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Provision of medicinal products to children with orphan diseases in the Rostov region
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JlekapcTBeHHOe oGecneueHne aereit ¢ opGaHHbIMA 3200/I€BAHMAMH SIBJISIETCSI AKTYAJIbHOM NMPOOIEMOIi, TAK KaK NPH €€ PelIeHnH
3aTParuBalOTCA MEANIMHCKHE U CONMAbHbIE MPodieMbl. Ilesib padoThl — M3yyeHHEe COMUATBHO-IKOHOMUYECKHX ACTIEKTOB JeKap-
CTBEHHOTO o0ecneyeHus aereii ¢ opdanHbiMu 3a00eBaHussMH B PocToBCKoii 001acTH.

B pernonanbHom cermenTe PenepaibHOro perucTpa 00JbHBIX ¢ Op(haHHbIMU 3200/1eBAHHSAMH NAIMEHTHI B Bo3pacTe 10 18 Jier co-
cTaBJsiOT 00J1ee 65% (Temn npupocTa 76,6%), Kaxblii BTOPOi NAMEHT HMeeT HHBAJIMIHOCTh. YCTAHOBJIEHA CTPYKTYpa HO30,J10TH -
geckux (hopm opdanHbIX 32001eBaHMIl y TAIMEHTOB B Bo3pacTe 10 18 jieT. AHam3 cTOMMOCTH NATOreHe THIECKOii Tepanuu 00JbHBIX
¢ opaHHBIMH 3200JI€BAHUSAMI NO3BOJIA YCTAHOBUTD TOIN-5 HanOoJiee (PUHAHCOBO-3ATPATHBIX HO30JIOTHIA. YUUTHIBASA 0COOEHHOCTH
MaTOreHeTHIECKOii Tepaniu ophaHHOro 3200J1€BAHMS H 0COOBIE YCIIOBHS BBEIEHHS PENAPATOB, MOKA3aHA HEOOXOIMMOCTH Mepepac-
npeeieHus: (PUHAHCUPOBAHMS MeINIMHCKOM MTOMOIIM H ONOJIHATEIHHOTO npuBJedenus cpeacts OMC. YeraHosieHo, 4o opdan-
HbIe 3200JIeBAHKS HE MOTYT OBITh BKJIIOYEHbI B KJIMHUKO-CTATHCTHYECKHE TPYIIbI BMECTE C IPYTMMH HO30/I0TUsIMU, HE OTHOCSIIAMM-
cs1 K opdannbiv. IIpu onpesesieHin OPUEHTHPOBOYHONH CTOMMOCTH MEIHIIMHCKOI MOMOLIM W JIEKAPCTBEHHON TEpanui He0OX0IUMO
(hopMupoBanne cCaMOCTOATEIBHBIX KJIMHUKO-CTATHCTHYECKUX IPYIII MO KAXKIOMY opdhaHHOMY 3200J1eBAHHIO U Pa3padOTKa MoKa3a-
TeJiell, XapaKTepu3yIUX KJIMHHIECKHE PeCypchl. PaccMoTpeHsI BONPOChl HEOOXOIUMMOCTH COMMAIBHOI aaNTAIMH JeTei ¢ opdaH-
HbIMH 3200JIeBAHUSAMH.

Karoueevte caoea: demu, opghannsie 3a60neéanus, Pocmosckas obnacms, nekapcmeertoe obecnevenue, MeOUyUHCKAas nNomMoub, Cou-
anbHAs A0anmayus.
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nepuHaron v neguarp 2018; 63:(4): 95-100. DOI: 10.21508/1027-4065-2018-63-4-95-100

Provision of medicinal products to children with orphan diseases is an urgent problem, because its solution involves medical and social
issues. The aim of this work was to study the social and economic aspects of provision of medicinal products to children with orphan
diseases in the Rostov region.

In the regional segment of the Federal Register of patients with orphan diseases, patients under the age of 18 years represent over
65% (rate of increase 76.6%), one in two patients has a disability. Structure of nosological forms of orphan diseases of patients under
the age of 18 years has been determined. An analysis of the cost of pathogenetic therapy of patients with orphan diseases allowed to
establish the top-5 most financially costly nosologies. Given the peculiarity of pathogenetic therapy of orphan disease and special
conditions of the administration of medicines, the need for redistribution of financing aid and additional attraction of CHI funds
has been shown. It has been established that orphan diseases may not be included in the clinical and statistical groups together with
other nosologies, not related to the orphan ones. When determining the estimated cost of medical care and medicinal therapy, it is
necessary to form independent clinical and statistical groups for each orphan disease and develop indicators, characterizing clinical
resources. Discussed the need for the social adaptation of children with orphan diseases.
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JIeKapCTBeHHoe obecrieyeHue nereil ¢ opdaHHBIMU
3a00JIeBAaHUSIMU SIBJISIETCS] aKTyaJIbHOM MPOOIeMOi,
TaK Kak TPy ee PelIeHWM 3aTparuBarOTCsl BaXKHbIE Me-
NUIMHCKHWE Y colldajibHble Bompockl. Llenb Hacrosiei
paboOThl — U3yYEHUE COLMATBHO-9KOHOMMYECKUX acIeK-
TOB JIEKAPCTBEHHOTO obecrnedyeHus: aeTeil ¢ oppaHHBIMU
3abosneBaHusiMU B PocToBcKoil 001acTu.

