ISSN 2070-4909 (print)
ISSN 2070-4933 (online)

NdnJan0n0NAnd

COBpEMEHHaFI (DapMaKOC-)KOHOMMKa n (DapMaKOSI'IVI}J,eMVIOJ'IOI'Mﬂ

http://www.pharmacoeconomics.ru. He npegHasHa4YeHoO AfA UCMNOMIb30BaHUSA B [KOMMEpPYeCKUX Liensx

uTa

FARMAKOEKONOMIKA
Modern Pharmacoeconomic and Pharmacoepidemiology
2020 Vol. 13 No4 www.pharmacoeconomics.ru

MHTaX MOXXHO NONyuMTb B peaakuum. Ten.: +7 (495) 649-54-95; an. noura: info@irbis-1.ru

cuna ctaTtbm Gbina ckauaHa c ca

*

B  DapmMaKo3IKOHOMUYECKWI aHANIU3 HA3HAYEHUS AHTUMUKPOGHbLIX NpenapaToB Nepsoro
Bbl6opa Ana am6ynaTopHOro NeYeHus HETAXENoi BHE60IbLHUYHOH NHEBMOHUM

B AHanu3 counanbHo-3KOHOMUYECKOro 6pemeHn CMHANbHON MbILIEYHON aTpochum
B Poccwuiickoit ®depepauum

OaHHasa uHtep
Nudopmauumro

B (dapmako3IKoHOMMYEcKas LenecoobpasHoCTb NPUMEHEHNSA NIEKapCTBEHHOr0 npenapara
l'emaHruon (nponpaHonon, pacTBop A NpUemMa BHYTPb) NPU NEYEHUH
nponudepupyroLLeil UHPaHTUILHON reMaHrUOMbI, Tpe6yHoLLeil CUCTEMHOIA Tepanuu

2020


http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru

OpI/IFI/IHaJIbHLIC cTaTbn (DaDMa[{(]al{(]H[]Mm{a

[(cCOTTETM ™ Check for updates ISSN 2070-4909 (print)
https://doi.org/10.17749/2070-4909/farmakoekonomika.2020.068 ISSN 2070-4933 (online)

AHAJIN3 CONMATBLHO-I3KOHOMIMYECKOr0
OpeMeHH CIIMHAJIbHOI MbIIIEYHOH aTpodhun
B Poccuiickoii Penepanymn

Konoun A. C."?, Bionasen /I.B.°, KypbuieB A. A.!, banbikuna 0. E.2,
[Mpockypun M. A.%, MummunoBa C.A.!, 'epmanenko O.10.%,
Kom6una H.10.°

I @edepanvroe cocyoapcmeentoe 6r00xcemHoe 06pazoeamenvroe yupesicoeHue gbicuieco 00paz08aHus
«Ilepevtii Cankm-Ilemepoypeckuii eocydapcmeennbvlii Meduyunckuil ynueepcumem umenu akademuxa U.11. I[lasrosa»
Munucmepcmea 30pagooxpanenusi Poccutickoii @edepayuu (ya. Jlvea Toacmoeo, 0. 6-8, Cankm-Ilemep6ype 197022, Poccus)

2Pedepanvioe eocyoapcmeernoe Or00dxicemHnoe 06pazoeamenvhoe yupexcoenue gvicuie2o oopazosarnus «Canxkm-Illemepoypecikuil
eocydapcmeennulil yuusepcumen» (Yuusepcumemckas nabdepexcras, 0. 7-9, Cankm-Ilemepoype 199034, Poccus;
Hab. p. Poumanku, 0. 154, Cankm-Ilemepbype 190103, Poccus)

’ Obocobnennoe cmpykmyphoe noopazoeaenue « Hayuno-ucciedosamensckuil KAUHUMECKUT UHCIMUMYM NeOUuampuu UMeHuU
axademura IO0.E. Bearbmuwesa @edepanvroeo 20cy0apcmeeHH020 A8MOHOMHO20 00PA308AMENbHO20 YUPENHCOCHUS BbICULE20
obpaszosanus «Poccutickuii HayuoHanbHblil uccredosamensckuli meduyunckuii ynueepcumem umenu H. 1. TTupocosa»
Munucmepcmea 30pasooxpanenus Poccuiickoit @edepayuu» (ya. Tanrdomckas, 0. 2, Mockea 125412, Poccus)

* Baazomeopumenviulil ooH0 NOMOUwU 60AbHBIM CRUHAALHOL MbIUEYHOU ampoguetl u OpyeUuMU HEPEHO-MbLULCHHbIMU
3abonesanuamu «Cemou CMA» (ya. bopucosckue npyoet, 0. 48, Mockea 115408, Poccus)

J Q>L’()€]7a/lbﬂ()€ 2()L‘_)/()[7])Cm{i’€HH()€ br00xcemuoe yl{pe.m‘delme «Hab‘u()l{a.?bl{bll) JWG()LIL{MHCICL{& uccaedosamenvekuil ueump

umeHu B. A. Anmazosa» Munucmepcmea 30pasooxpanerus: Poccuiickoii @edepayuu (ya. Akkypamosa, o. 2,
Canxkm-Ilemepoype 197341, Poccus)

Jlas konmaxmos: Konoun Anexceii Cepeeesuu, e-mail: alex.kolbin@mail.ru

PE3HOME

Bsepenne. CnnHanbHble MbllweyHble atpodun (CMA) — 3TO KNMHWYECKW M TEHETWHECKM pasHOpPoAHas rpynna opchaHHbIX 3a60mneBaHui,
XapakTepn3yoLLMXCs NPOrPECcCUBHON AereHepaLneii MOTOHEPOHOB 1 noTepei nx dyHKunK. BeigensioT Yetbipe Tuna CMA, 3 koTopbIx Tun |
ABNAETCA Hanbonee HebnaronpuaTHbIM. MauneHTbl co CMA B TEYEHIE XM3HM HYX/AAIOTCA Kak B pa3HO06Pa3HOI MeANLIMHCKON, TaK 1 COLManbHOM
MOMOLL, CyMMapHbIe 3aTpaThl HA KOTOPYHO paHee B P® He paccunTbIBINCS.

Lens. Pacyer coumo-akoHommyeckoro 6pemeHn CMA B PO ans Bced monynsauuMn NaumeHToB C Y4ETOM MPAMbIX MEAMLMHCKMX, NPSMbIX
HEMEINLMHCKUX W HenpsMbIX 3aTpaT [0 MOMEHTa BHEAPEHMS| NaTOreHeTMYEcKOW Tepanuu W nocne ee BHeApeHusi. OueHka BRUSHMS
NaToOreHeTUYECKOM Tepanum Ha ANHAMUKY COLManbHO-3KoHOMMYeckoro 6pemenn CMA B PO.

Marepuanel u metogpl. Npu pacyetax 6pemenn CMA ncnonb3oBany MHGOPMALKMIO M3 peecTpa nauneHTos, cuctembl OMC u coumansHOro
o6ecneyveHus rpaxaad B PO. MNpu oLeHKe 6peMeHn y4nTbIBanm NpaMble MeLULIMHCKIE 3aTpaThl (AMArHOCTUKA, JIEKAPCTBEHHOR U XUPYPrU4ECcKoe
neyeHune, peabunutauns), NpAMble HEMEOUUMHCKWE 3aTpaTbl (BbiniaTta noCOOWA), a Takke Henpsmble 3aTpatbl (HEAONony4YeHHbid BBI).
XapakTepucTuKa Nonynsumumu naumeHToB Gbina B3sTa U3 HEroCyAapCcTBEHHOro peectpa nauueHtoB co CMA B P®. cTo4HMKOM MHDOPMALMY O
LeHax cnyxunu: tapucpbl OMC 1 BbICOKOTEXHOMOrMYHOW MEAMLIMHCKOIA MOMOLLM, NPaiiCc-NNCTbI KOMMEPYECKUX KMUHUK, nabopatopuii n
NOCTaBLLNKOB MENULMHCKNX M3Lenunin. fopu3oHT MOJenupoBaHus — 5 net. PacyeTbl 6biM BbINOMHEHbI N0 ABYM CleHapuam: 1) 40 MOMeHTa
BHEZpeHUs B NPaKTUKY NaTOreHeTUYECKOI Tepanuu; 2) npu TeKYLLEM YpOBHE 0XBaTa NaToreHeTUYeCcKol Tepanuei.

Pesynbtartbl. Peectp copepxut nHdopmaumio 0 998 naumentax co CMA, u3 kotopbix 21% — CMA | tuna. B cueHapun 1 6pems CMA B PO
cocTaBuno 2,37 mnpg py6./rog. (2,38 mMnH py6./nau./rod) HambombLUY0 JOMK0 3aTPAT COCTABMAMM 3aTPaThl HA CTALMOHAPHYIO MEANLMHCKYIO
nomotub (30,8%) n peabunutaumio (32,3%). bpems CMA | Tuna coctasuno 1,6 mnpg py6./roa. (1,5 MaH py6./nau. /rog). B cueHapum 2 6pems
CMA B P® cocrasuno 5,4 mnpg py6./rof. (5,4 mnH py6./naw./rog), 40N 3aTpaT Ha NaToreHeTNYecKyH Tepanito 6bia HanbonbLien (43%).
3axntoqenne. bpems CMA B PO sBnsieTcs CyLLECTBEHHbIM N0 MEPe PacLUMpPeHns AOCTyNa NauUeHTOB K NaToreHeTYeckoii Tepaniu. bpems CMA
6yreT BO3pacTath, OHAKO NPy 3TOM POCT 3aTpaT Ha NaToOreHeTUYECKYo Tepanuio JO/MKEH COMPOBOXAATLCA CHIDKEHUEM LpYruX NpsMbIX 1
HenpAMbIX 3aTpar.

KNHYEBbBIE CJ1I0BA
CnuHanbHas MbllleyHas atpodms, 6pems 3a60neBaHus, 3aTparbl.
Cratbs noctynuna: 28.10.2020 r.; B gopaboranHom Buge: 30.11.2020 r.; npunsaTa K nevartu: 17.12.2020 r.
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KoHdthnukT uHTepecos
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The social-economic burden of spinal muscular atrophy in Russia

Kolbin A. §.1?, Vlodavets D.V.3, Kurylev A. A.", Balykina Yu. Ye.?, Proskurin M. A.2, Mishinova S.A.!, Germanenko 0.Yu.*, Kolbina N.Yu.®
"Pavlov First Saint Petersburg State Medical University (6-8 L'va Tolstogo Str., Saint Petersburg197022, Russia)

2 Saint-Petersburg State University (7-9 Universitetskaya Emb., Saint Petersburg199034, Russia; 154 riv. Fontanka Emb., Saint
Petersburg190103, Russia)

% Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University (2 Taldomskaya Str.,
Moscow 125412, Russia)

4 Charitable foundation for aid patients with spinal muscular atrophy and other neuromuscular diseases "SMA Families" (48 Borisovskie Prudy
Str., Moscow 115408, Russia)

5 Almazov National Medical Research Center (2 Akkuratova Str., St Petersburg 197341, Russia)

Corresponding author: Aleksei S. Kolbin, e-mail: alex.kolbin@mail.ru

SUMMARY

Intreduction. Spinal muscular atrophies (SMA) are clinically and genetically heterogeneous congenital orphan diseases that lead to progressive
spinal motoneurons degeneration and loss of their function. There are 4 types of SMA with type | being the most severe. SMA patients need
lots of services (medical, social etc.) throughout their life and the cost of the care has never been calculated in Russia before.

Aim. The study aims to calculate the socio-economic burden of SMA in the Russian Federation for direct medical procedures and indirect costs
before the introduction of pathogenetic therapy and after its implementation. The assessment of the impact of pathogenetic therapy on the
dynamics of the socio-economic burden of SMA in the Russian Federation was performed.

Materials and methods. The data from patient-reported SMA registry, insurance medical companies, epidemiological, and rehabilitation care
data were compiled into the model. The authors accounted for direct medical (diagnostics, drugs, surgery, orthopedics, rehabilitation, and
family) and nonmedical expenditures including indirect (loss of GDP) costs. Characteristics of the patient population have been taken from
the national SMA register. The sources of costs data included governmental healthcare and insurance companies’ tariffs, price lists of
commercial companies, clinics, and laboratory services. The modeling time horizon was 5 years. The two following calculation scenarios were
evaluated: 1) none of the patients with SMA receive pathogenic therapy 2) the share of pathogenic therapy is stable during the time horizon
at the current level.

Results. National SMA register contains the information about 998 patients; 21% of them have SMA | type. In the first scenario, the total
social-economic burden of SMA in Russia was 2.37 billion RUR/year (2.38 million RUR/patient/year); the share of in-patient care and
rehabilitation were 30.8% and 32.3%, respectively. SMA type | burden was 1.6 billion RUR/year (1.5 million RUR/patient/year). In the second
scenario, the total SMA burden was 5.4 billion RUR/year, the highest share of pathogenetic therapy was 43%.

Conclusion. The SMA economic burden in Russia is significant and growing along with the increase in the share of pathogenic therapy, but
this growth should be compensated by lowering other direct and indirect costs.

KEY WORDS

Spinal muscular atrophy, disease burden, cost.
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OckoBHsie WOWEHTs gnights _____________________

Y10 yxe n3secTHo 06 3Ton Teme?

