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BBepeHue. CnuHanbHas MbiweyHas atpodus (CMA) — Taxenoe pefkoe 3aboneBaHue, KOTOpOE B NOCNeAHNE oAbl WHUPO-
Ko o6cyxpaaeTcs. [loCTKEHUSA 3TUONATOreHeTUYECKOM Tepanum U coliuasbHas 3Ha4YMMOCTb 6one3Hu (feTckas nonynauus,
BbICOKas CMEPTHOCTb), CTOMMOCTb IeYEHUA NPUBNEKAN BHUMAHUE 00LEeCTBEHHOCTU U NPaBUTENILCTBA, YTO CPeAN NPoYero
npueeno K GOpMUPOBAHUIO OTAENLHOIO HanpaBaeHWA € co3aaHuem GoHAa No HUHAHCUPOBAHUIO NeYEHNUA NALUEHTOB
C opaHHbIMK BONe3HAMU.

Llenb uccnepoBaHuA — NpoBeCTU aHanM3 CoLMANbHO-3KOHOMUYECKOH 3 (eKTUBHOCTU MacCOBOr0 HEOHATaNbHOIO CKPY-
HuHra Ha CMA B Poccuitckoit ®egepauunu.

Matepuansi n meTopbl. poBefieHO aHKETUPOBaHME NaLueHToB (UX poauTeneit) u Bpadeit. MayueHsl feicTBylowme KNMHU-
yecKue peKoMeHAALWM 1 CTaHAApT MeAnLMHCKoi nomowwwm aetam npu CMA. CToMmocCTb NekapcTBEHHbIX NpenapaTros B3ATa
13 [oCyRapCTBEHHOTO peecTpa NpefAesibHbIX OTNYCKHbIX LieH. [ins npenaparos, He BXOAALMX B [lepeyeHb XU3HEHHO He06Xo-
AUMbIX 1 BaXKHELKX NeKapCTBEHHbIX MPenapartos, MCMo/b30Banach MHGOPMALMA O CTOUMOCTM U3 AAHHbIX O 3aKymNKax.
Pe3ynbratbl. CouymanbHo-3koHoMUYeckoe Gpems CMA Ha BbisiBNEHHbIX NALLMEHTOB COCTABMO Nopsaaka 3 994 289 548 py6.
B rOf 10 BBEAEHWS CKPUHMHIA. 3aTpaTbl Ha BHEAPEHWE MACCOBOTO HEOHATA/IbHOTO CKPUHWHIA COCTABAT 0K00 679 224 000 py6.
B rog. [py1 3ToM cBOEBPeMeHHOe BbisiBNeHWe 601e3HM 6arofaps HeoOHaTalbHOMY CKPUHUHTY U Ha3HayeHHoe 3ddeKTuB-
HOe NeyeHue NO3BONAIOT CHUXKATL 3aTpaThl HA CMELMANU3MPOBaHHYI0 W NanaMaTUBHYO noMmolb Ha 54 073 271 py6.,
npsMble HeMegULUHCKMe 3aTpaTthl Ha 88 137 423 py6., a TakKe HenpsaMble 3aTpaThl Ha 154 197 900 py6. B rog, 4o B CO-
BOKYMHOCTU cocTaBnsieT >7 % oT paccymutaHHoro Gpemeru CMA.

BbiBoabl. BBefeHe MaccoBoro CKpUHUHTa NPUBEAET K XEerofHOMYy BbIBAEHUIO NALMEHTOB U YBEIMYEHUIO UX YMCna
C TEKYLMX 3HAYEHWIT 4O PeasnbHOil BENUYMHBI PAaCNPOCTPAHEHHOCTU NP perucTpauum 60bHbIX ¢ 6osnee nerkumm Gopma-
My CMA. MoTpe6HOCTb B NIEKAPCTBEHHOM 0GECNeYeHUn npenapaTamu U MeAULMHCKOM NOMOLM B LieSIOM BO3pacTaer.
Mpu 3ToM et co CMA He 6yayT yMMpaTh B paHHWE rofbl XU3HM, UX BbIXKMBAEMOCTb, TPOAOMKUTENLHOCTb XU3HU YBENN-
4aTcs, YIy4LWKUTCA KaYecTBO XU3HM, CHU3UTCA MNafeHYecKasa CMEePTHOCTb, YTO ABAAETCA OCHOBHOW 3ajayeli HeoHaTanb-
HOrO CKPUHUMHIA 1 OfHOW U3 Lieneil HalMoHaNbHOro NpoeKTa «3,paBoOXPaHeHNEN.