MaTepuan U MeToAabl ucciiegqoBaHng

Ha ocHOBaHUM peTPOCIIEKTUBHOTO aHAIM3a 3a ITepu-
on 2012—2017 rr. u3y4eHa YHUCIEHHOCTh OOJILHBIX C Op-
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¢daHHBIMU 3a00JIEBAHUSIMU B PErMOHAJIBHOM CETrMEHTE
DenepaTbHOTO peTHCTpa; VYIACAbHBIM Bec MalieHTOB
B Bo3pacTe 10 18 jeT; mokasaresn WHBAJIUIHOCTH 3TOM
TPyNIbl TTAlIMEHTOB. MeTOIOM CpaBHEHMS YIOSTbHBIX
MmokasarteJieil YCTaHOBJIeHa CTPYKTypa HO30JOTUYECKHUX
dopM opdaHHBIX 3a00JIeBaHUI y MMALIMEHTOB B BO3pacTe
nmo 18 mer. IlpoBeneH aHaIM3 CTOMMOCTH MaTOreHETUYE-
CKOI Teparnuy M 3aTpaT perMOHAIbHOTO OIoIKeTa Ha Jie-
YyeHHUe STUX MalUeHTOB.

Pe3ynbTathbl U 06CcyXaeHus

Ilepeuens opdaHHBIX 3a00IeBaHNIT BKITIOYaeT 24 HO-
3o0siorn4yeckre (hopMbl/TPYMIIbI MTaTOJOTUU, JIEKAPCTBEH-
Hasl Tepamnusi KOTOpPbIX (PMHAHCUPYETCS M3 PETHMOHab-
Horo Owomxera [1]. YucieHHOCTh OONBHBIX ¢ OphaHHOM
MaToJIOTuell B peroHaabHOM cerMeHTe DenepasbHOTO
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peructpa B PocToBckoii obactu yBeauuuiach co 153 ye-
soBek B 2012 . mo 287 B 2017 1., B TOM 4MClie OTMeUe-
HO yBeJWYeHUEe KOJMYeCTBa OOJbHBIX JeTell B BO3pacTe
no 18 net. Tlokasarenu, xapakTepu3ylollue peruoHalb-
HBIIM cerMeHT DenepallbHOTO perncTpa Jull ¢ opdaHHbI-
MU 3a00JIeBaHUSIMU, TIPEACTABIEHBI B Ta0. 1.

B pernonanbHOM cermeHTe DemepallbHOTO perrcTpa
OOJIbHBIX € opdaHHBIMU 3a00JIeBaHUSIMU TIpeodiana-
0T TIALIMEHTHI B Bo3pacTte 10 18 jieT, ux 10Js1 COCTaBIsIeT
6osee 65%. OmHAKO OTMEUaeTCsl CHIDKEHUE KOJIMYECTBa
GOJTbHBIX TAHHOW KaTerOpUM, CBSI3aHO 3TO C IMOJTyYeHU-
eM TaKUMU OOJIbHBIMU CBOEBPEMEHHON Tepanuu 3¢ dek-
TUBHBIMU JIEKAPCTBEHHBIMU TIperiapaTaMy, YBeJTUIeHUEM
MPOIO/DKUTETBHOCTU SKU3HU U TIEPEXOIOM 0 JTOCTIKE-
HuM 18 J1eT Bo B3pOCIBINA ceTMEHT. B To ke Bpems B pe-
THCTpe abCONIOTHOE KOJUYECTBO TMAlMEHTOB A0 18 jer
VBEJIMIMIIOCH Ha 82 4esloBeKa, TeMIT MPUPOCTa COCTABUIT
76,6%. YBenudeHHre YUCIEHHOCTU OOYCIIOBIIEHO TPOBO-
JVMBIM HEOHaTaJlbHbIM CKPUHUHTOM Ha TISITb HO30J10-
rudyeckux Gopm, a Takxke c(pPopMHUPOBAHHOW CHUCTEMOI
NMarHOCTUKK opdaHHBIX 3a0oneBaHuii. Kak cnemyer
u3 1ab. 1, KaXkplii BTOpOH TallMeHT B Bo3pacTe jio 18 jer
“MeeT MHBAJIMIHOCTh, YPOBeHb MHBaIUAHOCTU B 2012 .
coctaBun 46,7%, B 2017 . — 58,2%. Opdannbie 3a0071€-
BaHUS SIBJISIIOTCS TIPUYMHON CMEPTU B TeUEHUE TEPBOTO
roja XXu3Hu B 35% cityyaeB, B BO3pacTHOM rpyrie 1—5 et
B 10% u B Bo3pacte 5—15 ner B 12% ciyvaes [2].