» TpaZnLNOHHO BbILENAOT TaKue NOHATISA, KaK rnobanbHoe 6pems 60/1e3HN 1
COLMANbHO-3KOHOMMYecKoe ~ Gpems  3aboneBaHus.  onHOLEHHOE
rno6anbHoe 6pems 6051e3HN AnS CIUMHATIBHOM MbILLIEYHON aTpodun B MUpe
He paccyuTbIBanm

» CounanbHo-3KOHOMKYeCcKoe 6pemsi 3a60M1eBaHNS 40 HACTOSALLEr0 BPEMEHM
0CTaeTCA B MNOCKOCTN 3KCMEPTHOTO 06CY)XAEHMS, METOfbI MO PacyeTy He
CTaHAAPTU3NPOBAaHbI, TPAKTOBKA PE3YNbTATOB CHOXHA

» CnvHanbHble MblweyHble atpocun (CMA) — rpynma  KAMHMYECKU u
FEHETUYECKN TeTepOreHHbIX HACNEACTBEHHbIX 3a00/eBaHWiA, BbI3BAHHbIX
MPOrPECCUPYIOLLIEN AereHepaL el MOTOHEPOHOB NEPEAHMX POrOB CIMHHOTO
Mo3ra. Gamoii pacnpoCTPaHeHHOI rpynnoii SBNAOTCS NpokcuManbHbie CIMA
[, I, Il w IV Tmna. Maumentbl co CMA B Te4eHWe XXW3HU HYXOATCS B
PasHO06pa3HON MEAULMHCKOW 1 COLMANBHOMA NOMOLLM, 4TO TPEBYET BbICOKUX

3aTpar ¢ no3vunm rocygapcTaa

Y10 HOBOrO faer craTba?

» B Poccun paHee He mayyanu coumanbHO-3KoHoMUYeckoe 6pems CMA.
/ccnepoBaHue HanpaBneHo Ha aHanu3 akoHoMu4eckoro 6pemenn CMA ¢
Y4€TOM NpSAMbIX HEMEAULMHCKMX 3aTpaT Ha BbINAATy NEHCUIA M N0co6uii 1
HEMpAMbIX 3aTpaT B BMAE HEOMONyYEHHOr0 BanoOBOTO BHYTPEHHEro
npoaykTa

» lccnepoBaHus cnoco6CTBYOT 60siee MOMHOMY MOHUMAHMIO TEKYLLEro
6pemeqn CMA

Kak aTo MoXeT NnoBNMATL Ha KNMHUYECKYH NPaKTUKY B 0603pumom Gypyuiem?

> B cBETE NOSIBNEHNS MHHOBALWOHHbIX TEPANEBTUYECKIX BMELLATENLCTB JaHHOE
1CCNeai0BaHME NPOBOANTCA C LIENbH0 06HAPYXKEHNS MOTEHLMANA Aist CHUXKEHSE

o6Lero 6pemenn CIMA B cnyyae BHeApEHWs NaTOreHeTUYECKOI Tepanun

BBEJEHUE / INTRODUCTION

CnuHanbHble MblleyHble atpodoun (CMA) — rpynna KnMHUYecKn u
TEHETU4ECKN reTePOreHHbIX HACeCTBEHHbIX 3a60/18BaHNIA, BbI3BAHHbIX
MporpeccupytoLLiei fereHepaumneii MOTOHEPOHOB MepeaHUX poros
cnuHHOro mo3ra [1]. Bblgenstot npokcumanbHble u auctanbHble CMA,
camMol  pacnpoCTPaHEHHOW pynnol  SBASIOTCA  MPOKCUMANbHbIE
CMA 1, 2, 3 n 4-ro Tunos [2]. B ocHOBe 3aboneBaHws NEXuT
NporpeccupyroLlan AereHepauns anba-MOTOHEAPOHOB NepesHNX
pOroB CMMHHOMO MO3ra, NPMBOAALLAS K (POPMUPOBAHNIO CUMMETPUYHOMO
BAJIOr0 napesa norepeyHonosnocarbix MblLUL, ¢ UX nepepoxaeHuem [1-4].
Mo atmonorun CMA SBNSETCA TreHETMYeCKUM 3a60neBaHueM, npu
KOTOPOM BO3MOXHbI BCE TUMbI HACTEJ0BAHUSA (AYTOCOMHO-LOMUHAHTHBINA,
AYTOCOMHO-PELIECCUBHBIA,  X-CLENNEHHbIN). Hanbonee  yacro
BCTPeYatoLLanca (PopMa — paHHAs [eTckas ¢ ayTOCOMHO-PELECCUBHbIM
TMMOM HacnefoBaHus. TeH, kogupyrowmin cuHTe3 6enka SMN (aHrn. —
survival motor neuron protein - 6enoK BbDKUBaHWUS MOTOHEPOHOB),

What is already known about this subject?

» There are such concepts as the global burden of the disease and social-eco-
nomic burden. A full-scale global burden of spinal muscular atrophy was not
assessed

» The social-economic burden is still discussed by experts. The methods of
its assessment are not standardized and the interpretation of the results is
complicated

» Spinal muscular atrophies (SMA) are clinical and genetic heterogeneous
congenital diseases caused by a progressing, degeneration of motoneu-
rons of the ventral horns of the spinal cord. The most widespread group

of SMA is proximal SMA of types I, Il lll, and IV. Patients with SMA need
various types of medical and social care, which imposes high costs on the
state.

What are the new findings?

» In Russia, there were no studies on the social-economic burden of SMA.
The study aimed to analyze the economic burden of SMA considering di-
rect non-medical costs on the allowance and indirect costs (loss of GDP)

» The study results contribute to a better and complete understanding of the
current SMA burden

How might it impact on clinical practice in the foreseeable future?

» Due to the appearance of the innovative therapeutic drug, the present
study was performed to reveal the potential for a decrease in the general
burden of SMA in the case of the implementation of pathogenetic therapy

OTBETCTBEHEH 32 Pa3BUTUE CMKHAMBHOIA MbILLIEYHOA aTPOGUM PaHHEro
JIETCKOr0 BO3pacTa C ayTOCOMHO-PELIECCUBHBIM TUMOM HACNeA0BaHUS.
Jlokanusaums reHa —nokyc 5q13. Mpw geneunn 7-8 3k30HoB B reHe SMN
pa3BMBAETCA CMMHANbHAsA MbllledHas atpodms. B 3asucumoct oOT
BPEMEHM Hayana W TUma KIMHUYECKOro TeyeHusi 3abonesaHus CMA
noapasfenstoT Ha YeTbipe TMna [2].

lMockonbKy Tvn 3a60MeBaHNs CYLLECTBEHHO BAWSIET HA TSHKECTb U
MPOrHO3, [ANd  PacyeToB  COUMANBbHO-3KOHOMMYECKOrO  GpemMeHm
3a00/1eBaHMA  HEOOXOOWMO OLEHMBATL  3aTpayliBaeMble  PECYpChl
30paBOOXpaHeHns 1 06LIecTBa B Lienom ansg Kaxpgoro Tuna CMA. Mo
JaHHbIM peectpa (poHga «Cembn CMA» B PO Ha 31.12.2019 r.
anarHocTupoBaHo 913 nauueHtoB co CMA, Ha cepeauny 2020 r. - 998
nauwexTos (Taén.1).

Kak BMOHO W3 [JaHHbIX, NpefcTaBeHHbIX B Tabnuue 1, vactota
BCTPEYaemMOCTI Nno3aHero Tuna (tun 4) meHee 1%, 06bI4HO UMEET Ae6roT
BO B3POCNIOM BO3pacTe M MeAsIeHHO NPOrpeccupyet, NPOrHo3 06bI4HO
A06poKa4ecTBeHHbI [1]. YunTbiBass [0O6POKAYECTBEHHbI MPOrHO3 W

GAPMAKOIKOHOMMUKA. CospemenHas ®dapmakoakoHomika n ®apmakoanuaemuonoris. 2020; Tom 13, Ned
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Ta6nuua 1. YactoTa BCTPe4aemMocTi NOATUNOB CNIUHANBHbBIX MbileyHbIX aTpochuii (CMA) 1 cpefHsAs NPOACMIKUTENLHOCTb XM3HI NaLNEHTOB.
Table 1. The occurrence rate of spinal muscle atrophies (CMA) and the average life expectancy.

YacTora BcTpe- Pacnpepnenenue CpepHaAs npoaomKUTENBHOCTD XU3HH WtoroBas
Tun CMA 4aemocTH, % NauneHToB B (MPOLEeHT BbDXMUBLLKX) (MpouenT
peectpe, % [38] - BbDKMBLLMX)*
Lally C. [5] Oskoui M. [6] Mannaa M. [7] Chung B. [8]
0, 0,
Tun 1 «Bonestb 1 ron (80%) 2roma (62%) | 2roma—40% | oA (80%)
2 ropa (74%) 0 o 2 ropa (58%)
BepaHura- 57 21 0 4 ropa (62%) 4 ropa-30% 0
FodpMaHHa» 4roma(65%) |40 et ig) | 10ner—30% | 4 roAa(52%)
10 net (50%) 10 net (30%)
. y 2 ropa (100%) 2 ropa (100%)
;:gjiHT);ﬂi:‘gl“;iﬁ'g” 29 49,4 He nawbix | 4roma (100%) | Herpanssix | 4 roma (100%)
10 net (82%) 10 net (82%)
Tun 3 «bonesHb 2 ropa (100%) 2 ropa (100%)
Kyrenbbepra- 13 29,4 HeT paHHbIX 4 ropa (100%) HeT aaHHbIX 4 ropa (100%)
Benangep» 10 net (100%) 10 net (100%)
Tun 4 «[Mo3gHuniA TMN» <1 0,2 HeT gaHHbIX HeT paHHbIX HeT gaHHbIX HeT paHHbIX

* CpeaHas apugmeTnyeckas.
* Arithmetic mean.

MUHUMaNbHOE KONMMYECTBO MALMEHTOB, NpU pacyeTe BpemMeHn 60Ne3HM
3aTpatbl Ha BeAEHWE NaumeHToB ¢ 4-M Tunom CMA B HacTOALLMIA pacyeT
He BKMoYanu. bonbLuyto fonto naumeHto ¢ CMA cOCTaBnaOT NaumMeHTbl
co CMA 1-ro Tvna, npu 3TOM BO3pACT Hadana 3ab0/1eBaHMS Y TaKNX
naumeHToB MeHee 6 mec. [2]. O@HaKo M3-3a  HEBbICOKOIA
NPOJOKNUTENLHOCTI XKN3HW naunenToB co CMA 1-ro Tuna B peectpe
JIONs TaKuX MaumeHToB cocTaBnsieT 21%, a GONbLWIMHCTBO NALMEHTOB
npuxogurcs Ha CMA 2-ro u 3-ro Tunos.

HecmoTpst Ha T0, 4T0 naumeHTbl co CIMA B TEYEHNE XN3HM HY)KAAIOTCA
Kak B pa3HO06pa3HOi MeaMLUMHCKON, TaK W COLMANbHOMA MOMOLLY, YTO
TpebyeT BbLICOKUX 3aTpaT C MO3ULWMK FOCYAAPCTBA, MCCNEAOBaHWS B
obnact 3apaBooxpaHeHuss B OTHOWeHWM CMA He npoBOAMAMCh W
CyMMapHble 3aTpaTbl paHee B PO He paccyuTbIBANNCh.

iccnenoBaHne HanpaBfeHO Ha aHanu3 AKOHOMWUYECKOr0 GpeMeHu
CMA B PO ¢ y4eTOM NPAMBIX HEMEAULIMHCKIE 3aTPAT HA BbINNIATy NEHCUiA
1 NOCOBMIA M HenpsMbIX 3aTpaT B BWAE HEAOMOMYYEHHOrO BanoBOro
BHYTPEHHEro npoaykta. Takum 06pa3oM, pesynbratbl UCCNefoBaHMS
CNOCOBCTBYIOT 6ONEe NONHOMY NMOHUMAHKIO Tekylero 6pemenn CMA. B
CBETE MOABMEHWNS WHHOBALMOHHBIX TEpaneBTUHECKUX BMELLATENbCTB
[laHHOE UCCNefI0BaHNe NPOBOAMUTCA C LENbH 06HAPYXKEHUS NOTeHLMana
ANS  CHWKeHns o6wero 6pemeHn CMA B cnyyae BHefpeHus
NaToreHeTU4eCKoM Tepanmu.