KnioueBble cnoBa: cnuHanbHas MbllleyHas anOCbVIH, CKPUHWUHT HOBOPOXAEHHbBIX, aHANU3 3aTpaT, peaKkune 6onesHu, op-
CbaHHbIe NeKapCTBeHHble npenaparkl, 1eKapCTBeHHOE obecneyeHue, 3[1paBOOXpaHeHNe, CbI/IHaHCVIpOBaHMe, 6!0,11)KET
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Background. Spinal muscular atrophy (SMA) is a severe rare disease that has been widely discussed in recent years.
Achievements in etiopathogenetic therapy and the social significance of the disease (child population, high mortality),
the cost of treatment attracted the attention of the public and the goverment, which, among other things, led to the for-
mation of a separate area with the creation of a fund to finance the treatment of patients with orphan diseases.

Aim. To conduct an analysis of the socio-economic efficiency of mass neonatal screening for SMA in the Russian Fed-
eration.

Materials and methods. A survey of patients (their parents) and doctors was conducted. The current clinical guidelines
and the standard of medical care for children with SMA were studied. The cost of medicines is taken from the State
Register of Maximum Selling Prices. If the drug is not included in the List of Vital Essential and Necessary Drugs, cost
information from the procurement data is used.

Results. The socioeconomic burden of SMA on identified patients was about 3,994,289,548 rubles per year prior
to screening. The very introduction of mass neonatal screening will amount to about 679,224,000 rubles in year. At the same
time, a disease detected in a timely manner due to neonatal screening and timely prescribed effective treatment can
lead to a reduction in the cost of specialized and palliative care by 54,073,271 rubles, direct non-medical costs
by 88,137,423 rubles, and indirect costs by 154,197,900 rubles per year, which together is more than 7 % of the calcu-
lated burden of SMA.

Conclusion. The introduction of mass screening will lead to the fact that the number of annually detected patients will
increase from current values to the actual value of the prevalence when registering patients with milder forms of SMA.
The need for drug supply with drugs and medical care in general will increase. At the same time, children diagnosed
with SMA will not die in the early years of life, their survival rate, life expectancy will increase, the quality of life will
improve, infant mortality will decrease, which is the main task of neonatal screening and one of the goals of the Nation-
al Healthcare Project.

Keywords: spinal muscular atrophy, newborn screening, cost analysis, rare diseases, orphan drugs, drug coverage, health
care, funding, budget

For citation: Komarov I.A., Malakhova A.R., Vasilyeva T.P. et al. Socioeconomic efficiency of neonatal screening
for spinal muscular atrophy in the Russian Federation. Nervno-myshechnye bolezni = Neuromuscular Diseases
2023;13(3):25-32. (In Russ.). DOI: 10.17650/2222-8721-2023-13-3-25-32

BeepeHune

CnmHanbHas MbledHas arpodust (CMA) — Tsokesoe
penkoe 3a00JIeBaHIE, KOTOPOE B ITOCJICTHIE TOMBI IMIPOKO
obcyxmaercs. JIOCTIKEHNST STHONATOTeHETHUECKOiT Tepa-
MU W COIMAIbHAs 3HAYMMOCTh 00JIe3HM (IIeTCKasl TIOIy-
JISIIIYSI, BEICOKAsI CMEPTHOCTD) [1—3], BBICOKAst CTOMMOCTh
JIeYeHUsI TIPUBJICKJIM BHUMAHUE OOIIECTBEHHOCTH U BBIC-
IIIETO PYKOBOICTBA CTPaHBI, YTO CPEOU IIPOUYETO IIPUBEIIO
K (POpMHUPOBAHUIO OTAEIHLHOTO HAITPABJICHMS C CO3TaHIEM
¢oHma Mo GpMHAHCUPOBAHMIO JICICHHUS TTAITMEHTOB ¢ opdaH-
HBIMU OOJIC3HSIMMU.

C 2006 . B Poccuiickoit @enepatu (P®) nposomuics
HeOHATAIBHBIN CKPMHWHT Ha 5 TEHETUIECKIX 3a00JIeBaHMIA:
MYKOBUCITNIIO3, (DEHWIKETOHYPHIO, BPOXKICHHBIN TUTIOTHPE-
03, aIpEeHOTCHUTAIbHBIN CHHIPOM M TaJIaKTO3eMUIO [4].
C auBapst 2023 1. B PO BHeApeH paclpeHHbII HEOHATATLHBIN
CKpPUHUHT Ha 36 3aboneBanuii, Bkiodas CMA. Tlo pac-

npoctpaHeHHOCTH CMA HaxomuTcs Ha 2-M MeCTe cpenu
penkux 0oe3Hei mocjie MyKOBUCLIMIO3A [5], TIpeanonoxu-
TeIbHAsI 9YacToTa 00J1e3HM cocTaBisieT 1 cydaii Ha 7980 HO-
BOpoXIeHHBIX. B HacTosiiiee Bpemst B PO mist aTromnaTore-
HETHYeCKOM TepaITiy UCIOJIB3YIOTCS TperapaThl HyCMHEPCEH
(Crmapa3a; 3apervctprpoat B 2019 1), pucaurmiaM (DBpHc-
mu; 3apeructpupoBaH B 2020 ) 1 IIpemnapar WUt TeHO3aMe-
CTUTEJIBHOM TepaImiy OHACEMHOTEH aberapBoBeK (30/IreHCMa;
3aperucTpupoBaH B 2021 ).

