN
(BMII), TpaHCIUTaHTALMI0O TeMONO3TUYECKUX
crBonmoBbIxX KneTok (TT'CK));

* mpsiMble HeMeRMLMHCKME (BBIIATBI IOCOOMIT
B pe3y/IbTaTe CTOMKOI YTpaThl TPYAOCIOCOOHO-
¢t (MHBaIMU3aLNK), COLMaabHas IOALEP>KKa
VHBAINUJIOB);

* HempsiMble (PacXofbl, CBSI3aHHbIE CO CHIDKEHVEM
VIV Y TPATOI TPYAOCIOCOOHOCTI OFHOTO U3 POJY-
TeJleil, BBIIOTHAIOLIETO 003aHHOCTH 110 YXOZY 3a
pe6EHKOM-MHBAINIOM, MHBAIUJOM 1-M TPYIIIIbI).

dopmya 11 onperieNieHns oOIIMX 3aTpar:

Cost = DCm+ DCnm + IC

20e:  Cost — 00uU4as cMoUMocmy;
DC, (medical Direct Costs) — npsamvie meouyum-
cKue 3ampamol;
DC  (non-medical Direct Costs) — npsmvle Heme-
OUYUHCKUe 3ampambi;
IC (Indirect Costs) — Henpsimble 3ampamoi.

Vicrionb3ys 91eMeHTbl METOAMKN YTBEp>KHAEHHBIX
peKOMeH/JallWii TI0 TPOBEMIEHNIO aHA/IM3a BIVIAHMA Ha
OromKeT [14], MONONMHUTENBHO HPOBENEH AHAMU3 [U-
Hamyku cromMmoct MIIC I tuma mpm pacmmpennn
ckpuHyHra. OmpeneneHbl TeKapCTBEHHbIE IIpelaparsl,
IlepeveHb CIIeLMANNCTOB I aMOYIaTOPHOro HabsIo-
JEeHIs U 9acToTa mocelnenus [15, 16]. Pag ocnoxHeHmit
MIIC I tuna TpebyeT XMpypruieckoro BMeIraTebCcTBa
(BMII). Ilposemenme TTCK pexomeHmOBaHO MalueH-
tam ¢ MIIC IH tnma go mocTvokeHns BospacTa 2,5 roga
IpY HOPMaJIbHBIX WM CYOHOPMA/bHBIX IIOKa3aTesIsiX
MHTe/UIeKTyanbHoro passutnsA [1]. Ompeneneno cpen-
Hee 3HaueHue HopMaruBa — 2 853 193,00 py6., mpuHs-
TO fiomylleHme, 4To cpenHsAsa yacrora TT'CK B TedeHne
1 roma cocraBur 8,9 % [17].

IIpu oreHKe CpefjHeB3BeIIEHHBIX 3aTpar Ha 3aborte-
BaHNA U3 IPYIIIBI PUCKA YYTEHBI IPSAMble MEUITHCKIE
3aTpaThl Ha aMOyaTOpHOe BefieHue, papMakoTepamnmio,
CTAI[MOHAPHYIO IIOMOIIb I JIeYeHNe OC/IOKHEHMI! C TIpH-
MeHeHueM BMII. 3arparsl Ha aMOy/IaTOPHYIO IIOMOLIb
U JIeKapCTBEHHBbIE IIPeIapaThl paCCINTAHBI IT0 CTAHTAP-
taMm [18, 19]. 3arparsl Ha pAx crenndUUECKNX TECTOB
OIpefieleHbl 10 CTOMMOCTY IUIATHBIX ycryr [20, 21].
JlaHHbIE IpencTaB/IeHbl B TA0M. 2.
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Tabnuya 2
3aTparbl Ha CeeKTUBHBIV CKPUHIIHT IIPY reNaTo- M CIVIEHOMeTannmn
Table 2
Costs of screening in hepatomegaly and splenomegaly
Iloxasarens / Tapud, py6./ | VicTouHuK FaHHBIX /
Parameter Tariff, RUB Source
Muxpockonnueckoe UCCIefloBaHNe OCaKa MOUn 10,18
MccnenoBaHne ocajka MOYM Ha aHAIU3aTOPe 45,087
Mukpockommieckoe JcceoBaHue 0caKa Moun (IOfCUéT KomdecTBa (GOPMEHHBIX 144.77 (22]
97IeMEHTOB MOYY (JIEVIKOLIVITOB, 9PUTPOLIUTOB, IVUIMHAPOB) B KaMmepe) ’
VccnenoBaHue ypoBHs TpaHC(heppiHA CBIBOPOTKY KPOBI 6,472
Omnpepenenne aKTUBHOCTY XUTOTPUO3NA3DI B T/Ia3Me 2000
VWIN B IIATHAX BBICYLIIEHHON KPOBU
Ckpununr-rect Ha JIBH (onpenenenne KOHI[eHTpay 1130CHUHTONMNUIINIOB 1050
B IIATHAX BBICYLIEHHOII KPOBI)
Ckpuaunr-rects! Ha JIBH (onpeznenenue akTHBHOCTH TM30COMHBIX (epPMEHTOB [20]
B IIATHAX BBICYIIEHHOI KpOBU: B-D-II0K0311a3a, a-D-rmokosnpasa, 2100
a-L-unyponnpasa, chuHromMmenrHasa, rajjakronepedposniasa, a-raakTosusasa)
Ompepenenne KOHIEHTPALUA IIepYy/IOIIa3MIHA B CBIBOPOTKE 600
Yacreie myTanuu B reHe ATP7B (6onesub Bunbcona-Konosanosa, MIM 277900) 3500
AHanu3 CrieKTpa OPraHNYecKyx KICIOT MOYM METOJOM ra30BOIt XpoMarorpaduu 3060 [21]
C Macc-CIIeKTpoOMeTpuen
IIpumeuanus: JIBH — nusocomanbible 6omesun Hakomtenus; OMC — o6s13aTe/rbHOe MEUIIHCKOE CTPAaXOBaHIe.
Notes: IBH — Lysosomal storage diseases OMC — Obligatory medical insurance.
Tabnuya 3
3arparts! Ha Tepanuio [VIBII npu oHOIEeCKOM apTpuTe
Table 3
Costs of biological therapy in juvenal arthritis
JlexapcTBeHHBIIT Ipenapar / KparHocTb BBemeHus / Tapud, py6. / HUroro, pyo. /
Drug Frequency Tariff, RUB Total, RUB
Adanumymab / Adalimumab
1-e BBeeHMe 1 129 996,95
7 804,78
ITocnepyrommue BBefeHNA 5 650 481,03
IOmanepyenm / Etanercept
1-e BBemeHMe 1 129 996,95
15 610,55
ITocnepyromue BBeeHNA 11 1431 058,27
Toyunusyma6 / Tocilizumab
1-e BBemmeHMe 1 129 996,95
1077 128,10
ITocnepyrommue BBefieHNA 11 1431 058,27
Kanaxunyma6 / Canakinumab
1-e BBenmeHme 1 129 996,95
113 154,91
Iocnepyrommue BBeieHNUA 2 260 192,41
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OAPMAKO3SKOHOMIKA