MATEPWAJIbI W METO[bI / MATERIALS AND METHODS

WcToynnk nichopmanum no naumeHTam

CyLLeCTBYET HECKOMbKO MEeXAYHAPOAHbLIX UCCNef0BaHMIA COLMaNbHO-
9KOHOMMYeckoro 6pemeHn CMA [9-11]. HecmoTps Ha TO, 4TO aBTOpPbI
9TUX WCCNEA0BaHMA MCMOMb30BANN  PA3/IMyHbIE  METOA0N0rMYecKme
noaxofbl K pacyeTy, BCE OHM ONUPANUCh Ha AAHHbIE PErMCTPOB W/UNN
PeecTpoB 0Ka3aHMsi MEeOMLMHCKOW MOMOLUM, B KOTOPbIX COAepXanach
WHGOPMAUM O KOHKPETHbIX MaLMeHTax M 3aTpatax Ha OKalaHue
MEeONLMHCKON nomoluy. Be3ycnoBHO, Takoii NoAxoA NpW  pacyeTe
6pemeHu 3a60oneBaHus ABNAETCA Hanbonee To4HbIM. OfHako B PO Takoro
pofa HaUMOHANbHLIX PErnCcTPOB HE CYLLECTBYET, a CNeAoBaTenbHO,
OTCYTCTBYET BO3MOXHOCTb TOYHO OMPeAendTb 06beM MEAULMHCKOI
nomowm Kaxgomy 60nbHOMY CMA. YuuTbiBasi BbILLENU3NOKEHHOE,
YCTOSIBLUAACH ~ METOAONOrMS  pacyeTa  COLManbHO-3KOHOMWUYECKOro
6pemeHn ophaHHOro 3aboneBaHnsa B yCnoBuax PD Ha CEroAHsLLHWA
JIeHb HENPUMEHUMa, UIMEHHO NO3TOMY Ans pacyeta 6pemeHn CMA 6bina
CNonb30BaHa METOA0M0rNs MOAENMPOBAHNS C PacyeToOM CPeaHero
06bemMa MEAULMHCKMX 1 COUMAnbHBIX YCIYr ANs OAHOTO NauMeHTa co
CMA (oTmenbHO No KaKAoMy TUNY 3a60NeBaHNsA) U OLEHKOI CTOMMOCTY

KOKOOA Takoit ycnyrn. Takum 006pasom, B Culy 06bEKTMBHBIX
06CTOATENbLCTB, pacyeT 6pemeHn CMA B PO HOCUT OLIEHOYHbIN XapakTep,
a ero pe3ynbTaTbl CBUAETENLCTBYHOT 0 MOPAAKe 3aTpar Ha nedeHne CMA.

B BMAy OrpaHnyeHHbIX CTAaTUCTNHECKMX JAaHHbIX NOKA3aTeNl 4acToTbl
BCTPEYAEMOCTM PA3fINYHbIX COCTOSHUA W/MAM OCMOXHEHUIA, @ TakKe
rocnuTann3aunii  Apyrux BUAOB MEANLIMHCKOI 1 COLManbHOIA MOMOLLW,
B3ATbl M3 3apy6eXHbIX MCCNeA0BaHMiA, YTO BHOCUT OMpeAeneHHble
OrpaHuyeHus B OLEHKY 6pemern CMA.

CTpyKTypa OLEHUBAEMbIX 3aTpaT

Y4uTblBanM npAMble  MeAULMHCKNeE,
3aTpathl, HENPSAMbIE 3aTPaThl.

npamMblie HemMeauUWHCKNE

lpsAMble MeauUUHCKNE 3aTpaThbl

3arpatbl Ha narHoCTuKy;
3arpartbl Ha neqeHme:
3arparbl Ha le4eHune B CTALUMOHAPHBIX YCIOBUSAX:
« Tocnutanu3aumu no npuyunHe CMA,;
« [ocnuTanuaaumm npu passutum 0cnoxHeHnin CMA;
« CTaumoHapHas TpaBMaTonoro-opToneanyeckas noMoLLb.
3arparbl Ha NieveHne B amMbynaTopHbIX YCIOBUAX:
« 3atparbl Ha NaTOreHeTUYECKYH NEKaPCTBEHHYIO Tepanuio;
« 3arpartbl Ha CUMNTOMATUYECKYHO JIEKAPCTBEHHYIO Tepanuio.
3arpatbl Ha peabumTauni;
« 3arpatbl Ha peabunUTaLMOHHbIE MEPONPUATUS (YCnyru);
« 3arpatbl Ha PECNUPATOPHYIO NOAJEPXKKY;
« 3arparbl Ha HYTPUTUBHYIO NOALEPXKKY;
« 3artparbl Ha TeXHUYeCKMe CpeacTBa peabunutaumm;
« 3artparbl Ha CaHaTOPHO-KYPOPTHOE JieYeHue;
« 3arpatbl HA NaNAMATUBHYIO MOMOLLb.

MpAmMble HeMeAULIMHCKUE 3aTPaThbl
3arpatel Ha BbINAATY MEHCHI U TOCOOUI

Henpsimble 3aTparbl
HegononyyerHbivi BBII.

WcTo4HMKM MHchopMaLuM 0 CTOMMOCTH

CTOMMOCTb MENLMHCKMX YCAYr OLeHMBaNN no Tapudam B cucteme
00513aTeNbHOr0 MeanumMHekoro ctpaxosanus (OMC) [12,13], B cnyyae
OTCYTCTBMA Tapucha Ha ONPEfENeHHY  MEeANLMHCKYH  Yenyry
MH(OpMaumen 06  WCTOYHMKE LEH  CIYXWAW  MpencKypaHTbl
roCyapCTBEHHbIX MeNUMHCKIUX OpraHn3aLnii, a B Cy4ae 0TCyTCTBIS B
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Tabnuua 2. MepeyeHb MeSULMHCKIX YCNYT ANS AMArHOCTUKM CMIMHANbHbIX MbIleyHbIX aTpochuii (CMA), npeayCMOTPeHHbIX CTaHAAPTOM 0Ka3aHWs NePBUYHON MEAMKO-CaHUTApHOI Mo-

mouy aetam CMA.

Table 2. The list of medical services for the diagnostics of spinal muscular atrophies (CMA) that are included in the standard plan of primary medical care for children with CMA.

YcpeaHeHHbli YcpeHeHHbli#
Koa Liena CTonmocTh
_ nokasarvenb nokasarvesnb
MeULIMHCKOH HaumeHoBaHue (tapudp), | Ccbinka | Ha Kype,
YacTOoTbl KpaTHOCTH
yenyru pyé. pyo.
NPefoCTaBNEHNs | NPUMEHEHMs
B03.016.004 AHanms Kposu 6moxmmmqef:Kmm 1 1 25,40 [13] 25,40
06LIeTepaneBTMYECKMIA
B03.016.006 AHanna mouu 06Lwmi 1 1 58,96 [13] 58,96
A12.05.056 penTudpukaums reHos 1* 1 3950,00 [19] 3950,00
A12.06.019 MccnenoBaHne peBMaToMaHbIX PakTOpoB 03 1 250,00 [20] 75,00
B KDOBY
09.05.099 WccnepoBaHme ypoBHS aMMHOKUCIOTHOTO 0,05 1 346000 | [21] 173,00
€OCTaBa 1 KOHLEHTPALIMM aMUHOKICIIOT B KPOBM
A09.05.043 MiccnenoBaHne ypoBHA KpeaTUHKUHA3LI B KPOBY 1 1 165,00 [20] 165,00
09.05.039 VccnepoBaHue ypoBHS NakTaTAerMaporeHasb 0.9 1 165,00 [20] 148,50
B KDOBY
09.05.054 WccnenoBaHue YPOBHS CbIBOPOTO4HbIX 03 1 433,50 [13] 130,05
UMMYHOFNOBYNNHOB B KPOBU
A09.05.074 Viccneaosariue ypOBHA LMPKYMPYIOLX 03 1 500,00 | [22] | 150,00
VMMYHHBIX KOMM/1EKCOB B KPOBU
09.05.207 WccnemoBaHue YpoBHS MOMOYHOI KUCTOTbI 0.05 1 300,00 (23] 15.00
B KDOBY
09.05.208 WcenenoBaHme ypoBHS NUPOBUHOMPafHOM 0,05 1 150000 | [24] 75,00
KUCMOTbI B KPOBY
05.23.009.010 MarHuTHO-pe30HaHCcHas TOMOrpacdms CNMHHOMO 0.2 1 810000 | [25] 1620,00
mo3ra (0AuH oTaen)
A09.09.001 MUKpOCKOMNYECKoe UCCneaoBaHne HaTUBHOTO 01 ] 130,00 [22] 13.00
11 OKPALLEHHOrO NMpemnapata MOKPOTbI
08.02.001 Mopdhonorunyeckoe MceneaoBarke npenapara 03 1 130000 | [20] 390,00
MbILLEYHOI TKAHM
A13.23.012 06LLee HeliponcMxonormyeckoe 06cnefoBaHne 0,3 1 2 000,00 [26] 600,00
B03.016.003 06Wmin (KNUHNYECKNiA) avHanM3 KpoBw 1 1 117,81 [13] 117,81
pa3BepHyTbIii
B01.006.001 Mpuen (0CMOT, KOHCYNbTLMs) Bpasa- 0,6 1 700,00 | [13] | 420,00
reHeTuKa NepBuYHbIi
B01.015.003 Mpuewm (0CMOTD, KOHCYNLTALIR) Bpasa- 03 1 540,00 | [13] 162,00
JETCKOr0 Kapamosnora nepBusHblii
B01.023.001 Mpuem (0CMOTD, KOHCYNLTaLA) Bpasa- 1 1 540,00 | [13] | 540,00
HeBpOJIOra NepBUYHbIN
B01.029.001 Mpwem (0CMOTP, KOHCYNLTLA) Bpasa- 0,6 1 553,40 | [13] | 332,04
odhTanbMoNora nepBuYHbIiA
B01.031.001 Mpuent (0CMOT, KOHCYNbTaLs) Bpasa- 0,6 1 78050 | [13] | 468,30
negnaTpa nepBuUYHbIil
B01.050.001 Mlpuem (0CMOT, KOHCYNbTaLA) Bpada- 0,6 1 547,75 | [13] | 328,65
TpaBMaToNora-opToneaa nNepBuYHblii
A12.22.005 [poBeaeHue rMKO30TONEPAHTHOO TecTa 0,05 1 306,00 [13] 15,30
A13.29.001 lMcuxonatonoruyeckoe o6cnefoBaqne 0,1 1 600,00 [27] 60,00
A05.10.006 Peructpaums anekTpokapamorpamMmel 0,9 1 300,00 [13] 270,00
A13.23.013 CrneumnannanpoBaHHOE HeNPONCUXNYecKoe 01 1 200000 | [26] 200,00
o6cnenoBaHue
A12.05.013 LluToreHeTnyeCcKoe ncenenoaHue (KapuoTun) 0,3 1 4 000,00 [28] 1200,00
A05.02.001.001 JdnekTpommorpaua urosbyaras 0,8 1 570,50 [13] 456,40
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Tabnuua 2. MepeyeHb MeAULIMHCKIX YCAYT AN AUMArHOCTUKIA CIMHANbBHBIX MbileyHbIX atpochuii (CMA), npeflycMOTPeHHbIX CTaHAAPTOM OKa3aHUs NePBUYHON MELNKO-CaHUTAPHON M-

mowyy fetam CMA (oKoH4aHwe).

Table 2. The list of medical services for the diagnostics of spinal muscular atrophies (CMA) that are included in the standard plan of primary medical care for children with CMA (ending).

Kon YcpepHeHnHbld | YcpeaHeHHbli
. nokasarenb nokasarenb LieHa CroumocTb
MeAULUHCKON HaumeHoBaHue Ccbinka
yenyru 4acToTbI KpaTHOCTH (Tapudh) Ha Kypc
NpeaocTaBeHus | NPUMEHEHMSA
AnekTpomunorpacdns HakoXKHasi OAHOIR
A05.02.001.002 pomuorpacous Hal A 0,8 1 57050 | [13] | 456,40
aHaTOMMYeCKOM 30HbI
ANeKTPoHeApoMUorpadus NronbyaTbiMm
A05.02.001.011 poHerpomvorpach 0,8 1 570,50 | [13] | 456,40
3/1eKTPOAAMM (OLMH HEpB)
AnexTpoHeiipomuorpadus CTUMynALMOHHas
A05.02.001.003 porerpomHorpach ynau 0,8 1 57050 | [13] | 456,40
0JHOI0 HepBa
WToro 12 253,61
* B COOTBETCTBUM C KIIMHNYECKUMYU PEKOMEHAALMAMN Ans AnarHocTukn CMA HeobXxo4nmo npoBeeHne reHeTUIECKOro UCCae[0BaHNs BCEM NaLneHTam.
*According to the clinical recommendations for the diagnostics of CMA, genetic test is to be performed for each patient.
HUX  MHGOpPMALUMM —  MNPEACKYPaHTbl  YacTHbIX  MEAMLIMHCKUX MpaAMble MeAULUHCKME 3aTPaThbl
opraHusauuin.
3atpaTtbl Ha AMArHOCTUKY

CTOMMOCTb NEKAPCTBEHHBIX MPENapaToB, BKNHOYEHHbIX B NEpeyeHb

YKHBJIM (KM3HEHHO HEOBXOAUMbIX M BAXHEALMUX NEKAPCTBEHHBIX MepeyeHb  MEAUUMHCKMX — yenyr — ans auarHoctukn  CMA,

npenaparos) paccyMTbIBaNM UCXOAA W3  3aPErucTpupoBaHHoN
npefefnbHO OTNYCKHOIA LieHbl [14] C y4eTOM ONTOBbIX U PO3HUYHbIX
TOProBbIX Hai6aBOK, NEKAPCTBEHHbIX MPENapaToB, He BKITHOUYEHHbIX B
XKHBJIMN - no gaHHbIM rocynapcTBeHHbIX 3akynok [15], a B cnyyae
OTCYTCTBMS  MH(OPMaLMM B BbILIEYNOMSHYTbIX  WCTOYHMKAX
NCMONb30BANIN AaHHbIE CMPABOYHOIN CAYXObl O HANM4YMM NEKapCTB
[16].

CornacHo nporpamMme roCyAapCTBEHHbIX TapaHTUi OKa3aHus
rpaxpaHam P® 6ecnnaTHOA MeAMUMHCKOW MOMOLLM CTOMMOCTb

BbI30BA CKOPOW MEAWLMHCKOW MNOMOLUM 32 CYeT CpeAcTs
0653aTe/IbHOr0 MeAMLMHCKOro CTpaxoBaHus coctasnser 2 428,60
py6. [17].