AHanm3 colmaabHO-3KOHOMUYecKoro opemenn CMA
B P® 611 ipoBeneH A.C. KonbunbiM 1 coasT. B 2020 1.
[6]. B 2023 1. ObUIM YTBEPXKIEHBI HOBbIE KIMHUYECKIE
peKoMeHIalluM, BCTynmaa B cuiy HoBasa [Iporpamma
TrOCyIapCTBEHHBIX TapaHTHIA, IIPOU3OIIIA U3MEHCHMUS
B IIeHAX Ha JIEKapCTBEHHEBIC IIperapaThl, YTO B COBOKYII-
HOCTH TTOTpeOOBajI0 OOHOBJIICHHOTO aHAIM3a PAaCUETHBIX
3HAYCHUN.
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HepBHo-Mblweunbie O JIE3HH

Ilean HACTOSIIIETO UCCIEAOBAHUA — IIPOBECTH aHAIU3
COLMATbHO-3KOHOMMUYECKO 3(p(HEeKTUBHOCTU MACCOBOTO
HeoHaTanbHOTO cCKpHUHTa Ha CMA B P®.

Martepuanbi U meToabl

B pamkax mccnemoBaHUs BBITIOJHEH ONpoc (PoKyc-
TPYIIII, BKITIOYAIOINX POIUTEIEH MAIIMEHTOB C Pa3HBIMU
turmamu CMA B Bo3pacTte 10 18 j1eT, HaXOASIIUXCsT IO,
naTpoHaxeM OarorBoputesibHOTO hoHaa «Cembrr CMA»,
METOIOM aHKETHUPOBAHMSA C MCIIOIb30BaHNEM OIIPOCHUKOB
PedsQl 4 «MupopManist o cembe» (“Family Form™)
U Bpayeit, IMEIOIINX OITBIT paboTHI ¢ TTarieHTaMu co CMA
Ha perMOHajbHOM U deaepalbHOM ypoBHsIX. M3yueHbl
JIEeHCTBYIOIIME KIIMHUYECKMEe peKoMeHaaluu [7], ormyonm-
KOBaHHBIE B COOTBETCTBYIOIIEM pyOprKaTtope MuHHUCTEP-
cTBa 3apaBooxpaHeHnss PD, craHmapT MEIUITMHCKON T10-
Mo getaMm npu CMA [8], a Takke TaprHOe cornaiieHre
. MockssI [9], MCIIOIb30BaHHOE MIJIST pacdeTa, IIOCKOJIBKY
OHO CONEPKUT OTHOCUTEJIBHO ITOJTHBIA MepedeHb YCIIyT,
MIpOLIeAyp, BpauyeOHBIX 1 ANATHOCTIICCKIX MEPOTIPHSITHIA.
Takke y4TeHO, 9TO OOJBITMHCTBO IMAIIMEHTOB MOJYJalOT
JIeueHre MMEHHO B croymiie. CTOMMOCTB JIeKapCTBEHHBIX
IIpeTrapaToB B3sTa 13 [0CymapcTBEHHOTO peecTpa Ipeneib-
HBIX OTITYCKHBIX 11eH [ 10] Kak emMHOT0 OTKPBITOTO UCTOU-
HMKa 3apeTMCTPUPOBAHHBIX IICH Ha Mperapatsl n3 [lepeuns
XKU3HEHHO HEOOXOMMMBIX M BaXKHEHIIINX JIEKAPCTBEHHBIX
mperapaToB. I1pu orcyreTBuu npenapata B [1epeune nc-
IM0JIb30BajIach MH(POPMAIINS O CTOMMOCTH M3 TaHHBIX
o 3akynkax [11].

Poccuiicknii maumeHntckuii peectp CMA Benetcs
¢ 2014 . AHaNIM3 TMHAMUWKM TIOTTOJTHEHMST peecTpa IToKa3all,
YTO B cpeaHeM B rof nogsisgercd 180 mammenToB co CMA
Pa3HBIX TUIIOB (IIPEOITOI0XHUTEIbHAS YaCTOTa OOJIE3HN —
1:7980 HOBOpOXICHHBIX) [12]. 3aTpaThl HA AMATHOCTUKY
U JIeYCHNE CKIIAIBIBAIOTCS M3 CTOMMOCTU MEIUITMHCKUX
YCJIYT, B3SIThIX U3 KJIMHUYECKUX peKOMeHALMii [7] u cTaH-
nIapta MenuuuHCcKoi momonu aetsam npu CMA [8]. Cro-
MMOCTb MEIMIIMHCKUX YCIIYT B3siTa M3 TaprdHOTO coria-
menus 2023 . [9].