[I7151 manyeHTOB C IOHOIIECKVM aPTPUTOM PACcCMaTpPH-
Ba/INCh 3aTPAThl Ha T€HHO-H)KEHEPHBIe OMOTOryecKe
npemnapatsl ([VIBIT) (Tabn. 3) ¢ yuéToMm pexxuma f031po-
BaHNA B COOTBETCTBMM C O(DUIIVIAIBHON MHCTPYKIVEN
0 MefMIVHCKOMY IpuMeHeHmio [23]. Yacrora HasHa-
YeHMsl TIpenapaToB OblIa YCTAHOB/IEHA B COOTBETCTBUI
co crangapTom [19].

3aTparbl Ha 0a30BYI0 JIEKAPCTBEHHYIO TEpaINIo
ompenenieHsl 0 [ocymapcTBeHHOMY peecTpy Ipefie/ib-
HBIX OTITYCKHBIX IIeH [24], ¢ y9€ToM CpeiHeB3BeIlIeHHO-
ro pasmMepa mpefenbHoil ontoBoi HagbaBku (11,39 %)
u HIC (10 %) [25, 26]. Ina npenapaToB, He BKIIOYEH-
HbIX B nepedendb JKHBJIII, pacuér sarpar mposefeH Ha
ocHoBaHuM JaHHBIX «DAPM-unpekc» [27]. 3arparsl Ha
aMOy/IaTOPHYIO ITOMOIIb PACCYUTHIBAIUCD 110 Tapudam
(28] Ha 1 obpamieHye B aMOY/IaTOPHBIX YCIOBUAX —
1 505,10 py6. 13 pacuéra 4 obpalieHns B ro.

3arparbl Ha CTallIOHAPHOE JIeYeHUe PacCUUTBIBAIN
Ha OCHOBaHMM HOpMaTnBa (prHAHCOBBIX 3aTPAT Ha OUH
CITy4ali TIe4eHMs B YCIOBMAX KPYI/IOCY TOYHOTO/ IHEBHO-
ro cranmoHapa (29, 30] (tabmn. 4) o popmyre:

C=H x K3 xIIK

e0e:  C — CPeOHAS CMOUMOCMb 3AKOHHEHHO20 CIYy4as
20CNUMANU3AUUL;
H — cpednuii Hopmamue GuHancosvlx 3ampam Ha
1 cnyuaii eocnumanusavuu;
K3 — koapppunuenm sampamoémxocmu KCI;
IIK — nonpasoutviii koapduyuerm (0715 OHesHO-
2o cmayuonapa — 0,6, 0717 KPye0CymouHo20 cma-
yuonapa — 0,65).

Cpenune sarparsl Ha BMIT onpenenensl Ha ocHoBe [16]
¢ yuétoM yacTorsl i MArkux popm MIIC I tuma B 10 %.

Y4éT npAMBIX HEMEIMLMHCKUX 3aTpaT IIpeXyCMaTpy-
BaJl pa3Mepbl NMEHCUII 110 MHBAIMJHOCTY M COLMAIbHYIO
HOAIepXXKy MHBa/MIOB [31] mo o 4YacToTe MHBamMAM3a-
i (80,2 %, cpemyt KOTOPBIX IALMEHTBI JETCKOTO BO3pac-
Ta 72,5 %, vHBamuAbl 1-it rpynmsl — 42,9 %, MHBanmmpbl
2-it rpymimel — 42,9 %, iHBamuabl 3-it rpyrmel — 14,3 %) [1].

Hemnpsimble (KocBeHHBIE) 3aTpaThl pPacCUMTBIBATINCDH
KaK II0Tepy BaJOBOTO BHYTpeHHero mpomykTa (BBII)
BCJIEICTBYE HETPYAOCIOCOOHOCTY OJHOTO U3 POJUTE-
nett, vcxops us nogymesoro BBII 749 813,04 py6. [12].

Be110 paccuntano ob1iee 9KOHOMMIECKOe Opems I1st
OVArHOCTUPOBAHHOMN U HEAMATHOCTUPOBAHHOM ITOITY/1A-
myy nanyenTos ¢ MIIC I tuna o popmyrre:

Bur = N x Cost

ede:  Bur — akoHomuueckoe 6pems paccmampueaemoti
namonozuu, pyo.;
N — Konuuecmeo nayueHmos, 4er.;
Cost — cpedHes3seuieHHble 3aMPamuvl Ha 6edeHle
u nevenue 1 nayuenma ¢ OUAZHOCMUPOBAHHBIM
u Heouaenocmuposarnnvim MIIC I muna, pyo.