CTOMMOCTb CTaLMOHAPHOrO fleYeHMs pacCYnTbiBanacb COrNAacHo
meToandeckum pekomeHgaunsam OOOMC (DegepanbHbil OHL
00693aTeNbHOr0  MeAMUNHCKOro cTpaxosaHua) [18] ¢ yyetom
KOa(hKLMeHTa 3aTPaTOEeMKOCTM 1 6a30BOM CTaBKM NPU OKa3aHUM
MEeAMLNHCKON NOMOLLM B YCNOBUAX KPYTMOCYTOYHOrO CTalMOHapa B
2020 r. - 28 850,94 py6., B ycnoBmax AHeBHOro craumoHapa - 11
944,87 py6.

CToumocTb CpeacTB peabunuTauum OLEHUBANIM HAa OCHOBAHWUM
NpeicKypaHTOB Pa3finyHbIX ONTOBbIX U PO3HWUYHLIX MNOCTABLLMKOB
COOTBETCTBYHOLLMX MEAULIMHCKIX N3AENNiA.

Ta6nuua 3. Koabl KCI', cooTsetcTsytowume auartosy CMA (G12 MKB 10).
Table 3. The codes of KCT that correspond with the diagnosis CMA (G12 MKB-10).

NPeLyCMOTPEHHbIX CTaHAAPTOM OKA3aHWs MEepBUYHOA  MeamKo-
CaHMTapHOI NOMOLLM JETAM NPU CMIMHANBHBIX MbILLEYHbIX aTPOUSX,
npuseseH B Tabnuue 2 [12].

3artpatbl Ha cTaLMoHapHOe NeYeHKe (rocnuTanu3aumu no npuuuie CVIA)

Knunuko-cratuctuyeckue rpynnbl (KCI), 0THOCALLMECS B COOTBETCTBUM
C neTanbHbIM rpynnuposLukom KCI, npueeaeHb! B Tabnuue 3.

Mo paHHbIM J.Darba ¢ coaBT., naumeHtbl ¢ CMA 1-ro Tuna
rocnutanuaupytotcs B cpegHem 3 pasa B rog, a ¢ CMA 1-ro Tunos —
1,9 pasa B rog. [29], npu atomM B 5% rocnutanusauuii Tpebyetca
NpOBeJeHNe UHTEHCUBHOI Tepanuu.

[MporpaMmoN rocyaapCTBEHHbIX rapaHTUil 0Ka3aHUs MeAULUHCKOI
MoMOLLY NpeaycMoTpeH Tapud BMIT Ha TepaneBTUHECKOE NeYeHune B
T.4. nayneHTos ¢ CMA, ctoumocTs koToporo coctasnset 220 296 py6.

Mo panHbiM HUKI negmatpuu um. BenbTuilesa, 3a NpoLwbIin rog
no atomy BMI nevenue nonyyunn 120 naumeHToB, u3 Hux 30
nauueHToB ¢ CMA 1-ro tuna.

Mpu pacyete cpefHed CTOMMOCTW FOCMUTANU3ALMM YYUTbIBANIUA
3atpatbl no BMIM u OMC (cm. Ta6n. 3).

Takm 06pa3om, CTOUMOCTb CTALMOHAPHOI0 NeveHns no npuynHe CMA
B rog pana naumeHtoB ¢ CMA 1-ro Tuna cocTaBnsier
359 369,53 py6./nau,./rog, ac CMA 1-ro Tunos —231 308,15 py6./nau./roa.

Kop MKB Koathchuument

10 HaumeHoBaHue KCr Pacwmdpposka KCI' 3aTPATOBMKOCTH Tapud, py6.
G12 CMA v poaCTBEHHbIE CUHAPOMBI
G12.0 [Jetckas CMA, 1-i1 Tun

' (BepaHura-fogpdmana)
G12.1 Hpyrve HacnepcteeHHble CMA | st36.002 PefiKue reHeTyYecKue 3a601eBaHIs 35 100 978,29
G12.2 bonesHb ABNUraTenbHOr0 HeMpPoOHa
G12.8 Opyrue CMA
G12.9 CMA HeyTo4HeHHas
VIHTEHCWBHAs Tepanus NaLUeHTOB ¢
G12.2 | BonesHs ABUrATENbHOMO HelpoHa | t36.008 | M6/ POTEHHEINMMA HADYLLEHNAMMA XISHEHHO 18,15 523 644,56
BXHbIX DYHKLMIA, HYXAAKOLLNXCS B X
ONUTENbHOM UCKYCCTBEHHOM 3aMELLiEHNN

lpumeydarne. KCI — knnHuko-ctatuctudeckne rpynnbl; GMA — cinHanbHbie MbiueyHble arpommn; MKE — MexayHapoaHas knaccngpmkaymns 60/1€3HEN.
Note. KCI' - diagnosis-related groups; CMA — spinal muscular atrophies; MKB — international classification of diseases.
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OpI/IFI/IHaJIbHLIe CTaTbH

(ApNRO3RORONIRY

3atpatbl Ha CTaUMOHAPHOE NeYeHue (rocnuTanu3auun Npu passu-
TK ocnoxHenuit CMA)

AsTopb! uccnegosanuit 6pemeH CMA, BbiNoHeHHbIX B Vicnanun n
CLUA, oTme4aloT CyLIECTBEHHOE pa3nuymMe B MpUYMHAX W 4acToTe
rocnutanuaaumi naumeHtos co CMA | Tuna u gpyrux Tunos CMA [10,33].

Tabnuua 4. CTpykTypa rocnuTanuaaunii no npuynHam, ux nosnexiwumm [10].
Table 4. The structure of hospitalizations by the causes of the diseases [10].

OcHoBbiBascb Ha AaHHbIX M. Droege ¢ coast. [10] o yactoTe u
npuyMHax rocnutanu3aunii naumneHToB co CMA, 6bina onpegenexa
CTPYKTYpa NPWU4KUH rocnuTani3aumii, Ha 0CHOBAHNN KOTOPOIl NPOBefeH
pacyeT CpefHen CTOMMOCTU rOCMMTanM3aLunn no npu4nHe passuTuA
ocnoxHeruin CMA | Tuna v CMA 11, Il Tunos (ta6n. 4).

YactoTa BcTpeyaemoctH, %
Mp1ynHa rocnuTann3auun KCr CroumocTb, py6.
CMA 1-ro Tuna CMA 2-ro u 3-ro Tunos

[bIxaTenbHas He0CTaTO4HOCTb st23.001 24 523,30 24,93 28,52
Oucdparus st27.004 17 022,05 11,15 9,84

OcTpbI pecnMpaTopHbIin AUCTPECC st23.001 24 523,30 16,86 13,11
MHdeKLmn BEpXHUX AblXaTenbHbIX NyTen st12.011 14 425,47 7,80 6,23
THeBMOHuUA st12.013 126 944,13 14,32 20,98
Arenekras st23.001 24 523,30 16,86 11,80
lacTpoasodareanbHblil pedpnioke st27.001 21 349,69 8,07 9,51

lpumeyanne. KCI — knnHuko-ctatuctnyeckne rpynsl; CMA — crivHanbHO-MbiLLeYHas aTpogus.

Note. KCI" — diagnosis-related groups; CMA — spinal muscular atrophies.

C y4eTOM 4acTOTbl BCTPEYAEMOCTU Pa3NNYHbIX MPUYNH, MOBMEKLLINX
rocnuTanM3aumio  MauueHToB,  CPedHsis  CTOMMOCTb  OJHOW
rocnutanu3aumu naumedta co CMA 1-ro tuna cocrasuna 37 314,75
py6./nau., a co CMA 2-ro v 3-ro Tunos — 13 525,61.

Mo paHHbiM J. Darba ¢ coaBT., CpeaHerooBoe KONW4ecTBO
rocnuTanu3auuiAc  no  nmpuymHe  ocnoxHennie CMA  cocTasnsiet

1,16 cnyyaes/nau./rog ans naunextos co CMA | tuna u 0,79 cnyyaes/
nau./ron y naumentos co CMA Il v Il Tuna [29], npu aTom B 42% cry4aes
MMEET MEeCTO 3KCTPEeHHas roCnUTann3aums ¢ Heo06X0AMMOCTbIO 0Ka3aHus
CKOPOIi MEAMLMHCKO MOMOLLM.

PacyeT 3aTpar Ha CTaLKUOHApHOEe NeYeHne NaLyueHToB No NPUYKUHe
ocnoxHeHunit CMA npusefeH B Tabnuue 5.

Tabnuua 5. PacyeT rofioBbIX 3aTpaT Ha CTALMOHAPHOE NeveHne NauyneHToB No NpuinHe ocnoXxHeHnin CMA.
Table 5. The calculation of the annual cost of in-patient care for patients hospitalized for CMA complications.

CTOMMOCTb OJHOTO Konuyecrtso Konuyectso
Tun CMA CtoumocTb 0gHOM BbI30Ba cxopt!u rocnuTanu3auuii Ha Bb130B0B CMI Ha Wroro, py6./naw/ron
rocnutanu3auum, pyo. MEeAULMHCKON O1HOr0 NaLMeHTa O/IHOTO NaLWeHTa
nomotwu, pye. [29] [29]
1-ro TMna 37 314,75 2 428,60 1,16 0,49 44 47512
2-ro unu 3-ro TMNoB 13 525,61 2 428,60 0,79 0,33 11 486,67
WToro 55961,79

lpumeyarne. CMA — criuHanbHo-mbiLedHas atpogpus; CMIT - ckopas MeanumMHcKas nomoLLb.

Note. CMA - spinal muscular atrophies; CMIT - Emergency Medical Services.

3atparbl Ha TPaBMaTONOro-0PTONEANYECKYH) NOMOLLb

Mo paHHbiM M. Droege u coasT. [10], 3,2% nauueHTOB B rof cO
CMA 1-ro Tuna TpebyeTca nNpoOBeAeHME ONepaTUBHOrO
opToneauyeckoro neveHus. o 3kcnepTHbIM oueHkam, 70%
naumeHtoB co CMA 2-ro u 3-ro TunoB Tpebyetca npoBefeHue
OpTONeaM4YecKOro OMepaTUBHOMO Ne4eHUs XoTs 6bl OAWUH pa3 B
Te4YeHue XN3Hn. CToMMOCTb OPTONEANYECKOr0 IeYeHNs, a UMEHHO
PEKOHCTPYKTMBHbIE M KOppUrMpylolme  onepauum  npu
CKONMOTUYECKNX feopmannsax no3BOHOYHNKA 3-4-I CTeneHun ¢
NPUMEHEHNMEM  WMNJIAHTATOB,  CTAGUNU3MPYIOLUX  CUCTEM,
annaparoB BHeLHEN uKcaLnum, B 7.4. y AeTeN NepBbIX JIET XU3HU
N B COYETaHUW C aHOManueil pasBUTUA TPYLAHONA KNEeTKw,
cocTasnset 402 194,00 py6./nay. [17].

MauneHTol B Bo3pacTe Ao 13 net B cpeHem (BO3PACT OKOHYAHUS
KOCTHOrO POCTa) HYXZAAKTCA B NPOBEAEHUM 3TANHOM LUCTPAKLMU
pacTyLLleit CUCTEMbI, KOTOPAs BbINOMHAETCA, N0 SKCMNEPTHBLIM LaHHbIM,
OAVH pa3 B [1eBATb MeCALEB, 3aTpaTbl HA €€ BbINOHEHNE COCTABASAOT
351 808,06 py6. [17].

PacueT 3atpat Ha OpTONeAnYecKyo NOMOLLL NpuBeAeH B Tabnuue 6.

CTOMMOCTb  XMPYpruveckon  Koppekuuu —aedopmauum  cron
cocTaenset B cpegHem 167 148,50 py6. (191 971,00 py6. n 142 326,89
py6. [17]). Mpu OTCYTCTBMM LOCTOBEPHbLIX CTATUCTUHECKUX AAHHbIX

6bIN0 CAENaHo AONyLEHWe, YTO Takas KOPPeKuus NpoBOAMTCS B
CpefHeM OfMH pa3 nauveHTam B Bo3pacte 0T 5 4o 18 ner.

Takum 06pa3om, CpeaHss CTOMMOCTb OPTOMEAUYECKON MOMOLLM
cocTaBnseT: 6 897 286,70+167 148,50x2=7 231 584,59.

3atparbl Ha NeYeHue B am6ynaTopHbIX YCNOBUAX.

MepevyeHb MeAUUMHCKUX YCIyr AN JedeHus 3aboneBaHus W
KOHTpons 3a neveHuem CMA, npeaycMOTPEHHbIX CTaHLApToOM
0Ka3aHWs MepBUYHON MeSNKO-CAHUTApHOW NOMOLUM AeTAM  Mpu
CMUHANBbHBIX MbILLIEYHbIX aTpodpusx [12].

Mockonbky CMA BNSieTCA XPOHUYECKUM NPOrPeccMpyoLum
3a6onesaHnem, TO naumeHTam ¢ CMA TpebyeTcs NOCTOSHHAs
ambynaTtopHas nomoLLlb.

Takum 06pasom, npu pacyeTax MCXOOWnM U3  TOrO, 4TO
am6ynaTopHble MEANLMHCKIE YCAYTW, CTOUMOCTb KOTOPbIX COCTAaBNIAET
27 459,23 py6./nau./rog, npefoCTaBNAOTCA KXKAOMY NaUMEHTy
NOXW3HEHHO BHE 3aBMCUMOCTM OT Tuna CMA.

3arpatbl Ha NAaTOreHeTUYECKYH IEKAPCTBEHHYIO TEPaNUIo.