ITpu pacnpenenenuun 6oabHBEIX CMA 110 THITaM 3a00-
JIEBaHUS B HACTOSIIIIEM MCCIIEAOBAHNN OBLIN IIPOAHAT3H -
poBaHbI gaHHbIe TTanueHToB ¢ I—III Tumamu CMA. Bto
CBSI3aHO C T€M, UTO Ha moJito nauueHToB co CMA 1V tuna
B HacTos1ee BpeMst mpuxoautcs Bcero 0,4 %, 1o faHHbIM
donga «Cembrt CMA» [12] 1 TIpOBeIeHHBIX OMPOCOB.
Ha momeHT TIpoBeieHMST oTipoca B peecTpe OBLIO 3apeTh-
crpupoBaHo 1 183 6onbHBIX, 13 HUX Y 20 % IMarHocTUpo-
BaHa CMA I tuma, y 45 % — CMA 1l tuna, y 35 % — CMA
II1 Tuma. Takum o6pa3zoM, MpU AOIMYLIEHUU, YTO B TO/
muarHoctupyetcsa 180 cimydaeB CMA, mipu pacyeTax McC-
MoJib30Bajiach cJjenylolias CTPYKTypa MalMeHTOB:
36 ¢ I turiom, 81 co 11 tumom u 63 ¢ 111 Turrom CMA.

Takke ycTaHOBJICHO pacIipeieIeHIe IMallieHTOB OTHO-
CUTEJIHO JIEKAPCTBEHHOM Tepanuu: 73 % nalueHTOB Mo-
JIy4aloT Tepanuio, 25 % He noay4daior u 2 % B Heil He HyX-
npatorcst. Cpeau MoJIydarolyx Tepamnuio 56 % npuHuMaioT

HycUHepceH, 36 % — pucauriiam, uy 8 % BBeieH OHACEM-
HOTeH aberapBoBeK. [1o maHHBIM oIlpoca pomuTeseii ma-
nueHToB co CMA, paccuurtano, 4to B 180 ceMbsix Bcero
158 HepaboTaIOIIVIX POAUTENICH.
B pamkax ncciaemoBaHus IPOBEACHBI pacueThl HIKE -
TepevYrciIeHHbIX BUIOB 3aTpatT [13—17]:
1) mpsiMBle METUIIMHCKHE 3aTPATHI:
— MacCOBBIii HEOHATaJIbHBIM CKPUHWHT HOBOPO-
XIeHHBIX B PD;
— nuarHocTuka CMA;
— IMarHocTuka ociaoxHeHnit CMA;
— CITeMaJIu3upOBaHHAsS MEINITMHCKAS IIOMOIIIb;
— TaJUTMATUBHAsI TIOMOIIIb;
— JIEKapCTBEHHAsI Teparms;
2) TIpsIMbIe HEMEIUITMHCKIE 3aTPaThI:
— BBIIUIATHI TIEHCUI U TOCOOUIA;
3) HempsIMBIE 3aTPaTHI:
— HEIOOIOJYYEHHBIN BaJIOBOI BHYTPEHHUI IPOMYKT.

Pesynbrathbl

IIpsavbie MenumHCKAE 3aTpaThl. CTOMMOCTD TUATHOCTH-
k11 CMA coryIacHO CBEICHUSIM O €€ COCTaBIISIIOIINX, B3SITBIX
W3 KITMHIYSCKNX peKOMEHIAINI 1 CTAHAAPTa MEIUIIMHCKOM
TIOMOILM, cocTaBuiaa Ha 1 maumenTa okono 10 956 pyO.,
win 1 972 163 py0. B roa Ha 180 maLyeHTOB.

Bcem manmeHTaM MOMUMO OCHOBHOTO JUATHOCTUYE-
CKOTO MCCJIeIOBaHUS HEOOXOANM ITOCTOSTHHBIA MOHHUTO-
PUHT pa3BUTHUSI CONMYTCTBYIOIIMX OCIOXHeHU. [anee
MpOaHaJIN3MPOBaHA CTOMMOCTh TUATHOCTUKHU OCJIOXHE-
HUI, KOTOpast COCTaBMJIa B TOJ HA aHAIM3UPYEMYIO BEIOOD-
Ky B 3aBucumocty ot turma CMA 1 660 904 py6.

Ucxonst n3 naHHBIX, ONMyOJIMKOBAaHHBIX paHee [6], cpen-
HSISI CTOMMOCTD CTaIlMOHAPHOTO JICUCHUST B TOII TSI TIAIIH-
entoB co CMA I tuna cocrasiser 359 370 py6., ms mam-
eHToB co CMA II m I1I TumoB — 231 308 py6. B roa. O61as
CTOMMOCTbD CTAIIMOHAPHOTO JICUSHUSI B TOM IUTSI BCE TPYII-
bl IMAarHOCTUPOBAHHBIX NMALIMEHTOB — 46 245 677 pyo.