Pesynbrarel / Results

Pasmep monmynAnuy manyueHTOB C JAMAarHOCTMPOBaH-
HpiM MIIC I Tuma — 101 wenosex [1]. OpueHTHPOBOY-
Has 4YMCIEHHOCTb TOMY/IALNM HEAMAaTHOCTMPOBAHHBIX
nanyenTos ¢ Markumy popmamu MIIC I tuma, poxnén-
HBIX 3a ImociempHue 19 net, oeHnBaeTcsa B 96 4yenoBeK.

Tabnuya 4
3aTpaTbl Ha CTAalMOHAPHOE IeYeHe
Table 4
Hospitalization costs
Tlokasaters / KCT / K3/ fo;l‘:‘/‘ Vitoro, py6. /
Parameter DRG CC Total, RUB
Source
1 cmyqast rocnuTanu3ayy B MEAMIIVHCKIX OPTaHM3aIMAX, OKa3bIBAIOIVX ) ) 2429850
MeJJUIIVHCKYIO IIOMOIIb B CTAI[VIOHAPHBIX YCTOBUAX (6a30Bas CTaBKa) (16, 25] ’
1 cyJari rocnmTaIM3ayy B MEAVIIHCKIX OPTaHM3aIMAX, OKa3bIBAIOIVX ) ) ' 13 356.90
MEIUI[HCKYIO IIOMOLIb B YCIIOBUSIX HEBHOTO CTAIMOHApa (6a30Bast CTaBKa) ’
IInanoBoe cramyonapHoe neyenne nanyenTos ¢ MIIC I tuma
Pejpiite reneTieckue sabonesans | Ne353536.002 | 35 | [29] | 8504473
Jleyenne ocnoxxuenmiit MIIC I Tuna B ycmoBuAX KpyIIOCYTOYHOTO CTAllMIOHApa

Ipviiceceueruie
Onepanuy 1o OBOJY IPbDK, ieTH (YPOBeHb 1) Ne 50 st10.005 0,88 21 382,68
Ormepauny 1o MOBORY IPDK, HeTH (YPOBEHS 2) Ne 51 st10.006 | 1,05 2551342
Onepanuy o NOBOAY IPbDK, AeTH (YPOBEHb 3) Ne 52 st10.007 1,25 [29] 30373,12
Onepanyy 1o OBORY IPbDK, B3POCble (YPOBeHb 1) Ne323st32.013 | 0,86 20 896,71
Omnepanuy 0o MOBOAY IPbDK, B3POCTble (YPOBEHb 2) Ne 324 st32.014 | 1,24 30130,13
Onepanuy o NOBOAY IPbDK, B3POC/ble (YPOBEHb 3) Ne3255t32.015 | 1,78 43 251,32

CpenHeB3sBeleHHOe 3HadeHne Tapuda | 26 385,74
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3aTpaTsl Ha CTAMOHAPHOE TIeYeHe

OAPMAKO3SKOHOMMUKA

Tabnuya 4 (npodonxicerue)

Table 4
Hospitalization costs
IToxasarens / KCr/ K3/ I/:{c;;)'/{- Uroro, py6. /
Parameter DRG CC Total, RUB
Source
ToH3UNNIKMOMUS
Omeparni Ha opraHe Cyxa, IpUIaTOYHBIX ITa3yXax HOCa Ne 205 520.006 | 0,91 2211163
¥ BEPXHIIX JIbIXaTe/IbHbIX MY TAX (YPOBEHb 2) 9]
Ornepanym Ha opraHe C/IyXa, IPUATOYHBIX IIA3yXaxX HOCA Ne 207 520.008 | 1.35 32802.97
¥ BePXHUX [IbIXaTe/bHbIX My TAX (YPOBEHD 4)
CpennessBelieHHOe 3HaYeHne Tapuda | 27 457,30
OnepamusHoe 6Melarmenycmeo o no8ody KapnabHozo CUHOPOMA
Omnepanyy Ha nepudepiIecKkoit HepBHOII cucTeMe (YPOBeHb 1) Ne 115 st16.009 ‘ 1,41 ‘ [29] ‘ 34 260,88
Omum, adenououm
CpepnHunit OTUT, MACTOU/NT, HAPYLIEHs BeCTUOYILIPHOI (GyHKIMN Ne 201 st20.002 | 0,47 11 420,29
Hpyrue 6omessn yxa Ne 202 st20.003 | 0,61 [29] 14 822,08
Jpyrue 60me3Hy 1 BpOXXIEHHbIE aHOMA/IVY BEPXHIIX JIbIXaTe/IbHbIX Iy Tell, Ne 203 5t20.004 | 071 1725193
CUMIITOMBI VI ITPY3HAKY, OTHOCAIIMECS K OpraHaM AbIXaHNsA, HAPYLIeHNA peunt
CpenHeB3sBelieHHOe 3HadeHye Tapuda | 14 498,10
IInesmonuu, 6poHxumol
[THEeBMOHUS, TIEBPUT, APyTIie 60Te3H IIEBPbI Ne225st23.004 | 1,28 31102,07
7 29
BpoHXUT HeOOCTPYKTMBHBII, CUMIITOMBI ¥ IIPU3HAKY, Ne 254 527,010 | 075 [29] 18 223.87
OTHOCAIMECS K OpTaHaM JIbIXaHUA
CpenneB3sBeleHHOe 3HadeHye Tapuda | 24 662,97
CyOoposicHviii cunopom
Smuencus, cygoporu (ypoBeHs 1) Ne 92st15.005 | 0,96 9] 23 326,56
Snunerncust, cyroporu (YpoBeHb 2) Ne 104 st15.018 | 2,3 55 886,54
CpennensBelenHoe 3HadeHye Tapuda | 39 606,55
Jlegyenne ocnoxxkaennit MIIC I Tuma B ycnoBUAX JHEBHOTO CTAIIVIOHAPA
Omumbl, HetipOCeHCOPHAS MY20yX0CHID
Boressu yxa, ropa, Hoca | N97ds20001 | 074 | [201 | 9884l
Bponxum, nuesmonuu
BornesHu opraHoB [bIXaHus ‘ Ne 111 ds23.001 ‘ 0,9 ‘ [29]. ‘ 12021,21
Cydopocrbiil cundpom
BornesHu HepPBHOII CICTEMBI, XPOMOCOMHbIE AHOMAIIAI ‘ Ne 39 ds15.001 ‘ 0,98 ‘ [29] ‘ 13 089,76
CHusierue 0Cmpombl 3peHusT, NOMyMHeHIUe Po206ULbL U Opyeue opmanvmonoeu4eckie npodnemb
bonesun n TpaBMbI rmasa Ne103 ds21.001 | 0,39 5209,19
29
DaxTopbl, BIMAIINE HA COCTOSHIE 30POBbsI HACENIEHNSI Ne 152 ds36.002 | 0,56 (29] 7479.86
1 06pallleHNA B YIPeXKICHNA 3TPaBOOXPaHEHN
CpenHeBsBelleHHOe 3HaYeHNMe Tapuda 6 344,53
Opmoneduueckue npobnemvt: 60U 8 Ho2ax, HAPpyuLeHUe X00b0bL, 0ePOPMAUUST HUNCHUX KOHEUHOCMeL, CKOMIUO03
3aboreBaHIs1 ONOPHO-JIBUTATENBHOTO AIIIAPaTa, TPABMBbI, O0/IE3HN MATKIX TKaHel ‘ Ne 122 ds29.004 | 1,05 ‘ [29] ‘ 14 024,75
Pezpecc HasbiK06, KOZHUMUEHbIE HAPYUEHUS
bonesHn HepBHOII CHCTEMBI, XPOMOCOMHbIE QHOMATTNI ‘ Ne 39 ds15.001 ‘ 0,98 ‘ [29] ‘ 13 089,76
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3aTpaTsl Ha CTAMOHAPHOE TIeYeHe