B P® 3apernctpupoBaH efUHCTBEHHbIN NIeKapCTBEHHbINA Npenapar
ana naroreHeTnyecko Tepanuum CMA — HycuHepceH. CToMMOCTb
Nle4eHNs HyCUHEPCEHOM NpuBEAeHa B Tabnuue 7.
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Original articles

Frmakoekononika

Tabnuua 6. PacyeT CTOMMOCTM MMMNAHTALMN METNNOKOHCTPYKLMIA.
Table 6. The calculation of the cost of metal implantantation.

Konuyectso
Konuyectso
Tun meguLMHCKOro CroumocTb, YCTaHaBNMBAEMbIX CtoumocTb OnepaTUBHOIo
HanmeHoBanue 0nepaTUBHbIX
u3penus pyo6. [15] CUCTEM [10 JOCTHXEHUS . BMeLIaTeNbCTBa
BMELLATENbCTB
Bo3pacta 13 ner.
Cuctema
@OuHanbHas TPaHCNeANKYNAPHON 376 480,00 y 1 (ycTaHoBKa 402 194,00
cucrema thukcaumu Depy CUCTEMBI)
Expedium @ 5,5:
PacTyuias cuctema Cuctema 1 (ycTaHoBKa
[eTcKasn (Jetam u TPaHCNeAKYNAPHON cucTembl)+4 402 194,00+
noApocTKam ¢ thukcauuu Depy 294 020,00 1 (3TanHas 351 808,06x4=
maccoii Tena 6onee | Expedium @ 5,5 (B T.u. AncTpakums) =1 809 426,24
35kr) «PacTyLWMn» KOHHEKTOP)
::C(T)Sé#;ﬂ (CVéCT;?wM; Cucrema 1 (ycTaHoBKa
‘;o omﬂam : TPAHCTBAMKYIAPHOR | o0 o 1 cucteml)+9 | 402 194,00+351 808,06x9=
HP cukcauun Medtronic @ ’ (3TanHas =3 568 466,54
Maccoil Tena MeHee 45 AMETpaKLMS)
35 Kr) o
/Toro 6 897 286,70
* ﬂpMHﬂTO AonyujexHne, 4710 nepBoe onepaTnBHOe BMeLLAaTe/IbCTBO BbI0/IHAETCA NNayneHTam B Bo3pacre 3 ner.
*It was assumed that the patients underwent the first surgical treatment at the age of 3 years old.
[Tpu oCyLLLECTBNEHMN pACYETOB OPEMEHM 3a001EBAHNA UCXOAUN U3 NPMOOPOB-OTKALLNIMBATENEN M ACMMPATOPOB,  YNyHLAOLNX

TOr0, 4YTO M0 3KCMNEPTHbIM OLEHKAM Teparnuio HyCUHEPCEHOM Nosy4aoT
130 naumeHToB, 13 KoTopbIX 46 (35%) — CMA | Tvna, 50 nauneHToB
(39%) — CMA Il Tuna, n 34 nauneHta (26%) — CMA IIl Tuna.

3arpatbl Ha CUMNTOMATUYECKYIO NIEKAPCTBEHHYHO TEPanuio.

CToMMOCTb ~ CMMMTOMATWYECKOW  NIEKAPCTBEHHOW  Tepanuu,
paccyuTaHHas Ha OCHOBaHUM NepPeYHs JIeKapCTBEHHbIX NpenapaTos
WX KypcoBble [J03bl Ang JiedeHUs 3ab60neBaHUs U KOHTpons 3a
nedennem CMA, npeaycmMOTPEHHbIX CTaHAAPTOM OKa3aHUs NePBUYHON
MeANKO-CaHUTAPHOW NOMOLLM [ETAM MPWU CMMHAMBHBIX MbILLIEYHbIX
arpocusx, coctasuna 79 493,62 py6./nau./rog. [12].

3arpatbl Ha peabunuTaunoHHbIE MeponpuaTus (yenyru).

Tapud Ha nposeaeHne peabunutauum y 60NbHbIX C 3a60/1eBaHNAMU
HEPBHOW CUCTEMbI C NpPUMEHEHMEM METOf0B POBOTU3MPOBAHHON
mexaHoTepanuu coctasnset 252 491,90 py6./nau./rog. [13].

3atpatbl Ha pECNUPaTOPHYHO NOAAEPKKY.

CornacHo  K/AMHWYECKUM  PEKOMeHAaunsaM,  pecnuparopHas
noajepXKa nauueHToB OCYLLECTBNIAETCA C UCMONb30BaHNEM MeToLa
HEWHBA3MBHOMN UCKYCCTBEHHOI BeHTUnAuun nerkux (HUBJ), a Takxe

Ta6nuuya 7. CTOMMOCTb NEYEHNS HYCUHEPCEHOM.
Table 7. The cost of therapy with nusinersen.

0TX0X[eHne MokpoTbl 1 VIBJT[1].

Mo paHHbIM Droege M. ¢ coasT., y 46,4% naumeHTos ¢ CMA | Tuna u
26,4% naumeHTtoB ¢ CMA Il v Il TpebyeTtcs nposegerne HBJT [19].

HUBJT ocyliecTBnseTca B [JOMALLUHMX YCMOBUAX, CTOMMOCTb
annapata ans nposeaeHus HBJT Haxoautcsa B npeaenax ot 134 000
py6. no 591 600 py6. [30], uTo B cpesHem coctasnset 362 800 py6./
rof (rapaHTuiiHbli cpok cnyx6bl npuéopa — 12 mec.).

Ina o6nerdyeHns OTXOXAEHWUS MOKPOTbI nauueHtam Ha HUBJI
Heob6XoanMM Npuéop acnupatop U WHcydnsTop-acnmpatop (Npuéop-
oTkawsueartenb). CTOMMOCTb MeNLMHCKOr0 acnupaTopa CocTaBnset
okono 22 000 py6./roa, npubopa-oTkawnmeatens — B cpeaHem 500
000 py6./rog [31].

Mo aaHHbIM M.Oskoui ¢ coasT. [6] 27,3% naumeHToB co CMA | Tuna
Hyxgatotca B VIBJ1, ocyLlecTBnsieMoii Ha oMy, CTOMMOCTb annapara
ans nposeaeHns VBJ Haxoautcs B npeaenax ot 580 000 py6. no 894
150 py6. [30], 4yt0 B cpeaHem coctasnser 737 075 py6./ron
(rapaHTUiHBIA CPOK cnyx6bl npuéopa — 12 mec.). Mpu nposefeHUN
VIBJT Ha pomy, nomumo annapata WBJ1, Heo6x0aum KOHLEHTpaTop
Kuncnopoaa, CToMmocTb KOTOPOro Haxogutcs B npegenax ot 65 000
py6. go 150 000 py6., 4To B cpeaHem cocTasnsaet 107 500 py6. Ha BeCb
nepuoj akcnayatauum, a npu cpoke akcnnyataumn 3 roga — 35 833
py6./roa.

. o Konuyectso
MHH TH, chopma Bbinycka Llena , py6.* [15] [lHn BBEACHUI thnakoHoB CtoumocTb, pyob.
1-11 rog repanun
CnuHpasa, p-p ANS MHTpaTeKanbHo- 1241 (0) Aetb +14-n peds
Hycuepce pasa, p-p ANA UHTP 789899825 | +28-/i AeHb+63-i1 AeHb+185-it 6 47 393 989,48
ro BeeaeHus, 2,4 mr/mn — 5,0 mn N1 .
neHb+307-1 aeHb
2-11 ¥ NOCNeAyoLMNE rogbl
HycuHepceH CnuHpasa, p-p Ans MHTpaTekanbHo- 7898 998,25 64-11 ieHb+186-1 AeHb+308-1 3 23 696 994,74
ro BBeseHus, 2,4 mr/mn — 5,0 mn N1 LleHb

lpumedarne. MHH — MexzayHapoaHoe HenaTeHToBaHHOe Ha3BaHne, TH — TOproBoe HauMeHoBaHue.

* CpegHeB3BeLLeHHASA LieHa ¢ y4eTom HLC n ToproBoii Hagoaskn.
Note. MHH — International Nonproprietary Name; TH — trademark .
* Weighted average price including WAT and trade increment.
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OpI/IFI/IHEU'[beIC CTaTbH

(ApNRO3RORONIRY

[Ina KOHTpONA caTypauus Kucropoga KpPoBM BCEM NallMeHTam,
Haxogawmmes Ha HUWBJT w WBJ1, Heobxogum nyNnbCOKCUMETP,
CTOMMOCTb npubopa Haxoautcs B npefenax 4700 py6. — 15 700 pyo6.,
410 B cpeaHem cocTtasnseT 10 200 py6./roa.

Mo paHHbIM ABKCEHTbeBOI M.B. ¢ coaBT., rofjoBble 3aTpatbl Ha
TEeXHW4YeCcKoe 06CnyXXuBaHWe annapatypbl npu nposegenun NBJ1 Ha
nomy coctasnsatot 115 200 py6./rod, Ha pacxofHble Matepuansl — 328
269 py6./rog, 4to B cymme cocTasnset 443 469 py6/rog. [41].

Mo 3KcnepTHbIM OLEHKaM, CTOMMOCTb PAacX0AHbIX MaTepuanos u
obenyxuBaHus annapata npu ocywectenedun HUBJT Ha pomy
coctasnset 10 000 py6./rog v 109 798 py6/roa, COOTBETCTBEHHO, B
CyMMe 3Tu 3aTpartbl cocTasnsoT 119 798 py6./rop.

3aTparbl Ha HYTPUTUBHYHO NOAEPXKKY.

MauneHTbl ¢ CMA Kak |, TaK 1 ApYrux TUMOB, B CUNTY HANNYMS Y HUX
B TOA WM WMHOW CTENEeHU BbIPAKEHHOCTU HAPYLIEHUA T[NoTaHus
HYXOAI0TCS B HYTPUTUBHOI  noppepxke.  OTe4eCTBEHHbIE
CTaTUCTUYECKME [aHHble MO YacTOTE HAKNaAblBaHWA racTpoCcToM, a
TaKXe WCMOMb30BaHUA HA30racTpanbHOro 30HAA OTCYTCTBYHT. 10
3TOM NPUYMHE B HACTOALLEM WCCNEeA0BaHUM OblIM UCMONb30BAHDI
JaHHble 3apy6exHbIX aBTOPOB (Tabn. 8).

CTOMMOCTb MPOBEAEHUS rAaCTPOCTOMUM, PACCHUTAHHAs COrNAacHoO
METOAMYECKNM PEeKOMEHAALMAM N0 cnocobam onnatbl MeAULIMHCKON
nomowyn OGOOMC n M3 PO [18] (kon ycnyrm A16.16.034.001 —
racTpocToMus  C  WUCMONb30BaHMEM  BUAEO3HAOCKOMUYECKUX
TexHonorwii; KCI st32.009, koadhdpnuneHT 3atpatoemkoctu — 1,95),
coctasnset 56 259,33 py6., npu aTOM 6bI710 NPUHATO JONYLLEHME, 4TO
racTpoOCTOMUS NPOBOAMTCS NALMEHTY OfMH Pa3 B KU3HU.

Mpu pacyeTax MCXOANUAN M3 TOTO, HTO NALMEHTbI MOTYT UCNO/b30BATH
KaK JONONHUTENbHOE CeLnanin3aMpoBaHHOe NUTaHne ans npUMeHeHus
Yy NaUMeHTOB C racTPOCTOMOW, TaK M TFOTOBUTb JKMAKYH NULLY
CamMocCTOoATeNbHO, a mauneHTbl ¢ CMA | TMna nonyyawT cmecu Ans
nUTaHNA AeTen B 3aBUCUMOCTW OT BO3pacTa. B cnyyae oTcyTcTBUA Y
Taknx naumeHtos CMA cembsi BCe paBHO Obl Hecna 3aTpaTbl Ha
MOKYNKY NUTaHUS, Y4NTbIBAA BbILLEM3NOXKEHHOE, CTOMMOCTb NUTAHUS
B HACTOSILLEM pacyeTe He y4nuTbIBaNu.

B oTCYTCTBMWM  [OCTOBEPHBbIX [AAHHBIX O 4acTOTe 3aMeHbl
racTPOCTOMUYECKON TPYOKM ObINO NPUHATO AOMNYLLEHWE, Y4TO B rOA
nauneHTy Heo6x0AMMO JBe racTpocToMuyeckue Tpyokn. CToummocTb
OZHOIA racTpoCcTOMUYecKoii Tpy6km coctasnset 4 200 py6. [41].

Takum 06pa3om 3aTpatbl Ha HYTPUTUBHYIO NOALEPXKKY COCTABASIOT
56 259,33 py6. oamnH pa3 B xu3Hu u 3atem 8400 py6./rof.