CTOMMOCTP CTAIIMOHAPHOTO JICUCHUS 110 TIPUINHAM
ocioxHeHuit CMA cocraBisieT nopsinka 44 475 py6.
m1st CMA I tuma u 11 487 py6. mnsa mammeHToB co CMA
I1 1 I1I TUIOB € y4eTOM 4acTOThI TOCIIUTATU3ALUI 1 KOJIU-
YeCTBa BEI30BOB CKOPOM MEIUITMHCKOM IMTOMOIIM Ha 1 ma-
LIMEHTA B CIy4ae 3KCTPEeHHOM rocrmrann3auuu [6]. s
180 HOBBIX BBISIBJICHHBIX AIIIEHTOB B TOJl CTOMMOCTD CTa-
MOHAPHOTO JICUCHUS 110 IpUIMHaM ociaoxHeHnit CMA
cocraBisieT 3 255 185 py6. B rog.

TomoBrIe 3aTpaThl HA MAJUIMATUBHYIO ITOMOIIb C YIETOM
IOITYIIEHUI COCTAaBJISIIOT OK0I0 49 325 py0. B rom Ha Ta-
muenTa; 100 % naumenros co CMA I tuma n 70 % co CMA
I1 Tvna Hy:XmaroTCs B mayiMaTuBHOM rmoMoru [6]. Takum
00pa30oM, 3aTpaThl Ha MAJUIMATUBHYIO ITOMOIIB C YIETOM
pacmipenenaeHus o TurmaMm CMA 1 4nciia BHOBb BBISIBIICH-
HBIX MALMEHTOB cocTaBisAaiorT 4 572 409 py0. B rox.

JlekapcTBennas Tepamusa. C ygeToM CpemHell KypcoBOi
JIO3BI JIEKApCTBEHHBIX TIPETIapaToOB, IPEICTABICHHBIX B CTaH-
JapTe MeOUIIMHCKO oMoy netsiM ipy CMA [8], 1 JaHHBIX
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0 CTOMMOCTH ¥ 9aCTOTe Ha3HAYCHUsI JIeKapCTBECHHAS Tepa-
st (6e3 yJaeTa IaTOreHeTUIEeCKOil ¥ TeHO3aMECTUTEIIBHOI)
COCTaBJISIET 11 aHAIM3UpyeMoit nomysaiun 392 580 pyo.
B TOII.

BrImotHeH aHaM3 3aTpar Ha MMaTOreHeTHIECKYIO U Te-
HO3aMEeCTUTENIBHYIO JIeKapCTBeHHYIO Teparnuto. Ha MoMeHT
MIpOBeNeHNUS UccienoBaHus B [IepeueHb XXKM3HEHHO HEO0-
XOOUMBIX U BaXKHEHIITNX JICKAPCTBEHHBIX IIPEITapaToB BXO-
JIAJIN 2 3apeTUCTPUPOBaHHBIX 11 iedeHrss CMA jrekapcT-
BEHHBIX IpernapaTa: HycuHepceH 1 pucauruiam [10], mis
KOTOPBIX UMEJIMCH 3apeTUCTPUPOBaHHEIE 1IeHBI B [ocymap-
CTBEHHOM peecTpe MpeAesIbHBIX OTIYCKHBIX IIeH. Ha mpe-
ImapaT OHAaCEMHOTeH aberapBOBEK MMEINCH JAHHEIE O CTO-
HMMOCTH 3aKYIIOK.

B niepBy1o o9epenp BBITIOIHEH pacdeT CTOMMOCTH JICUSHVIST
JIeKapCTBEHHBIM TIperapaTtoM pucauriiam [18]. Ha momeHT
MIPOBEIECHUST JAHHOTO MCCIIEIOBAHMS CTOMMOCTD Ha JISKApCT-
BEHHBIN MIPerapar pUCInIuIaM COCTaBIsiIa okoso 605 605 pyo.
[10]. C yueToMm pacnipeeieHus IMaleHTOB MEXIY BECOBBIMU
TPYITIIaMK — OT 2 Mec JI0 2 JIET, OT 2 JieT ¢ Maccoi Tena <20 Kr
1 OT 2 JIeT ¢ Maccoii Tejia >20) KT — yCTaHOBJIEHO, YTO Ha IaTo-
TEHETUIECKYIO TePaIIHIO MAIMEHTOB TIPEapaToM PUCAUTIIAM
Heobxomumo 711 552 874 py6. B oI,

Hanee paccunTaad CTOMMOCTD JICUCHUS TIpeIrapaToM
HycuHepceH [18]. Ha MOMeHT TipoBeneHUsT HACTOSIIETO
HCCIIEIOBAaHUS CTOMMOCTh IIpeTiapata COCTaBIIsIIa TIOPSIIKa
5138 691 pyO6. [10]. 115t TOro, 4T0ObI y4eCTh IOTEHLIMAIBHOE
CHITXKEHWE CTOMMOCTH JISUCHUST HA4MHasI CO 2-TO TO/a Tepa-
MMM, C YYETOM TOTO, YTO B HACTOSIIIEH pabOTe TTPOBOIUATCS
aHaJIM3 3aTpar 3a | Tom, TIpOBe/IeH PacueT CpeIHei CTOMMOCTH
JIedeHUsT 1-TO 1 ITOCTICAYIOIIETO TooB. B pe3ymbrare cpennsis
CTOMMOCTB JiedeHmsI TiperraparoM CITMHpasa B TOII COCTaBIISI-
et 23 124 109 py6. C y4eToM aHATM3NPYeMOU TTOIYIISIIIAN
CTOMMOCTB Tepanuy coctasisieT 1 882 302 433 py0. B rox.