Tabnuya 4 (npodonxicerue)

Table 4
Hospitalization costs
IToxasarens / KCrI'/ K3/ I/ilc;::l/l_ Uroro, py6. /
Parameter DRG CC Source Total, RUB
Cmomamonozuueckue npobnemvi: 3y6Has 607v
E;g;f’;; gsl’zo:}fgvf:;m;“;i};”;x Hf‘e?’e;ef;em"”eﬁ’ Ne 116 ds26.001 | 0,98 | [29] 13 089,76
Kapouonoeuueckue napyuienus, eunepmensus, HapyuieHue pumma u npoeooumMocHu
BoresHu crcteMbl KpOBOOOpALIleH s, HeTH Ne 17 ds07.001 | 0,98 9] 13 089,76
BornesHu cycteMbl KpoBOOOpalleHNs, B3pOCIIbIe Ne 34 ds13.001 | 0,8 10 685,52
CpenHeBsBellleHHOe 3HadeHre Tapuda | 12 822,89
CranmoHapHoe 1e4eHie NAlieHTOB C 0CTEOXOHAPOMCIIIa3Hel
ITprobpeTéHHbIe 11 BPOXKAEHHBIE KOCTHO-MBILIEYHbIe AehOpMaIi Ne 264 st29.001 | 0,99 29] 24 055,51
Penxue renetudeckme 3a60neBaHmsA Ne 353 st36.002 3,5 85 044,73
CranyoHapHoe TedeHre MalVieHTOB C TeNaTo- 1 CI/IeHOMeTa/Iei
bonesnn opranos nuieBapeHns, geTu Ne 110 ds22.002 | 0,89 29] 11 887,641
Bornesuu nevenn, HeBUpycHble (YPOBEeHb 1) Ne 19st04.003 | 0,86 20 896,71
CramyoHapHoe IedeHye MALVICHTOB ¢ FOHOIIEeCKVM (I0BEeHIIbHBIM) APTPUTOM
JledeHue ¢ pyUMeHeHeM TeHHO-H>KEHEPHBIX OMOOTMYeCKIX MPerapaToB Ne154 ds36.004 | 9,74 130 096,21
U CENIeKTYBHBIX MIMMYHOJEIIPECCAaHTOB No 354 5t36.003 | 5,35 [29] 129 996,95
BocnanuTenpbable apTponaT, CIOHAVIONATIN, NETH Ne 220 st22.003 1,85 44 952,22
CranyoHapHoe edeHyie ALIeHTOB ¢ Ki$o30M 1 CKOMMo3oM
ITnanosoe cmayuonapmoe neverue
e IO | s 096 12
JopconaTuu, CIOHAMIONATUY, OCTEOIIATUI Ne 109 st16.003 | 0,68 16 522,98
OnepamueHoe ne4ueHue 8 YCr08ULX KPy2nocymouHoeo crmayuoHapa
Oreparym Ha KOCTHO-MBIIIEYHOI! CICTEMeE 1 CYCTaBax (YpOBeHb 4) Ne275st29.012 | 2,42 29] 58 802,36
Omnepanyy Ha KOCTHO-MBIIIEYHOJ CHCTeMe U CyCTaBax (YPOBEHb 5) Ne276st29.013 | 3,15 76 540,26
CpepHeBsBeleHHOe 3HaYeH e Tapuda | 67 671,31
CranmonapHoe /iedeHyie MaleHTOB C HAaXOBbIMM M IyNIOYHBIMM IPhLKaMU
ITnanosoe cmayuonapoe neverue
BornesHu opraHoB nuieBapeHs, TeTu Ne 110 ds22.002 | 0,89 [29] 11 887,64
[lpyrue 6071e3HM OpraHOB MUILEBAPEHs, AETH Ne 219 st22.002 | 0,39 [29] 9 476,41
Onepamueroe neueHue 8 Ycr08ULX Kpy2nocymouHoeo crmayuoHapa
Hetckast xupyprus (ypoBeHs 1) Ne 46st10.001 | 2,95 71 680,56 P
Herckas xupyprus (ypoBeHb 2) Ne 47 st10.002 | 5,33 129 510,98 P
Ornepanym 1o OBOXY IPBIK, ieTH (YPOBeHb 1) Ne 50 st10.005 | 0,88 [29] 21382,68
Oreparym 10 MOBORY IPBIK, eTH (YPOBEHb 2) Ne 51 st10.006 1,05 2551342 P
Orneparym 10 OBORY IPBDK, ieTH (YPOBEHb 3) Ne 52 st10.007 1,25 30373,12 R
CpenneB3BelneHHOe 3HadeHye Tapuda | 29 484,08

ITpumeuanus: K3 - xoadduiuent sarparoeMkocty; KCI' — KIMHUKO-CTaTUCTUYECKAs TPYIIIIA.