3atparbl Ha TEXHHYECKME CPefcTBa peabunuTauun

B cootBetcTBuMM C 4. 3 Mpukaza M3CP P® Ne 57H nHBanuapl u aetn-
VHBAIUAbI 06€CNEYNBAIOTCA TEXHUYECKIMM CPELCTBAMU PeabunuTaLmm,
B T.4. C BO3MOXHOCTbH NOMYHEHNs KOMNEHCALMM NMOHECEHHbIX 3aTpaT B
cnydae, ecnu NpeayCMOTPEHHble  WHAMBWAYANbHOA NpOrpammoit
peabunuTauMnm WAKW abUNUTAUMM MHBANMAA TEXHUYECKoe CpeacTBo
peadunuTaLmmn 1 (Uu) yenyra He MoryT 6bITb NPEA0CTABNEHbI UHBATUAY
WU WHBANW CamOCTOATENbHO NpUOBpen yKa3aHHOe TeXHUYeckoe
CPELCTBO peabunuTaumm u (Mnun) onnaTun yenyry 3a cHeT CO6CTBEHHbIX
cpeacts [34]. Pasamep KoMneHcawm 3a CamocTosATeSIbHO NPUoBpeTeHHoe
32 COOCTBEHHbIN CHET MHBAIMAOM TEXHUYECKOE CPEACTBO peabuamTaLm
1 (MAK) ONMAYEHHYH 3@ CYET COBCTBEHHBIX CPEACTB YCAYTy N0 PEMOHTY
TEXHUYECKOr0  CPeACTBA  peabunutaumu  OnNpedensieTcs  nyTem
COMOCTABNEHUA HAMMEHOBAHWA TEXHUYECKOrO CpeSCTBa peadunuTaLmm,
CaMOoCTOATENbHO NPUOBPETEHHOr0 HBANMAOM 33 COOGCTBEHHbII CHET, U

Ta6nuua 8. Hactora MCNONb30BAHNA racTPOCTOMUN Y NauneHToB ¢ CMA pasHbIX TUNOB.
Table 8. The rate of indication of gastrostomy in patients with different types of CMA.

BMUJA TEXHWYECKOr0 CpeAcTBa peadunutaunn, npesycMOTPEHHbIX
Knaccudukaumen, yteepxaeHHon Mpukazom MuHucTepcTBa Tpyaa u
coumansHom 3awmTsl 0T 13 cpespans 2018 r. N 86H [34,35]. Pasmep
KOMMeHcauun  OnpefensieTc  YNoSHOMOYEHHbIM  OpPraHoMm Mo
pes3ynbTataMm NoCnefHeidl N0 BPEMEHM OCYLLECTBAEHUS 3aKymku
TEXHUYECKOrO CpefcTBa peabunuraumm W (Unu) OKasaHus YCnyru,
MH(OPMALMA O KOTOPOA pas3melleHa Ha oduunanbHoM — caiite
Poccuiickoii ®eaepaumm B MHOPMALMOHHO-TENEKOMMYHUKALMOHHON
cetn «UHTepHeT» [ns pasMmelLieHns WHGOpMaUUU 0 pasmeLLeHuu
3aKa30B HAa MOCTaBKW TOBAPOB, BbIMNOMHEHWE PaboT, OKasaHue ycnyr
(www.zakupki.gov.ru), npoBefeHHO YMOMHOMOYEHHbIM OpraHoM B
NOPALKE, YCTaHOBNEHHOM 3aKoHoLaTesIbCTBOM Poccuiickon deaepauun
0 KOHTPAKTHON cucTeMe B Cdhepe 3aKynok TOBapoB, paboT, ycnyr ans
06ecneyeHns rocyaapCcTBEHHbIX M MyHULMNANBHBIX HYX], [34].
lMepeyeHb TEXHUYECKUX CPEACTB peabunutaumu, npeaycMOTPEHHbIX
KNUHUYECKUMU  pekomeHaumamu [1] n 0AHOBpPemMeHHO [lpuka3om
MunucTepcTsa Tpyaa u coumnansHon 3awuTbl ot 13 dpespans 2018 r. N
85H [36], BKNtOYAET: BEPTMKANN3aTOPbI (KOPCETLI XXECTKON hnkcaumum),
KopceTbl (0pTe3bl), TYTOPbI, 2 TAKXKE KPECNO-KONACKa C LONOAHUTENbHON
(brkcaumen (NoaAepXKOIA) ronoBbl 1 Tena, B T.4. ans 60nbHbIx ALUIM, ¢
3/1EKTPONPMBOLAOM (LN UHBANUAOB U AETeN-UHBANNLOB).

Cpoku 1MCNONb30BaHNS TEXHWUYECKUX CPefcTB  peabunutauuu
yTBEpPXAeHbl [pukazom MuHucTepcTsa Tpyaa M CoOLManbHON 3aLLuThI
P® o1 13 chespans 2018 r. N85H [36].

Mpu pacyete 3arpaT Ha TexHW4Yeckue CPeAcTBa peabunuTaumm
BBMIY OTCYTCTBUS MOJSTHOLIEHHbIX CTaTUCTMYECKUX [aHHbIX 06 UX
1Ccnonb30BaHMKM naumeHTamu co CMA pasHbiX TUNOB, BbINN CAENaHbI
crefytoLLme JonyLieHus:

— Y4uTbIBANW 3aTpaTbl HA OfWH TWM TEXHWYECKOrO0 CPenCcTBa
peabunutaumu n3 noarpynmbl CPEACTB;

— NpuM pacyeTax 3arpar npegnonaranu, 4T0 OAWH MaUWeHT
CNONb3YET BCE YHUTHIBAEMbIE TEXHUYECKNE CPELCTBA peabunuraLmm,
4ero B peasibHO XN3HM He HabNaeTCs;

— NpW pacyeTax 3arpar BBMAY OTCYTCTBUS CTATUCTUYECKUX AAHHbIX
HE Y4UTbIBANIN BO3MOXHOCTb CMEHbI 04HOro TCP Ha fipyroe B TedeHne
BPEMEHM C Y4ETOM pOCTa PebeHka;

— NpyW pacyeTax y4nTbiBaNu LeHY CpesCcTB peabunmtaumm cornacHo
ayKUMOHAM 06bABNEHHbIM (POHAAMU COLMANbHOr0 CTPaxoBaHUs
pasnuyHbIXx Cy6bekToB P®, MakcumanbHO NPUBIMXKEHHbIM 0
BPEMEHN K [1aTe OCYLLECTBEHUS PACYETOB.

PacyeT cTOMMOCTH TEXHUYECKMX CPEACTB peabunutaLmm npuseseH
B Tabnuue 9

3aTpartbl Ha CaHaTOPHO-KYPOPTHOE NIEYEHHE.

CaHaTOpHO-KYpPOPTHOE JieYeHUe OCYLLEeCTBNAETCA OAWH pa3 B
rod. CTOMMOCTb NYTEBKM HA CAHATOPHO-KYPOPTHOE JIeYeHMue,
OCYLLECTBIIEMOE B LIeNX NPONUIIAKTUKNA OCHOBHbIX 3a60/1eBaHMIA
npy  HanMyuu  MeSUUMHCKWX NOKa3aHuil, B OpraHu3aumsx,
0Ka3blBalOLMX CAHATOPHO-KYPOPTHYID MOMOLWb [And  LeTen-
MHBANWAOB N0 nNpounto 60Ne3HN HEPBHOW CUCTEMbl, B T.Y.
NeTCKMA  LepebpanbHbIl  napanuy, N0  AaHHbIM  EguHOR
MH(OPMALMOHHOI cucTembl B cdiepe 3akynok, coctanser 30
305,52 py6./nau./roa. [15].

3artpatbl Ha nanNUaTUBHYIO NOMOLLb

B BMAY OTCYTCTBMSA CTATUCTMYECKNX AAHHbIX O 4acTOTe 1 06beMe
NpeaocTaBneHns nannnaTuBHOW nomowm nauyueHtam co CMA
6biN0 CAENaHo [onylleHue 0 TOM, 4TO nauueHty co CMA

Mapametp

CMA I Tun [6], % CMA Il n Il Tun [10], %

lMuTaHme Yepes racTpocTomy

78 15

Tpumeyarne. CMA — crivHanbHO-MbiLLeYHas aTpoghus.
Note. CMA - spinal muscular atrophies.
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Tabnuua 9. PacyeT CTOUMOCTN TEXHUYECKNX CPEACTB peabunutawum.
Table 9. The calculation of the cost of technical means of rehabilitation.

HaumeHoBanue Cpok cnyx6bi1 [36] Konuyectso Llena, py6. [15] | Croumoctb, py6./rop
CMA | tun
Onopa ans nonsaHus ans getei-MHBanmaos 2 roga 1 747412 3737,06
Onopa ansa cuaeHnsa ans neten-mHeannaoB 2 roga 1 12 150,24 6 075,12
Onopa ans nexxaHns ans aeTeii-MHBaNUA0B 2 ropa 1 13 273,27 6 636,64
[onosoaepxateNib NONYXeCTKOI donkcauum 1ropn 1 1030,89 1 030,89
[onoBomepxaTenb XeCTKON cpukcauun 1ron 1 3722,00 3722,00
[TpOTMBONPONEXHEBbIA MaTpaL, BO3AYLLHbINA 3 roa 1 2067 31 689,10
(c Komnpeccopom)
poTnBONpPONEXHEBAA NOAYLLKA 3ropa 1 438,35 146,12
BriuTbiBatoLLME NPOCTLIHM (NENEHKK) 8 yacos 1095 B rog 11,02 12 066,90
[ToAry3Huku ona getei Becom g0 9 kr 8 yacos 1095 B0 12,69 13 895,55
Wtoro gnsa naumentoB ¢ CMA | Tuna 47 999,38
CMA Il Tun
Onopa ans cTosHus (BepTMKannu3atop) 1ron 1 43 440,00 43 400,00
KopceT (opTe3 ans WwenHoro, rpyaHoro, NOSCHMYHOr0 1ron 1 6200,00 6 200,00
11 KPECTLOBOrO OT/ESI0B MO3BOHOYHMKA)
TyTop 1rog 4* 7116,33 28 665,32
Kpecro-Konsicka ¢ LOMOfHUTEeNIbHON (puKcaLmen
(noaaepxKoi) ronoBbl U TeNa, B T.4. AN 60/bHbIX 5 et 1 399 366,67 79873.33
UM, ¢ anekTponpnBoAOM (4NS UHBANUL0B U
LeTei-uHBaNuaoB)
Kpecno-cTyn ¢ caHUTapHbIM OCHALLEHNEM
C AOMOJHUTENBHON (PUKCALMEN (MOALEPXKKON) ronoBbl 4 ropa 1 16 500,00 4125,00
1 Tena, B T.4. ang 60nbHbIX LM
TpocTb ONOPHas C aHAaTOMMYECKON PYUKOIA,
perynupyemas no Bbicote, 6e3 ycTpoiicTaa 2 roja 1 610,00 305,00
NPOTUBOCKONbXEHUS
PeknnHatop — KOppeKTop 0CaHKK 6 mecsiLeB 2Brog 1423,69 2 847,38
XOAYHKU CVLI,OI'IOJ'IHVITEJ'II:HOVI (hukcaumen 2 roga 1 19.810,00 9 905,00
(noppepxkon) Tena, B T.4. Ansa 60nbHbIX ALIMN
Optoneauyeckas 06yBb CNOXHas 6e3 yTenneHHon 3 mecALa 4 napbl B rog 7 866,00 31 464,00
noAKnagku (napa)
OpToneaunyeckas 06yBb CNOXHAA HA YTENNEHHOM 3 mecsiua 4 naps! 5 rog 7 866,00 31 464,00
noAaknagke (napa)
[TpoTBONpONEXHeBas NoayLLka 3ropa 1 438,35 146,12
MpOTMBONPONEXHEBbIA MaTpaL, BO3AYLLHbINA 3 roa 1 2 067 31 689,10
(c komnpeccopom)
Wtoro ana naunextoB CMA Il Tuna 239 084,25

lpumedarne. CMA — cnnHanbHo-MblleyHas atpogpus; LI — getckwii yepebpasnbHbii napanmy.
* C y4eToM He0OXOAUMOCTY HECKOTIbKUX TYTOPOB J/151 PA3NINYHbIX CYCTABOB /IS UCII0Nb30BAHUS OFHUM NALNEHTOM.

Note. CMA - spinal muscular atrophy; LI - infantile cerebral paralysis.

* Considering the requirement of several removable joint-immobilizers for different joints for one patient.

Heo6X0ANMO [1Ba NOCELLEHNS B MECAL, C NanMaTUBHOM Lenbio (24
noceLleHue B rog).

B COOTBETCTBUM C MPOrpamMmMOoN rocyaapCTBeHHbIX rapaHTWiA 3aTpatbl
Ha 0JHO MOCELLEHNe Ha AOMY Bble3AHbIMI NATPOHOKHBIMM BpUragami
nannmaTuBHON MeanLMHCKON nomoLum coctasnset 2055,20 py6. [42,43].

Takum 06pa3om, rofoBble 3aTpaTbl HAa NanjMaTMBHYH MNOMOLLb
cocTasnsatoT — 49 324,80 py6./rog.

[To akcnepTHbIM oueHkam, 100% naumeHToB co CMA 1-ro Tuna u
okono 70% nauuentoB co GMA 2-ro Tuna HyXAalTcs B OKa3aHuu
nannnaTuBHOM NOMOLLN.

MNpAMble HEMEeaNLMHCKME 3aTpaThl

3atpartbl Ha BbINNaTy NEHcHii M Noco6uit

CornacHo ®3 Ne166 «O rocyaapCTBEHHOM NEHCMOHHOM 06ecneyeHnn»
1 C Y4ETOM E€XKEroAHbIX MHAEKCAUWiA, pa3mep MEHCUMM WHBANUAOB C
AeTcTBa 1-7 rpynnbl n aeTaM-uHBanmaam coctasnset B 2020 r. 13 454,64
py6./mec. [32]. Mpw npoBefeHNN pacyeToB 6bIN0 CAENAHO JOMYLLIEHUE O
TOM, 4TO BCe naumeHTbl co CMA aBnstoTCS UHBaNUaaMu.