1t pacyeTa CTOMMOCTH TEPAITUH TIperapaToM OHACeM-
HOTeH a0ermapBOBEK MCIIOIb30BaHbI JaHHBIC ¢ O(UIINATb-
HOTO caiiTa TOCYTapCTBEHHBIX 3aKYIIOK U CBEICHUS O T10-
TpedHoct [11, 13—14]. B pe3ynbrare ycTaHOBIIEHO, UTO JIJIST
smeyenus 10 mamuenToB Heooxomumo 1 100 000 000 pyo.

IIpsiMble HeMeaMIMHCKHME 3aTPaThl. B HacTosIIIIeM mc-
CJIeIOBAaHUU YUTCHBI TaKMe COLIMAJIbHBIC BBHITLIATHI, KaK
exXxeMecsTIHas KOMIIEHCAIIMOHHAs BRITIaTa HepaboTar-
IIeMy WICHY CeMbU TPYIOCIIOCOOHOTO BO3PACTa, YXaKM-
BaloIleMy 3a peOCHKOM-MHBAIMUIOM, KOTOPBIA IIPU 3TOM
He moJty4JaeT nmocobue 1mo 6e3padorutie [19], HamOTOBBIN
BBIYET, pa3Mep OCHOBHOTO ITOCOOMS, €XXeMECSTIHO BBITUIA-
YBaeMOT0 peOCHKY-MHBAINIY. B pe3ynsraTe moacunTaHo,
YTO C YUYETOM TPYAOYCTPOICTBA POIMTEICH CYMMapHO
Ha COIMAJIbHBIC TTOCOOMS U TIEHCUHU 110 MHBAJIMIHOCTH B
rog Tpedyercs 75 627 497 pyo.

[IpaBo Ha BHITUTIATY TTOCOOMIT ITO BPeMEHHOM HETPYIO-
CITOCOOHOCTH TTPU HEOOXOTMMOCTH OCYIIIECTBICHUS yXOIa
3a OOJIBHBIM WICHOM CeMbU MMeeT KaXKIbIi padOTaIOIIIiA
poonuTeNh MO0 OmeKyH pebeHKa-mHBanuga co CMA.
ITo maHHBIM OMpOCca poauTesielt maeHToB 13 oHaa «CeMbr
CMA», B cpeHeM TaKOM PaOOTHHK ITPOITYCKAET 26 pabodymx

ITHe# 1o puarHe 00Ie3HN pebeHKa (M3 pacdeTa Ha BCeX
paboTarorx 1 HepadoTatoux poaureneii). C yaeTom pas-
Mepa JHeBHOro 3apabotka [20], maHHBIX ompoca O TPyIo-
YCTPOMCTBE poIuTesicii 3aTpaThl Ha IIOCOOMS TI0 BpeMEHHOM
HETPYIOCITIOCOOHOCTH B rof, coctasar 12 509 926 pyo.

Henpsmbie 3arparel. Henonosydennnrii (ymymeHHbIiA)
BKJIAJl B BAJIOBOi1 BHYTPEHHHIA MPOAYKT. B pesynbrare mpo-
BEIEHHBIX OIPOCOB YCTAHOBJICHO, YTO B CPEIHEM YXOI
3a OOJILHBIM PEOCHKOM OCYIIECTBIISICT OOWH M3 POITUTEICH.
C y4JeToM TOrO, 4TO CpemHsIs 3apaboTHas Iuiata B PO
1o maHHBM 3a [V kBapTan 2022 1. [20] cocTaBmia 2 347 pyo.
B IcHb, HEIOTIOJTYYeHHBIN (YITYIIeHHBIIT) BKJIA B BAJIOBOI
BHYTPECHHUM IMPOAYKT IS M3y4aeMOM IMOMYJISIIINNA COCTa-
Bt 154 197 900 py0. B ro.

Takum 06pa3oM, Ha OCHOBAaHWUM IIPOBEICHHOIO aHa-
JI3a 3aTparT IMOJIYYeHBI CICAYIONINEe Pe3yIbTaThl, IIPEACTaB-
JICHHBIE B TaOJIUIIE.