OCHOBHBIMU 3JIEMEHTAMM CUCTEMBI OKa3aHUS M-
IIMHCKOM W JIeKapCTBEHHO! MOMOIIN TAlIMEHTaM C pell-
KUMM 3a00JIeBaHUSAMU  SIBJISIIOTCS  TTONTBEPXKIAIoIIast
JMIMarHOCTHKA W OKOHYATeJbHOE YCTAaHOBJIEHWE IUarHo3a
opdanHoro 3aboneBaHus. OCylIecTBIIETCSI 00s13aTeNb-
HOe BKJIIOYEHWE JaHHOTO TMallMeHTa B PETMOHATbHBIN
cermeHT DefepadIbHOTO perucTpa OOJBLHBIX ¢ OpdaHHbBI-
MM 3a00JIeBaHUSIMU, YTO JaeT eMy TpaBO Ha Tocyaap-
CTBEHHYIO TTOMIEPKKY JIsT 00eCITeYeHUsI JIeKapCTBEHHBI -
MM TIperapaTamMu, CrelMaIu3uPOBAHHBIMU MTPOIYKTAMU
JIe4eOHOTO TUTAHUS, TEXHUYECKUMU CPEICTBAMM U CPEJI-
CTBaMM TI0 yXomy. B cooTBeTcTBUM CcO cTaThsmMu 16 u 83
DenepanbHoro 3akoHa ot 21 Hosiops 2011 . Ne 323-P3
«O0 ocHOBax oOxpaHbl 310pOBbsl TpaxkaaH B Poccuii-
ckoit Meepallnv» OpraHU3aLMsT 00eCTeYeHNs TpaXkaaH
JIEKapCTBEHHBIMU TIperiapaTaMy JIJIsT JIEUEHUST PEeIKUX

OBMEH OlbITOM

(opdaHHBIX) 3a00JIeBAaHUI OTHOCUTCSI K TOJHOMOUMSIM
OpraHoB TOCYIapCTBEHHON BiacTu cyobekToB Poccuii-
ckoit Menepanyn B chepe OXpaHbI 3TOPOBBSI.

B PoctoBckoii 061acT B COOTBETCTBUM C TIpUKa-
3oM MunsapaBcolpa3sutus P® ot 22.03.2006 Ne 185
«O MaccoBOM 00CeTOBAaHUM HOBOPOXICHHBIX IeTeit
Ha HacJIeJICTBEHHbIE 3a00JIeBaHUsI» MPOBOAUTCS HEO-
HaTaJbHBI CKPUHWHT B TOCYTAPCTBEHHBIX U MYHUIIM-
MaJIbHBIX YYPEXACHUAX 3IpaBOOXpPAaHEHUST BCEX HOBO-
POXIEHHBIX JeTell Ha HaJludue TISITA HaCIeICTBEHHBIX
3a00JIeBaHUI: apEeHOTeHUTAIBHBIN CHHAPOM, TaJaKTO-
3eMUsI, MyKOBUCIINI03, (DEHUITKETOHYPHSI, BPOXKICHHBII
runotrpeo3 [3]. PanHss mmarHocTka HacjeACTBEHHBIX
3200JIeBaHUI TTO3BOJISIET TIPEAYNPEAUTh Pa3BUTUE CUM-
MTOMOB 0OJIE3HW, a CBOEBpEMEHHOE Havayo JIeUeHUs
MO3BOJISIET MPEAOTBPATUTh MHBATMAN3AIUIO U YIYIIIUTh
KavyeCTBO XXW3HU JCTE.