Notes: K3 — CC-ratio of expenditures; KCI' — DRG — Diagnosed relation group.
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Jlis1 OLIEHKM SKOHOMMYECKON 11e1ecO00pasHOCTI
yI1y6/IeHHOTO CKpMHUHTA ObUI IIPOBEJEH aHA/IN3 Pa3Me-
pa IonmynAuMM MALUeHTOB U3 Ipymmbl pucka mo MIIC
I tTuna c Y‘IéTOM OT€YE€CTBCHHDBIX NJAHHbBIX 06 nx YPOBHC
32060/1eBaeEMOCTI ¥ PACIIPOCTPAHEHHOCTIA.

B pabore 3anemunoti A.B. u 0p., 2018 r. [32] moxasaHo,
YTO CpefiHee 3HaUeHVe pacIIPOCTPAaHEHHOCTY OCTEOXOHPO-
mucIyTasui ¢ feeKtaMu pocTa I03BOHOYHOTO CTOI0A B 55
pernonax P® cocraBmno 0,6 +0,6 crydas Ha 100 ThIC. HeTCKO-
ro HaceneHuA. O1eHKa pacIpOCTPaHEHHOCTH TeIaTOCIIIe-
HoMeranuu ObiTa TpefcTaBieHa B pabore Komosuu M.M.
u 0p., 2016 . [33] B XOfie OfHOMOMEHTHOTO VICCTIEOBAHNS
5 178 peteit B Bo3pacre or 1 mecAna go 17 nmeT n cocra-
Buma 1,7 Ha 1000 ocMoTpeHHBIX /i, Takxe B Xofe fjaH-
HOIl paboThl TPOBOAWICS aHAIM3 IPUYMH PA3BUTUA
I HO30JIOTMYECKOII CTpYKTYpr TeIIaTO/IVMI€EHA/IbHOTO CUH-
mpoma. IIpy aTOM cpefy Bcex IpUYMH TemaToCIIEHOMeTa-
7y [ons 3a60/IeBaHmil, B paMKaxX KOTOPBIX MOXKET OBITh
nposefieHa nddepennyanbias aumarHoctunka ¢ MIIC
I tuma, cocraBuma 38,5 %. FOBeHWIBHBIN apTPUT ABNAETCA
OOHVM U3 Hal/{6onee YaCTbIX I CaMbIX I/IHBa)'II/I,E[I/ISI/IpYIOH.U/IX
peBMaTNYeCKMX 3a00/eBaHNIl, BCTPEYAIOIIUXCA Y AeTell
[34]. TIo odmuyanbHBIM CTaTUCTUYECKUM JaHHBIM B 2019
ropy 3ab60/eBaeMOCTDb IOHOLIECKMM apTPUTOM Cpeiy Jie-
Teit B Bo3pacte o1 0 1o 14 ner cocrasuna 14,9 cnyyaes Ha
100 TbIc. eTckoro Hacenmenus (wm 3 853 pe6énka) [35],
a B Bo3pacte ot 15 o 17 ner — 35,9 Ha 100 ThIC. BETCKOTO
Hacenenus (wm 1 532 nogpocrka) [36].

B 2019 rogy saboneBaeMocTb HedOpPMUPYIOMINMU
BOpCoMaTuAMI Cpegu feTell B Bospacte or 0 go 14 et
cocraBuna 738,1 cnydaeB Ha 100 ThIC. JeTCKOro Hace-
nenns (wim 19 1471 pebenka), a B Bospacre oT 15 fj0
17 net — 1978,6 Ha 100 ThIC. IeTCKOTO HaceneHus (Mn
84 544 moppocTtka). B pabore Yavpux 3.B. u 0p., 2009 r.
[37] 6b1710 IOKA3aHO, YTO Cpefu BPOXK/IEHHBIX Hedopma-
I TIO3BOHOYHMKA O/ CKOMMO30B COCTaBIIsAET 2,5 %.

OAPMAKO3SKOHOMMUKA

CoITIaCHO CTaTUCTUYECKMM JAHHBIM, B 2019 roxy 3a60-
J1eBaeMOCTb O0/Ie3HAMY OPraHOB NUIIEBAPEHNs CPelN Jie-
Teii B Bo3pacte ot 0 1o 14 et cocraBuna 5 966,7 cinydaes Ha
100 thIc. eTckoro Hacenenust (wm 1 547 919 pe6énka) [35],
a B Bo3pacre oT 15 go 17 metr — 6 353,1 Ha 100 TbIC. IETCKOTO
Hacenenyst (mnu 271 463 nonpoctka) [36]. ITo matepuanam
HOIY/IILMOHHOTO YICCTIeNOBAHIS, BbIIIOHEHHOTO B VpaHe,
9acTOTA ITYNOYHBIX TPHDK y AeTelt cocTaBuma okomno 0,3 %
[38]. [TaxoBble TPBIKY Y A€Tel ABJIAIOTCA OHNUM V3 YaCTBIX
BPOXXIEHHBIX XVPYPIUYECKUX 3a00/IeBaHMil, PacIpoCcTpa-
HEHHOCTb KOTOPOTO COCTAB/IAET OKOJIO 5 % Cpef BeTCKOro
HACe/IeHN, TIPY 3TOM CPeil Yyc/Ia BCeX BUIOB TPBLK Y Je-
Tell IMaXOBble COCTABIAIOT 92—95 % [39].