B cootsetcTBuu ¢ Ykasom Mpesngenta PO ot 7 mapTa 2019 r. N95
POAMTENIO, OCYLLECTBASAILIEMY YXOf 3a AeTbMU-WHBANMAAMU U
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OpI/IFI/IHaJIbHBIC cTaTbn

AR O3RORONEES

Tabnuua 10. [lanHble AN pacyeToB HENpAMbIX 3aTpar (pyo.).
Table 10. The data for the calculation of indirect costs (RUR).

Mapametp 3Hayenune

CpeaHssa 3apaboTHas nnata B 2017 . 37 400,00
CpeaHss 3apaboTHas nnata B 2018 1. 42 100,00
CpenHsas 3apaboTHas nnaTa B ieHb 1325,00

MHBaNUAamn ¢ AetcTBa 1-i rpynnbl, OCYLLECTBASETCH eXEMeCcsyHas
Bbinnara B pasmepe 10 000 py6. Mpu nposefeHWUN pacyeToB 6bio
clenaHo JonyuleHne 0 TOM, 4To Ans naumeHTa co CMA oguH u3
pOAMTENei 0CYLLECTBAAET YX0 NOXM3HEHHO [33].

Henpsamble 3aTpartbl

HepononyyeHHblit BBIN

Mpw pacyeTax HeNPAMBbIX 3aTPAT YHMTbIBANN, HTO OLWH U3 POAUTENEi
nauneHta ¢ CMA 1-ro Tuna OCYLIECTBNSIET MOXM3HEHHbIA YXOA, a
CnefoBaTenbHO, He MOXET OCYLUECTBAATb TPYAOBYK AEATENbHOCTD,
4TO NPUBOAUT K CHIKEHWIO BAIOBOTO BHYTPEHHEro npodykta (BBIM) B
PO.

PacyeT eXefHEBHbIX MOTEPb BBWAY HEOCYLIECTBNEHUS OfHUM
B3POC/bIX FPAXAAHNHOM TPYAOBOW AEATENbHOCTM Obln NPOBEfEH Ha
OCHOBAHWUM [aHHbIX O CpeAHen 3apaboTHOW nnate W NpeacTaBiieH B
Tabnuue 10.

Takum 06pa3om, UCXOAA W3 [aHHbIX, NPEACTABNEHHbIX B Tabnuue
10, HepononyyeHHblid BBIM npu  HeocyllecTBNEHUN TPYLOBOI
[1eATeNIbHOCTM OIHMM B3POCNbIM B TE4EHME OHOr0 rofa cocTasuT 483
625 py6.

MapameTpbl pac4eToB

Pacyet 6pemeHn 3abonesaHus CMA ocywectBnanu gns Bcei
nonynauum nauueHToB B PO otgensHo ans CMA | tuna n CMA 11w I
TNoB. G y4eTOM pasHuLbl B 3aTpaTax B MepBbiii U nocnegyloLimne
rogbl Tepanuu CMA ropu3OHT pacyeToB COCTaBun 5 neT, ¢
nocneytoWmM pacieToMm cpefHero 3HaveHns 6pemeHn CMA 3a 1
rog.

768 215791

732 546430 25 042818

72 498 172

2 581259

500000000 1000000000

m Me/IMIMHCKUE 3aTPaThl: HA IUATHOCTUKY

® MeIMnuHCKIE 3aTpaThl: Ha JIeUeHNE B aMOYIaTOPHBIX yCIOBUSAX
® MeIMnuHCKAIE 3aTpaThl: Ha PeabUINTaLIIo

HememuiHCKHE 3aTPAThI: BBIILIATA IICHCHI M TOCOONH

PacyeT OCyLleCTBNANN NyTeM CyMMUPOBAHWA BCEX 3aTpar,
cBA3aHHbIX €0 CMA Ha o0fHOr0 nauueHTa C noCneayloLum
YMHOXXEHWEM Ha YMCNO NaumeHToB ¢ amarHo3om GMA B PO.

PE3YNbTATbI / RESULTS

CueHapuii 1

PacyeT counanbHo-akoHomu4eckoro 6pemenn CMA npu ycnosuu
OTCYTCTBUSA NAaTOreHETUYECKOM TEPanium HyCUHEPCEHOM

JlekapCTBEHHbIA npenapat Ans natoreHeTuyeckon Tepanun CMA
3apeructpuposad B P® B 2019 r.,, 40 MOMeHTa ero nosBAEHMs
naToreHeTUyeckan Tepanus He nposoaunacb. C Lenbio OLEHKN
BMMSHUS HA COLManbHO-3kOHOMU4Yeckoe 6pems CMA B PO
naToreHeTU4ecKoi Tepanun 6bin NPoBeAeH pacyeT 6e3 ydyeTa 3aTpar
Ha HycuHepceH (pue. 1, 2).

Kak BMAHO M3 [aHHbIX, NPEACTABMEHHbIX Ha puc. 1 6, counanbHo-
aKoHomuyeckoe 6pems CMA B P® [0 MOMeHTa BHeApeHus
natoreHeTudeckoi Tepanuu coctasnano 11 882 920 259 py6. 3a 5 ner.
Mpn 3TOM B CTPYKTYpE NMpAMbIX MeANLMHCKNX 3aTpaT NpakTUYecku B
paBHbIX [ONAX NPe06AafatoT 3aTparbl HA CTALMOHAPHOE NEYeHue
peabunuraumio (44,7 n 47,1% COOTBETCTBEHHO).

CueHapuii 2

Pacyet 6pemexn CMA npu TeKyLiem ypoBHe 06ecne4eHHOCTH naTo-
reHeTMYecKoi Tepanuei (HyCMHEpPCEHoM).

Mo paHHbIM EgUHONA MHGOPMALMOHHOI CUCTEMBI B Chepe 3aKynoK
[15], Ha MOMEHT BbINOSTHEHWA pacyeToB BCero B PM 66110 06bABSIEHO

33353430

PucyHok 1 a. CpefiHeB3BeLUEHHbIE 3aTPaThl HA NEYEHNe B PacyeTe Ha LieneByto Nonynaumio B rof (pyo.).
[pumeyanne. lMopsok nereqfbl (CBEPXY BHN3) COOTBETCTBYET NOPAAKY HA Anarpamme (CeBa — Hanpaso).
Figure 1a. Weighted-average costs for the treatment calculated for the target population per year (RUR).
Note. The legend order (from top to bottom) corresponds to the sequence in the diagram (left to right).

Gbina ckauaHa c cauta http://www.pharmacoeconomics.ru. He npegHazHa4yeHoO AnA UCMOJIb3OBaHUA B KOMMEpP4YeCKUX Liensax.

UnHcbopmaumio 0 penpuHTaX MOXHO MONYy4YMUTb B peaakumm. Ten.: +7 (495) 649-54-95; an. nouta: info@irbis-1.ru

256 687 580 481 690 500 i

=

1]

=

)

®

s

1]

Q.

[

1500000000 2000000000 2500 000 OOE

(]

= MeaunuHcKye 3aTpaThl: Ha JICYCHHE B CTAI[MOHAPHBIX YCIOBHAX T
[~}

m MeMIMHCKYE 3aTPaThl: HA CUMIITOMAaTHYECKYIO JIEKAPCTBEHHYIO TEpAITHIO &‘
= MeaunuHCKye 3aTpaThl: Ha MaJUTHATHBHYIO OMOIIb §
= Henpsimble 3aTpatsl: Heponoay4deHHbiii BBIT g
I

I

1]

=)

DOAPMAKOIKOHOMUKA. Cc o n dap

rus. 2020; Tom 13, Ned

www.pharmacoeconomics.ru

347


http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
http://www.pharmacoeconomics.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru

Original articles

Frmakoekonomika

3 662732 149 362 490 862

166 767 149 2 408452 500

125 214 089

12 906 294

0 2 000 000 000 4000 000 000
m MeauiuHCcKue 3aTpaThl: Ha JJUATHOCTHKY

= MetMIMHCK1E 3aTpaThl: Ha JIeYeHHEe B aMOYJIATOPHBIX YCIOBUAX
w MenuiuHcKye 3aTpaThl: Ha PeabUIMTALIMIO

-HCMGI{HHMHCKMG 3aTparsl: BbIILJIaTa MIEHCHH U TOCOOuit
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6 000 000 000

1283437 901
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m MeMUMHCKME 3aTpaThl: HA CUMIITOMATHYECKYIO JIEKAPCTBEHHYIO TEPAIUIO
m MemumHCKue 3aTpaThl: Ha NAJUTMATHBHYIO TOMOIIL

m Hemnpsimbie 3atpater: Hepononyyenusiii BBIT

PucyHok 1 6. CpefiHeB3BeLLEHHbIE 3aTPaThl HA NEYEHNE B pacyeTe Ha LieNneByto nonynsaumio 3a 5 net (py6.).
pumeyarne. [TopsAOK nereHab (CBEPXy BHN3) COOTBETCTBYET NOPAAKY HA AnarpaMme (CreBa — Hanpaso).
Figure 1h. Weighted-average costs for the treatment calculated for the target population for 5 years (RUR).
Note. The legend order (from top to bottom) corresponds to the sequence in the diagram (left to right).

! NPOBEAEHO TEHAEPOB HAa NOCTABKY NeKapCTBEHHOr0 npenapara
MHH HycuHepceH Ha 06wyt cymmy 4 033 793 554 py6., 410 Npw
CTOMMOCTW OfHOro chnakoHa 7 898 998,25 py6. (cm. Ta6n. 7)
coctaBnsetT 510 dnakoHoB. JlekapcTBeHHbIi npenapaT CnuHpasa
(MHH — HycunepceH) 3apeructpuposaH B [0CyaapCTBEHHOM peecTpe
flekapcTBeHHbIX cpencte  16.08.2019 r., HactoAwmin  pacyet

ocyulectsnsnm B uoHe 2020 r., Takum 06pa3om, HUKTO U3 NALMEHTOB
Ha MOMEHT OCYLLECTBIEHMS pacyeTOB He MOr MosiydaTb Tepanuio
HyCMHEeHepceHoM 6onee OAHOrO roga. B nepBblii rog Tepanuu
Heob6X01MMO NCMONb30BaTh LWECTb (W1aKOHOB HYCUHEPCEHa B rof; ¢
yto BCero 6bin0 3akynneHo 510 dnakoHos,
MaLmMeHTOoB,

y4eTOM TOrO,

OPWEHTNPOBO4HOE KOJIM4€eCTBO nony4arLmnx

0,2%

47,1%

4,4%/

HycuHepceH B nepumof ¢ asrycta 2019 r. no utoHb 2020 r., cocTaBunio
85 naumeHToB. 0 aKCMePTHbIM OLEHKaM, Tepanuio HyCUHEPCEHOM
nonyyarot 130 nauneHToB, U3 KOTOpbIX 46 (35%) — CMA 1-ro Tuna,
50 nauwnenToB (39%) — CMA 2-ro Tuna, u 34 naumeHta (26%) — CMA
3-ro tuna. B peructpe naunmeHtoB co CMA Ha cbespans 2020 r.
cofepxanacb MHpopmaums o 998 naumeHtax, U3 KotTopbix 21% —
nauueHtsl co CMA 1-ro Tuna, To ectb Bcero 210 nauneHtoB ¢ CMA
1-ro TMna, 3 KOTOpbIX 46 Nonyd4anu Tepanuio HYyCUHEPCEHOM, TO
eCTb OXBAaT MATOreHeTUYeCKOM Tepanuei COCTaBUN 0KONO 22%; W
788 naumneHToB co CMA 2-ro 1 3-ro TunoB, 13 KOTOpbiX 84 nauueHTa
MOMYYaT TEPANMI0 HYCUHEPCEHOM, TO 8CTb OXBAT NAaTOreHETUYECKOI
Tepanueit coctasun okono 10%. PesynbTathl pacyeTta couManbHO-

B 3arparsi Ha auarsocTHKY

[ 3aTpathl Ha IeYCHUE B
CTallMOHAPHBIX YCJIOBUAX

[ 3arparsi Ha nevenue B
aMOyIIATOPHBIX YCIOBHAX

44,7%

. 3anaTLI Ha CUMINTOMaTHYCCKYHO
JIEKApCTBEHHYIO TEPAIINIO

3aTpaThl Ha peabUINTALINIO

3aTpaThl Ha MA/UVIMATHBHYIO OMOIIb

1,5%

PucyHok 2. Pacnpegenenne npAamblx MEAULMHCKMX 3aTPAT HA NeYeHne NaLUEeHTOB CO CMHANbHO-MbILLEYHON aTpochmen.
Figure 2. The distribution of direct medical costs for the treatment of patients with spinal muscle atrophies.
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® MeIMUHMHCKHE 3aTPaThl: Ha IaTOTCHETHYECKYIO JICKaPCTBEHHYIO TEPAIHIO
B MeauIMHCKHIE 3aTpaThl: HA PEaOUITNTALIHIO

“ HemeauuMHCKHE: BBIILIATA IEHCHI U TOCOOHIA

PucyHok 3 a. CpeaHeB3BeLLeHHbIe 3aTPaTbl Ha NeYeHNe B pacyeTe Ha Lienesyto Nonynauuio B roa.
lpumeyarne. [opsAoK nerenasl (CBEPXy BHN3) COOTBETCTBYET NOPAAKY HA AuarpaMme (Cesa — Hanpaso).
Figure 3 a. Weighted-average costs for the treatment calculated for the target population per year (RUR).
Note. The legend order (from top to bottom) corresponds to the sequence in the diagram (left to right).