Pacuer 3aTpaT Ha CKpMHMHT TIPOBEACH C MCIIOb30Ba-
HUeM IaHHBIX opUIabHOM cTaTucTuKu Poccrara [21]
0 YHCJIEHHOCTY HOBOPOXIeHHBIX B PD B 2022 1. CTOMMOCTH
OTEYeCTBEeHHOTO JJaboparopHoro aHanm3a Ha CMA MetonoM
TIOJIMMEPa3HOM LIEITHOM peaKIny C TTOCICAYIONTM aHaTH-
30M KPHUBOH TUIABJICHUS C YYETOM 3aKyIIOYHOM CTOMMOCTH
PEaKTUBOB W PACXOTHBIX MaTepHUajiOoB M TPYIOBEIX 3aTpaT
MEIULIMHCKOTO nepcoHana, 1mo taHHbiM GI'BHY «Mennko-
TreHeTUYeCKuii HayyHbIl LeHTp uM. akan. H.I1. boukoBa»,
coctaysger 520 py6. Ha malMeHTa IUISI MAaCCOBOTO CKPH-
Hunra. ITo manueiM Poccrata [21], B 2022 . B Poccun
YHCJIO POAMBIINMXCS XUBBIMU B TeUeHHUE KaJICHOAPHOTO
roga cocraswiio 1 306 200, 9To npegycMaTprBaeT Py Ipo-
BEICHUN MacCOBOTO CKPMHWHTA HOBOPOXIeHHBIX Ha CMA
B paMKax BCEU CTpaHBI IPEICTOSIIINE 3aTPAThl B pa3Mepe
679 224 000 py6.

[Tpu aTOM HEepPaBUIBHO TyMaTh, YTO JaHHAS CyMMa
OymeT «1obaBIeHa» K TeKyIuM 3atpaTtaM. C OqHOM CTOpO-
HBI, BBeICHNE MacCCOBOTO CKPMHUHTA TIPUBEACT K TOMY,
YTO YMCJIO €KETOMHO BBISIBIISIEMBIX ITAIIMEHTOB YBEJIMUNT-
cs co 180 mo peanbHOI BEMMUMHBI PAaCIPOCTPAHEHHOCTH.
C npyroii CTOpOHBI, CBOEBPEMEHHO BBISIBJICHHOE 3a00J1eBa-
HHE 1 BOBpeMsI Ha3HaueHHOe 3(DEKTUBHOE JICICHNE MOTYT
MPUBECTU K CHIDKEHUIO 3aTpart [22—31] Ha criermanm3upo-
BaHHYIO 1 MTAJUTMATUBHYIO METUIIMHCKYIO TTOMOIIb U3 pac-
yeTa Ha aHajmM3upyeMylo nomnyisuio Ha 54 073 271 pyo.,
MPSIMBIX HEMEIUILIMHCKMX 3aTpaT Ha 88 137 423 py0., a Tak-
JKe HeTpsIMBIX 3aTpat Ha 154 197 900 py0., 94TO B COBOKYII-
HOCTH cocTaBjisieT >7 % ot Tekyiero opemernn CMA.

Jomymenns uccaenosannsa. YyBCTBUTEIHBHOCTD TECTa
B paMKax CKpMHMHIa cocTaBisieT 99 %, B uccienoBaHUU
CIeIaHo JOMYIIeHNE 00 OTCYTCTBUH JIOKHOTIOJIOKUTETh-
HBIX 1 JIOXXHOOTPUIIATEIFHBIX PE3YIbTaTOB.

B Oymymiem 4mciio mamyeHTOB, He TTOIyJaloInX Jie-
KapCTBEHHYIO TePaInio, MOXET YMEHBIINTHCS OJ1aromapst
PaCIIMPEHMIO TOCTYITHOCTH JIEKapCTBEHHBIX IIPEITapaToB
B paMKax gesteiabHocTi poHga «Kpyr noopa». Takum oOpa-
30M, TTOCJIe BBEACHUS PACIIMPEHHOTO HEOHATaJIbHOIO
CKpWHUMHTA, C MOCTYIUICHNEM HOBBIX TaHHBIX O YHCIIE
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Results of cost analysis before the introduction of screening for newly identified patients with spinal muscular atrophy per year

Expenses

Junarnoctuka CMA
Diagnosis of SMA

JnarHoctuka ociaoxHeHuit CMA
Diagnosis of complications of SMA

CHG].[I/IaJII/BI/IpOBaHHaH MEOULIMHCKaA MMOMOILIb IO MpUYnHaM CMA

Specialized care for causes of SMA

CHC].[I/IZUII/I3I/IDOBaHHa$[ MCIUIIMHCKAA ITOMOIIb I10 ITPpUYNHaM ocioxHeHuit CMA

Specialized care for causes of SMA complications

IMTanauaTrBHas TOMOIIb
Palliative care

JlekapcTBeHHas Tepanus
Drug therapy

3anaTI>I Ha COLIMAJIbHBIE TOCOOMS U TIEHCUIO MO0 MHBATUIHOCTA

Social security and disability pension costs

3arparhl Ha OCOOMS IO BPEMEHHOM HETPYAOCIIOCOOHOCTH
Temporary disability benefits costs

VYiyleHHbI BKJIaJ B BAIOBOM BHYTPEHHUI TPOLYKT
Forgone contribution to gross domestic product

Hmoeo
Total

Ilpumeuanue. CMA — cnunanvHas moieuHas ampogus.
Note. SMA — spinal muscular atrophy.