PesynbTaThl OLleHKM 4UMC/IEHHOCTM IOMY/IALMM JeTei
W3 TPYIIBI PUCKA IpefCcTaBleHbl B Tabnuue 5. OOt
pasmep rpynmsl prucka 1o MIIC I cocraBun 128 670 geteit.

PesynbraThl aHanus3a 3arpar, CBA3aHHDIX C BeJeHUEM
nanyeHToB ¢ auarnoctuposanHpiM MIIC I tuma npep-
craBienbl B Tabmmue 9. OOuine 3aTpaTbl Ha BefeHNUe
u yledeHre 1 manmenTa ¢ cungpomomM Iypnep cocraBumm
1 930 340,85 py6., ¢ cungpomom Iypnep-Illeite —
1 121 486,96 py6., c curppomoM Illeite — 686 827,77 py6.

CyMmMapHble 3aTpaTbl Ha BCIO [JMArHOCTVPOBAHHYIO
nomyAaunio nanguentos ¢ MIIC I tuna Ha teppuropun
P® (101 wen.) cocraBumu okono 157,4 miu py6. B rof,
6e3 y4éTa 3aTpaT Ha IIPOBEMIeHNE TTATOTeHEeTIYECKOII Te-
pamny, Tak Kak B HacTosllee BpeMs obecredeHne 60/b-
HBIX JIeKapCTBeHHBbIM Ipemapatom MHH naponmpasa
OCYILIeCTB/IAETCA 3a CYET OIOPKETHBIX ACCUTHOBAHMIA,
IpefyCMOTPeHHBIX B efiepanbHOM O10mKete. C yuéToM
OPMEHTMPOBOYHOIO KONMNYECTBA MALVIEHTOB C MATKMMMU
dbopmamn MIIC I tuma B PO (39 yenoBex) ob1ime 3aTpaThl
Ha JJaHHYIO TPYIIITY HAIMeHTOB COCTAaBIAIOT 38,1 MiIH pyo.,
U3 KOTOPBIX Ooree 89 % MpUXOAUTCS Ha MALVIEHTOB JieT-
ckoro Bospacta. [lons sarpar Ha markue ¢popmsr MIIC
I Tima B 061t cTpyKType coctaBuaa 24 % (tabn. 6).

Tabnuya 5
Pe3ynbTaThl OlleHKY NONYIAIMY NalMeHTOB 13 rpynimsl pucka no MIIC I Tuma
Table 5
Population of group of risks for MPS Type I
HaumeHoBaH1e 3a60/1eBaHA/COCTOAHNA / Kog MKB-10/ Yucnennocrs rpynnsi pucka / Pts in group of risks
Ilness ICD-10 0—14 ner/ Age0-14yy | 15—17 ner/ Age 15-17 yy
Temratomeranust 1 CIIEHOMETaJIisl, R16 16 979 2797
He KIaccuUIMPOBaHHbIE B [PYTUX PyOpHKax
FOHowmecKkuit [F0BeHMTbHBI]| apTpUT MO8 3853 1532
K40
IpbiKy maxoBas u/MIM MyHOYHAA K4z 82040 14 388
M40
Kudos n ckonmnos (xudockomnnos) 4787 2114
M41
OCTCOXOHHPOHI/ICI}}IaSI/IH ¢ fedextamu pocta Q77 156 2
TPyOUaTBIX KOCTelt ¥ I03BOHOYHMKA
HNroro 107 814 20 855

IIpumenanue: MKb — mexxpyHaponHas knaccudukanys 60mesHeit.