3KoHOMMYeckoro 6pemeHn CMA, nony4eHHble B CUEHapun 2,
npuBeJeHbl Ha pUCYHKaX 3, 4.

Kak BMOHO W3 [aHHbIX, NPEACTaBMeHHbIX Ha puc. 4, coumanbHo-
akoHomuyeckoe 6pems CMA B PD npn coxpaHeHUM TeKyLLEro YpoBHs
06€Cne4yeHHOCTI NaToreHeTUYeCKoN Tepanueil coctasnset 27 218 667
381 py6. 3a 5 ner. [1pu 3TOM B CTPYKTYpe BCeX 3aTpar (HeMeaULMHCKMX,
MeAMLMHCKNX U HENPAMBIX) NPe0611afaeT CTOUMOCTb NaTOreHeTUYECKO
Tepanum (56%).

OueHka fMHAMMKK 3aTpaT

OnHOW 13 Leneii HACTOALLEr0 aHann3a ABNAETCA OLEHKA BIMAHNA
NaToreHeTNYeCKoii Tepanum Ha AMHAMUKY COLMANbHO-3KOHOMUYECKOro
6pemenn CMA 8 PO (pue. 5).

Kak BMAHO M3 [AaHHbIX, NPEACTaBEHHbIX HA PUCYHKE 5,
MaToOreHeTN4eckas Tepanusi 0Ka3blBaeT HauOONbLiee BIUSHWE Ha

3662732 149

15335747 122

counanbHo-akoHoMu4eckoe 6pems CMA B P®. o mepe BHeapeHus
Ha4nHas ¢ 2019 r. 6peMs NPAMbIX MEAULMHCKUX 3aTpaT BbIPOCNO C
2,376 mnpg. py6./ron ao 5,444 mnpa. py6./rop.

OBCYXXIEHUE / DISCUSSION

BHYTpM MeAMLIMHCKOrO CO06LLECTBA JOBOSILHO YaCTO YNOTPEONAT
TaKO TEPMUH, KaK «6peMs 3a60neBaHns». TPaaULMOHHO BbIAENSAOT
Takue NOHATUSA, KaK «rnobanbHoe 6peMs 60Ne3HU» U «CoLManbHO-
3KOHOMUYecKoe 6pems 3a6osieBaHns». K 2017 r. aaHHble rnobanbHoro
6pemenu 3a6onesanns (Global Burden of Disease, GBD) npeactasnsior
B CrefyloLMxX nokasatensx: CMepTHOCTb; NOTEPSHHbIE FOAbl XXU3HU
(Years of Life Lost); rogbl, cBsi3aHHble ¢ MHBanuaHocTsio (Years Lived
with a Disability); rogbl Xu3Hu ¢ nonpasBkoii HAa WHBaNUAHOCTb
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W MeMIMHCKUE 3aTPaThl: Ha THarHOCTHKY

u MC}II/IHI/IHCKI/IC 3aTpaTel. HA JICYCHUE B aM6yJ'IaTOpHLIX yCII0BUAX

m MeauuuHckue 3aTpaThl: HA CHMIITOMAaTHYECKYIO JICKAPCTBECHHYIO TEPAIIHIO

® MeaumHcKre 3aTpaThl: HA NAJUIMATUBHYIO IIOMOIIb

m Henpsimble 3aTpatsl: HeonomyueHHslit BBIT

13 000 000 000

3841078 953 1283437 901

18 000 000 000 23 000 000 000

® MeauiuHCcKe 3aTpaThl: HAa JICYCHUE B CTALMOHAPHBIX YCIOBUAX
= MeauuHcKHe 3aTpaThl: HAa MATONCHETHYECKYIO JICKAPCTBEHHYIO TEPAInio
= MeauuHcKue 3aTpaThl: HA peaGnnHTaunm

B HemenuuHacKkne 3aTpaTsl: BbIIJIaTa MEHCHI ¥ ocoOuit

PucyHok 3 6. CpefjHeB3BeLLEHHbIE 3aTpaTbl Ha NIeYeHne B pacyeTe Ha LieNeByto Nonynsauuio B Te4eHmne 5 nert.
Tpumeyarne. [opsROK nereHs! (CBEPXy BHN3) COOTBETCTBYET NOPAAKY HA AnarpaMme (C/1eBa — Hanpaso).
Figure 5b. Weighted-average costs for the treatment calculated for the target population per 5 years (RUR).
Note. The legend order (from top to bottom) corresponds to the sequence in the diagram (left to right).
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65,2%

[ 3arpaTsl Ha JUATHOCTHKY

B 3atpartbl Ha JieYeHHE B
CTallMOHAPHBIX YCIOBUAX

[ 3atparbl Ha JieyeHHE B
aMOyJIaTOPHBIX YCIIOBHSX

[ 3arpaThl Ha IATOT€HETHYECKYIO
JIEKApCTBEHHYO TEPAITHIO

[ 3arpaTbl HA CUMIITOMATHYECKYIO
JIEKAPCTBEHHYIO TEPAIUIO

3arparsl Ha peabHINTALNIO

[l 3arpaTbl Ha MAUTMATHBHYIO TOMOIIb

PucyHok 4. Pacnpezenexne npsmbix MEOULIMHCKIX 3aTPaT Ha JIeYeHIne NaLNeHToB CO CMHANbHO-MbILLEYHON aTpochueit.
Figure 4. The distribution of medical costs for the treatment of patients with spinal muscular atrophy.

(disability-adjusted life years); pacnpocTpaHeHHOCTb; 3a60/16BaeMOCTb;
oXugaemas NPOAOMKUTENbHOCTb KU3HY, oXuaaemas
NPOLOIKMTENbHOCTL 340P0BON XU3HK (Health Adjusted Life Expect);
KO3(phuumeHT matepuHckorn cmeptHocTn (Maternal Mortality Ratio)
[37-39]. Pacuetbl  [HaHHbIX nokasateneii  (POPMaNU30BaHbI,
metogonorus npuHata BO3 u peaynbrathl WMPOKO NPUMEHAIOTCS B
CUCTEME MPUHATUS PELUEHWA, W He TONbKO 3[PABOOXPAHEHNS.
HeobxoaMMo OTMETWUTb, YTO nonHoueHHoe GBD ans cnuHanbHoOmM
MbILLEYHON aTpOPUK B MUPE HE PACCUUTLIBANIN.
CoumanbHo-3KOHOMUYecKoe Opemst 3a60neBaHWs [0 HACTOALLEro
BPEMEHU OCTAETCS B MIOCKOCTM 3KCMEPTHOr0 06CY>KAEHWUS, METOAbI MO
pacyeTy He CTaHAapTM3UPOBAHbI, TPAKTOBKA Pe3yNbTaToOB 3a4acTyio
BbI3bIBAET XapKue cnopbl. Hamu Bnepable B PO 6bin NpoBeaeH pacyet
COLMANbHO-3KOHOMUYECKOrO  BPEMEHM  CMIMHANBHOW  MbILLIEYHOI
atpodoun.  [Ina pacdeta  6blna  MCMONb30BaHA  METOAOMOrUS
MOLENMPOBAHNS C PacyeToM CpedHero 06beMa MEeONMLMHCKMX W
couManbHbIX ycnyr ans ofgHoro nauweHta co CMA. PacueT Hocut
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OTCyTCTBP[e MaTOreHeTHYECKOH Tepamnuu ITaTorenernyeckas TEpanus Ha TEKYIIEM YPOBHE

[ HemenuumHckue 3arpatsl (Bbimuiata nocoOuit u nercuii) Ml Henpsimble 3atpars! (Heponoiy4eHHbiii BBIT)

OLIEHOMHBIN XapakTep, a ero pesynstarbl CBUAETENbCTBYIOT O NOPAAKEe
3arpar Ha ne4eHne CMA.

Pesynbtathl pacyeTtoB nokasanu, 4t0 CMA B PO conpseHa ¢
CYLLECTBEHHbIMW MaTepuanbHbIMK - 3aTpatamn. B aHanu3  6bina
BK/IOYEHA CTOWMOCTb MATOTEHETUYECKOW Tepanuu, AONA KOTOPOi
ABnseTca Hambonblen. B CLUA n TepmaHun Takxe NpoBOAMNUCH
nccnenoBaHns 6pemeHn CMA, oaHako aTi paboThbl 6bINK BbINOSTHEHbI
elle 0 MOSBNEHMS NATOreHeTM4eckoit Tepanuu. B mccnepnoBaHnn
E.P. Armstrong ¢ coast. (2016) 6bIn0 NoKa3aHo, YTO CymMMapHble
3aTpatbl cocTasnsAoT 47 862 gonnapos GLUA Ha ofHOro nauueHTa B
rog (3 350 340 py6./nav. /roa) [11]. B pa6ote C. Klug ¢ coasrt. (2016)
noKa3aHo, 410 3atpatbl Ha CMA B TepmaHun coctasunu 70 566 eBpo
Ha 0JHOro naumenTa B rog (5 540 148 py6./nau. /roa) [40]. 06a aTux
3HaYeHKs ObINN paccyuTaHbl 6e3 y4eTa NaToreHeTUYecKoi Tepanuu. B
Hawem nccnegosaHum 3atpatbl Ha CMA 6e3 y4eTa naToreHeTUHecKoi
Tepanuu coctasunu 2 381 811 py6./nawl./rof, 4T0 HUXe B CPABHEHWUN C
CLUA v T'epmaHueit Ha 28 1 47% COOTBETCTBEHHO.

B

@

OOecrnieueHne NaTOreHeTHYECKOM
Teparnueil Bcex MalnueHToB

Il MeauuuHcKre 3aTpaThl

PucyHok 5. [lnHamnka coumanbHO-3KOHOMUYECKOro 6peMeHm CHaNbHO-MBILLEYHOR aTpochinit Mpu pasnnyHbIX ypOBHAX 0XBaTa NaLMEHTOB NaTOreHeTNYeCcKo Tepanieit (Mnpg py6./rod).
Figure 5. The dynamics of social-economic burden of spinal muscular atrophy at different rate of indication of pathogenetic therapy (billion RUR/year).
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OpI/IFI/IHEU'[beIC CTaTbH

(ApNRO3RORONIRY

BHezipeHue 1 paclumpeHne 40CTyNa NauneHToB K NaToreHeTUYecKoi
Tepanuu 0Ka3blBaeT CyLLEeCTBEHHOe BnMsHue Ha 6pems CMA g PO. C
MOMEHTA PerucTpauum HycUHepceHa W O MOMEHTa NpoBefeHUs
HACTOSALLEro aHanusa (0KOM0 OfHOr0 rofa) npAMble MeaMLMHCKUE
3aTpatbl Ha Tepanuio nauueHToB ¢ CMA Bbipocnu B 2,9 pasa.

BblBObI / FINDINGS:

1. bpems CMA B P® [0 MOMEHTa BHeApPEHWSi B NPAKTUKY
naToreHeTNYecKoi Tepanum coctaenset 2,38 mnpg py6. B rof. Ha 998
MaUMeHTOB, M3 KOTOPbIX 3aTpaTbl Ha JleYeHWe B CTaLMOHAPHbIX
ycnosusx n peabunutaumio coctasnsaot 30,8 u 32,3% 0T cymMapHbIX
3aTpar COOTBETCTBEHHO.

OrpaHunyenus

BBuoy OTCYTCTBMS [aHHbIX PEANbHOW  KMMHUYECKOW  NPaKTUKK
1cenenoBaHne 6bIno BbIMOMHEHO METOAOM MOAENMPOBaHUSA, YTO AaeT
MEHee TOYHYI0 OLEHKy OpemeHn 3a605eBaHUs N0  CPABHEHWO C
CMONb30BAHUEM [AHHbIX PeanbHON KIuHW4eckol npaktuku (Real World
Data, RWD).

BX0AHble NapameTpbl MOAENM, XapaKTepuaytoLLme CTPYKTYPY Nonynsaumumn
MaLWEHTOB, a TAKXKE CTPYKTYPY W 4acTOTY NPeAoCTaBNeHUs TeX U UHbIX
MENLIMHCKIX YCAYr, BbInK B3ATbI U3 3apyOeXHbIX NyOnmMKaLnii, AaHHbIE B
KOTOPbIX NOsy4eHbI ncxoaa 13 RWD aTux cTpaH, KoTopast MOXET OTN4aTbCst
OT NPAKTUKMN BeEHNs TakuX NaumeHToB B PO.

BBuay OTCYTCTBMSA NOMHOLEHHBIX CTATUCTUYECKUX AaHHbIX N0 PD npu
MPOBELEHNN MCCNENOBAHNS BbINO CAENAHO AONYLUEHWe 06 OAMHAKOBOM
KayecTse yxofa 3a naumeHtamu ¢ CMA B PO n apyrux ctpaHax (cnanms,
CLLIA), oT KOTOPOro BO MHOrOM 33BUCWUT 4acTOTa PA3BUTUSI OCIIOXHEHUI
CMA.

Mpu pacyeTax 06beMbl MEANLMHCKNX M COLMANBHBIX YCYT OLIEHMBANNCh
B COOTBETCTBUW C FOCYHAPCTBEHHbIMM NPOrpamMmamm, He BKITOHaoLLMMM
PAA PacXodoB CemMei NaLUeHTOB, NOCKONbKY HA CEroAHALLHMIA MOMEHT 31
[laHHble HEAOCTYMHbI [Ns aHanu3a U TPeBYT  [A0NONMHUTENbHOMO
CCNeI0BaHMS.
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