Cost based on one year for newly identified
patients, RUB

1972163

1 660 904
46 245 677

3255185

4 572 409

3694 247 887

75 627 497
12 509 926
154 197 900

3994 289 548

MAIMEHTOB, MOyYAIOIMX TATOTEHETUIECKYIO U 3THUOTIA-
TOTEHETUYECKYIO TePANUIO, U UBMEHEHUN CTOMMOCTH Jie-
KapCTBEHHBIX MPETNIapaToB M MHIEKCAIINY 3aTPaT Ha COLU-
aJbHBIE YCIYTU, B OyayllleM NOTpeOyeTcs mepepacyer
conmanbHO-9KOHOMIYeckoro opemenn CMA. Hoseble yc-
JIOBUSI BeIeHSI TIALIMEHTOB TTO3BOJISAT OLIEHUTD 3aTPaThl HA
CTIEMATTM3MPOBAHHYIO METUITMHCKYIO TIOMOIITb TTAIIMEHTaM
co CMA, crienaam3npoBaHHYI0 MEAVIIMHCKYIO TIOMOIIb
10 MpUYMHaM ociokHeHN CMA, HeoOXOTMMOCTb B TTajI-
JINATUBHOM TIOMOIIY Y HETIPSIMbIE PACXOIBI.

B pacyerax npsiIMbIX HEMEIUIIMHCKMX 3aTPaT HE yIUTHI-
BaJIVCh PETMOHAJTLHBIE COLMATTBHBIE OTUIATHI, TAK KaK CPe/i-
HWIA pacyeT MaTeprUaIbHOTO 0OeCTIeYeHUs PeOEHKA-UHBAINAA
TIPEBBIIIIACT BEIMUMHY MPOXXUTOYHOTO MUHUMYMa B PO,

BoiBOAbI

1. CommanpHO-3K0HOMIYecKoe Opemst CMA Ha BbISIB-
JIEHHBIX MAlMEHTOB COCTABIISLIO TIopsinka 3 994 289 548 pyo.
B TOJ, 10 BBEIEHUSI CKPMHUHTA. 3aTpaThl Ha CAaMO BHEApE-

HME MacCOBOTO HEOHATAIIBHOTO CKPMHUHTA COCTABSIT OKO-
J10 679 224 000 py6. B rom.

2. CBOEBpeMEHHO BBISIBJIEHHOE 3a00JIeBaHNE 1 BOBpE-
MsI Ha3HaYeHHOe 3(P(HEeKTUBHOE JIeUeHNE MOTYT TPUBECTH
K CHIDKEHUIO 3aTpaT Ha CIEeIMATM3UPOBAHHYIO U MTAJUTUATUB-
HYIO MEITUIIMHCKYIO TIOMOIIIb U3 pacueTa Ha aHATM3UPYeMYIO
monyssiivio Ha 54 073 271 py0., mpsiMbIX HEMEAVTTMHCKUX
3aTpar Ha 88 137 423 py0., a TakKe HETPSAMBIX 3aTpar
Ha 154 197 900 py0. B rof, 4TO B COBOKYITHOCTH COCTaBJISI-
et >7 % ot paccunTaHHOTO romoBoro 6pemeHn CMA.

3. BBenenume MaccoBOro CKpUHWHTA MPUBEIET K €XKe-
TOJTHOMY YBEJIMYEHUIO YMCTIA BBISBISIEMBIX MAIlMEHTOB
¢ Tekymmx 3HaueHwuit (180 meteit) mo peasbHOI BETUIMHBI
pacnpoCTPaHEHHOCTU TIPU PETUCTPALlMU TAIMEeHTOB
¢ 6onee nerkumu hopmamu CMA. Bospacter motpeGHOCTh
B JIEKAPCTBEHHBIX TTperapaTtax U MeIULIMHCKOM TTOMOIIN
B LIEJIOM.

4. Ilpm atoM getu ¢ nuarHo3oM CMA He OymyT yMuparhb
B paHHUE TOMBI XXKU3HU, UX BIKUBAEMOCTb U TTPOJOIKU-
TEJTLHOCTb XU3HU YBEJINYATCS, YITYIIITUTCST KAYECTBO KMU3HU,
CHU3UTCST MJIafieHYeCKasi CMEPTHOCTb, UTO SIBJISIETCSI OCHOB-
HOM 337a4eli HEOHATAIbHOTO CKPUHWHTA M OJHOU U3 LEe
HallMOHAJILHOTO MPOeKTa «3paBOOXpaHEHHUE».
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