Note: ICD — International Classification of Diseases.
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Tabnuya 6
PesynbraTel aHanmu3a saTpat Ha 1 manmenTa ¢ guarnocruposanubiM MIIC I Tuna (py6./manyenT/roxn)
Table 6
Results of costs analysis in diagnosed MPS Type I (RUB/patient/year)
Toxasarens / Parameter Cunppowm I'yprep / | Cunapgpom l"ypnep:llleme/ Cmmpom' Ileite /
Hurler Hurler-Sceie Sceie
ITpamvie meOuyuHcKue 3ampamoi
basoBas nekapcTBeHHasA Tepanus 20 243,67 20 243,67 20 243,67
AMbynaTopHOe HabmOeHe 47 701,04 47 701,04 47 701,04
ITnaHoOBOE CTallMOHApHOE JIeYeHNEe 170 089,47 170 089,47 170 089,47
JledyeHne OCIO)KHEHUIT OCHOBHOTO 3a00/IeBaHs 573 881,46 138 482,58 51 645,57
B CTAallMIOHAPHBIX YCIOBUAX
Jledenue ocno>xkHeHmit ¢ npuMeHeHreM BMII 152 532,42 224 366,57 77 647,63
IIpoBenenne TpaHcIIaHTaL UK 253 105.83 0,00 0,00
reMOIIO3TIYECKIX CTBOJIOBBIX KJIETOK
CymmapHuole npamole MeOUUUHCKUe 3aMPpamol 1217 553,89 600 883,33 367 327,38
IIpsmvle HemeOuyUHCKUE 3aMPambL
ColyanbHble BbIIIATHI 218 948,77 218 948,77 218 948,77
Henpsamuvie sampamol
Hepononyyennnin BBIT 493 838,19 301 654,86 100 551,62
Hmozo 1930 340,85 1121 486,96 686 827,77
ITpumenanus: BMII — BbICOKOTE€XHOIOTMYHAA MeJUIITHCKas ToMolb; BBIT — BanoBblit BHYTpeHHMIT IPOIYKT.
Notes: BMIT — High Technology Aid; BBIT — GDP.
CpenHeB3BelIeHHbIE 3aTPAThI Ha 1 IMAaTHOCTUPOBAH- Tabnuua 7
Horo marnyenTa ¢ Markumu ¢popmamu MIIC I tuma co- 3arpatsl Ha 1 manuenTa
crasumu 380 874,22 py6. c HepnarHoctuposanubiM MIIC I tuna
Pe3y/ibraThl aHa/IM3a 3aTPAT, CBA3AHHDIX C BEJIEHMEM T1a- Costs of 1 nond; d patient in MPS I (RUB/ Table 7
[MeHTOB ¢ HegyarHocTrposanHbiM MIIC I Tnna npencTas- osts ol 2 nondiagnosed patient in ( year)
7eHbl B Tabmuie 7. Cpefyt 3a60/1eBaHmi TPYIIIIBI PUCKA Hal- Cpemuue saTpars,
Gonbliye 3aTpaThl Ha | MalMeHTa CBA3aHbI C IoHOIeckum | 1Iokasarens / py6. /
aprputoM — 1 338 013,56 py6., HanMeHbIIe — C axopoir | Parameter A"er;geBWSts
¥/ yno4Hoit rppbkamiu (78 232,59 py6.). CpenHee 3Ha- (RUB)
JYeHNe 3aTpaT Ha JIeYeHNe U BefeHne | mareHTa ¢ 3260- 3ampamot na «mackupyrouue» MIIC I muna 3abonesarus
JIeBaHVSIMU 13 TPYIIIIBI pUCKa cocTaBuio 387 745,20 pyo. TemaToMeras 1 CIyieHOMeTaus,
ITpu oLeHKe 3aTpaT Ha 3a60/IeBaHNS U3 TPYIIIIBI PUCKA OLie- He KIaccuPUIpOBaHHbIe 101 561,33
HUBAJIVICh TOJNBKO IIPSIMblEé MENULVHCKNE 3aTPaThl, MOJA B APYIUX pyOpuKax
3aTpAT Ha «MACKMUPYIOLIMe» 3a007eBaHs B OO CTPYK- | j0nomeckuit [1oBenunbHbiit] apTpuT 1338 013,56
Type cocTaBwia 66 %. OcTanbHas JOJIA NPUIIACh HA 3a-
IpboKy maxoBas u/mim MynovHas 78 232,59
TpPAThI, CBA3aHHBIE ¢ ecTecTBeHHBIM TedeHneM MIIC I tuma
(111 148,89 py6.) u Henpsmbie 3arparsi (91 501,97 py6.). Kicpos n ckomnos (kudockonnos) 171 245,94
Takum 06pa30M, CpE€OHEB3BEIICHHDbIE 3aTpaTbl Ha Oc'reoxo]-[;[pom/[cnnasmﬂ C ;[eq)eKTa—
1 HegVAarHOCTMPOBAHHOTO IIAIVIEHTa C MATKUMM (op- MM pOCTa TPYOUaThIX KOCTel 249 672,58
mamu MIIC I tuma cocrasumu 590 396,07 py6. Pasuuma | 4 O3BOHOYHMKA
B CPE[HEB3BEIIEHHDIX 3aTpaTaxX Ha 1 mauueHTa B 3aBU- Cpednuie npsimvie MedUUUHCKUE
CUMOCTH OT cTaryca cocraBua 209 521,85 pyo6. sampamol Ha «mackupyrougue» MIIC 387 745,20
C yuéroM pasMepa HOIY/IALMM HALMEHTOB C HegM- | I muna sabonesanus
arHoctypoBaHHbIMKM MsArkumu ¢opmamu MIIC I Tuma Cpedressseuietitivie sampamol, -
(96 4enosek), B HacTosAllee BpeMsA PACXOBI HA JAHHYIO | 3gumpie c ecmecmeenHbiM meveHiem 111 148,89
TPYIITY COCTAaB/IAIOT 56,7 MIH py0. B rop. IIpu atom ecrn MIIC I muna
COIIOCTABUTDb JAHHYIO CYMMY C 3aTpaTaMi Ha JIMarHOCTH- Cpednessseusennvie Henpsmbie
POBAHHYI0 HOMYIALMIO /IETCKOTO BOSPACTa ¢ MATKMMU | 301 5q:p 91 501,97
¢dopmamu MIIC I Tuma, KOTOpbIe COCTaBUIN OKOJIO 34 MITH U 590 396.07
py0. B TedeHne rojia, TO pa3HUIIA COCTABUT 22,6 MJIH pyo. 1mozo ’
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IIpn cBOeBpeMeHHOI AMATHOCTMKE IOSB/IAETCA OC-
HOBaHMe [y (epMeHT3aMeCTUTE/IbHO Tepalnn Ipe-
naparoM naponudaza (MHH), opranmsanym Habmone-
HUA 33 IMAlJMEeHTaMM B COOTBETCTBUU C KIMHNYECKNMNU
peKoMeHanAMN. 3aTpaThl Ha CEIeKTUBHBIN CKPUHHT
Opunt onpepenenel B 25 100 py6. g 1 manuenta. Ta-
KIM 00pa3oM, IIpK YC/IOBUY IIPOBENEHMS CeIEKTUBHOTO
CKPVMHMHIA CpeJHeB3BeIleHHbIe 3aTpaThl Ha 1 [uarHo-
CTMPOBAHHOTO IanMeHTa ¢ MArknMu ¢opmamu MIIC
I T cocrasst 405 974,22 py6., uro Ha 184 421,85 py6.
MeHblIle, YeM CpefIHIIe 3aTPAThl Ha 1 He[MarHOCTMPOBAH-
HOTO IanyeHTa. BefeHne 1 nedeHne MalVIeHTOB C MAT-
kumn ¢popmamu MIIC I Tuia o3BOUT B TedeHue rofa
C3KOHOMMUTD 110 17,7 MITH py6., YTO B CBOIO OYepeb JacT
BO3MOKHOCTD JOIIOJTHUTE/IbHO IIPOBECTN CETeKTVBHBIN
CKPMHMHT ntopsazaka 705 nmanyeHTaM.

O6cyxpenue / Discussion

3apyOe)XHBIil OIBIT ITOKA3aJl, YTO NIPOBENAEHHDIE Me-
ponpusarua no ckpuauary MIIC I tuna B page crpan
MIO3BOMVMINM HE TOJNBKO YTOYHWUTHb MCTVMHHYIO 4acTOTY
BCTpEYaeMOCTH, HO ¥ o0ecredmnn MalyueHTOB CBO-
€BpeMeHHONI Tepammeil. Hampumep, B mcciefoBaHuN
Gragnaniello V et al [40] 6bUIu mpefcTaB/IeHbl IepBbIe
pesynbrarbl 5-JIeTHEN IPOrpaMMbl CKPMHMHIA HOBO-
poxaénnubix Ha MIIC I tuma. B pabore Casocmosto-
6a K.B. [41] 6bu1 mpoBeféH CeNEKTUBHBI CKPUHNHT
31 447 manueHTOB C IOJO3PEHNEM Ha pefKue Hacue[-
CTBeHHbIe 0OJIE3HM M aHA/IU3 HaHHBIX 26 MPOTUIUPO-
BaHHBIX BHe CKPMHUHIA IAIVIEHTOB, Cpefu 00cCieno-
BaHHBIX C nogo3penHueM Ha MIIC I tumna 3 940 uenoBek
myarsos 6su1 nocrasiieH 30 mamueHTaM, 4acTora oOHa-
py>xenus MIIC I Tuna cocrasuna 0,76 %.

B Hamreit ctpaHe ObIIO IIPOBEEHO IMMIOTHOE VICCTIe-
moBaHMe 10 (OPMUPOBAHMIO KPUTEPVEB BbIABICHIA
MIIC I Tuma B pyTMHHO} KIMHUYECKON IPAKTHKe Ie-
OVIATPOB C AaHKETVPOBAHMEM 75 MALIMEHTOB C IIOATBEPIK-
ménnbM auarHozoM MIIC I tuma u ¢ mopo3peHnem Ha
HEro, a TakKe ObIIM IMPOAHA/IN3NPOBAHBL JAHHBIE ellé
738 maumeHToB M3 pasHbIX pernoHoB P®, obceno-
BaHHBIX B 2017 ropmy. YacTora BBIABIEHNA IALIMEHTOB
¢ MIIC I Tunia cpeny meTeli IPyII pUCKA IIPY FeHeTHde-
CKOM aHam3e 6buUta paBHOIT 1 Ha 105 006CIeMOBAHHBIX.
Ha ocHOBaHMM 3TOr0 MCCIEHOBAaHUS ObUIM BbIJE/ICHBI
Hanbosiee BaKHble IPM3HAKY, HO3BOJLAIOIINE 3AIOJ0-
3putb MIIC I Tuna, ¢ popmmupoBaHmem 6anIbHOI LIKa-
JIBIL [I71S1 HAIIPABJI€HNA Ha CE/IEKTUBHBIN CKPVHMHI.

B npoBef€HHOM HaMM MCCIEOBAaHNM IIOKAa3aHO, 9TO
BbIABIeHue manueHToB ¢ MIIC I Tuma myTtém cemek-
TUBHOTO CKPMHMHIA B I'PYNIaX PUCKa ITO3BOUT CIKO-
HOMMUTD OIOf)KETHbIE CPE[CTBA B CBSI3U CO CHIDKEHUEM

OAPMAKO3SKOHOMMUKA

3aTpaT Ha BeJeHMe U JIeYeHNEe IAllIeHTOB C HelMarHo-
ctuposanHbiM MIIC I Tuma, Ha KOTOpBIX B HacTOALlee
BpeMs eXEroffHO HepalOHA/JIbHO PAcXOMyeTCH «INII-
HIX» 22,6 MJIH pPyo.

Boisopsi / Conclusion

* CeleKTMBHDIN CKPYHVHT y IeTeil 13 TPYIIIBI PUCKa
o MIIC I Ti1a 9KOHOMMYECKY OIpaBfaH U OyzeT
CII0COOCTBOBATb CBOEBPEMEHHOMY Haualmy ep-
MEHT3aMeCTUTEbHON Tepaluy [N Mpefynpex-
IEeHNA OCIOKHEHNIT I PaHHEN MHBaIMAN3aLN;

* CpenHeB3BelIeHHbIE TOJJOBbIE 3aTPAThl HA 1 Ana-
THOCTMPOBAHHOTO MAIVIeHTa C MATKUMM dopMa-
vy MIIC I tuma ¢ y4éToM CTOMMOCTH CETeKTUB-
HOTO CKpMHMHTa coctaBumm 405 974,22 py6., 4to
Ha 184 421,85 py06. MeHbllle, 4eM CpefIHIe 3aTPaThl
Ha 1 HEeAarHOCTMPOBAHHOIO NanyuenTa. Bemenne
U JIedeHNe AIeHTOB ¢ MArkuMu popmamu MIIC
I Tma mocne mpoBefieHMs CENTEKTUBHOTO CKpU-
HIHTA IIO3BOJINT B T€YEHME Tofla COKOHOMUTD IO
17,7 mnua py6., YTO B CBOIO O4epeib JacT BO3MOXK-
HOCTb JOIIO/THUTE/IBHO NPOBECTU CENEeKTUBHBIN
CKPUHUHT Y 705 DaleHTOB;

e C yuéroM pasmepa IONY/IALUN MTALNEHTOB C He-
AVMATHOCTYPOBaHHBIMU MATKMMH popmamy MIIC
I Tnma pacxoppl Ha JAHHYIO TPYNITY COCTAaB/IAIOT
56,7 MyH py6. IIpu aTOM, ec/u COnOCTaBUTD JJaH-
HYIO CYMMY C 3aTpaTaMM Ha JYaTHOCTYPOBAHHYIO
HONY/IALNIO JeTCKOTO BO3pacTa ¢ MATKMMMI (Pop-
mamyu MIIC I tuna, KoTopple COCTaBUIM OKOJIO
34 MJH py6. B TedeHMe TOfia, «IIepepacxon» O0f-
JKE€THBIX CPEJCTB IIPY HECBOEBPEMEHHOI JUarHO-
ctuke MIIC I Tuma g 9ToM KOTOPTHI AeTeit co-
CTaBJIAeT OKO/IO 22,6 M/IH py0. B TOZ.
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