Hns MHOTMX Op(aHHBIX 3a0ojieBaHUII HeoOXoauMa
OUOXUMMYECKAsT M MOJIEKYJISIPHO-TeHETUYeCKast TMarHo-
cruka. B PocroBckoii ob6iactv mpoBOIMTCS OMOXUMM-
yeckasl JUATHOCTHMKA Peakux (opM HapylleHWid obMme-
Ha aMWHOKHUCJIOT, OPraHWIECKUX KUCJIOT U HapyIIeHU
OKUCJIEHUS XUPHBIX KUCIOT C UCMOJb30BaHUEM TEXHO-
JIOTWIY TAaHIEMHOM MacC-CIeKTPOMETPUN. DTO TTO3BOJISET
JIMarHOCTUPOBATh TUPO3MHEMMIO, OO0JIE3Hb <«KJIEHOBOTO
CHUpOTIa», IPyrre BUIBI HApyIIeHU oOMeHa aMUHOKWC-
JIOT C Pa3BeTBJICHHOM IlIeMblo (M30BajepraHoOBasT alll-
IeMHsl, METUJIMAJIOHOBas aluAeMusi, TPOMMOHOBAs
alMIeMHKst), TOMOLIMCTUHYPUIO, TIIYTApOBYIO allMIypPUIO,
HapyIlIeHusT oOMeHa XKUPHBIX KUCIOT. TakuM o0pa3oM,
B obsactu 1o 9 u3 24 opdaHHbIX (peaKuX) 3a00eBaHUI
OCYIIECTBIISIETCS TIOATBEPIKAAIOIIAs TUarHOCTUKA, a JIJIsT
11 3abosieBaHMUlT MMeETCs CUCTeMa JAUCITaHCepHO-AUHA-
MUYeCcKOoro HaOmoneHus [4].

B IOxHOM denepaibHOM OKpyre (YHKIIMOHUPYIOT
JTabopaTOpUM MOJIEKYJISIPHO-TEHETUUECKON TUAarHOCTH-
KU Ha 6a3e MEIMKO-TeHETUYECKUX LIEHTPOB M KOHCYJIb-
Taumii. OgHako ISt OOJBITMHCTBA OpQaHHBIX 3a0o0Je-
BaHUII TpeOyeTcs] MUArHOCTMPOBAaHWE B JabOPaTOPUSIX
denepaibHOTO YPOBHSI.

PanHeMy BBISIBIIEHUIO, JIEYEHUIO Y peaOVIIUTALIIY e~
Teil ¢ penkumu (opdaHHBIMU) 3a00JIEBAHUSIMU CITOCO0-
CTBYIOT MEPOTIPUSITUS, YTBEPKACHHBIE PACITOPSIKEHUEM

Tabauya 1. XapaKTepuCTHKA PerHoHAIBLHOrO cerMenta MenepanbHoro peructpa 00JbHbIX ¢ Op(hAHHBIME 3200I€BAHUSAMHA
Table 1. Characteristics of the regional segment of the Federal Register of patients with orphan diseases

IToka3zarenn 2012 r. 2013 r. 2014 r. 2015r. 2016 r. 2017 r.
Bcero 601bpHBIX 153 205 208 242 272 287
KonmaectBo 601bHBIX B BO3pacTe 10 18 jer:
aoc. 107 117 133 151 180 189
% 69,9 57,1 63,9 62,4 66,2 65,9
Temn mpupocTa YMCICHHOCTH TTAlIMEHTOB B BO3pacTe . 9.3 243 41,1 68.2 76.6
1o 18 ner, %
WMuBanmuoHOCTH 10 18 neT:
aoc. 50 56 67 77 106 110
% 46,7 47,9 50,3 51,0 58,9 58,2
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Kocsakosa H.B. JlekapcTBeHHOE obecriedeHue aeTeii ¢ opdaHHbIMU 3a00/eBaHusIMU B PocToBCKOIT 001acTu

IMpaButenbctBa PO ot 31.08.2016 . Ne1839-p «KoHmemn-
OUs pa3BUTUSA paHHeN momomu Ha nepuon 10 2020 ry.
Lenbio sBIsIeTCss pa3paboTKa OCHOBHBIX TPUHIIMIIOB
U TIOJIOXKEHWI JIJIST CO3MaHUsT YCJIOBUIM TIPeIOCTaBICHUS
YCIYT paHHEN TTOMOIIM, 00ECTIeUnBaIOIIMX pAHHEE BbISIB-
JIEHUE HapYLICHWI 3I0POBbS M OTPAHUYEHUN XKU3HEIEsI-
TEJTBbHOCTH, ONITUMAJIbHOE Pa3BUTHE W afdanTalluio IeTeld,
WHTErpalio ceMbu M pebeHKa B 0OIIeCTBO, Mpodu-
JIAKTUKY WOV CHUXKEHUE BBIPAXXKEHHOCTU OTpaHMYeHUI
SKU3HEAEITEIbBHOCTH, YKpeTIeHe (PU3NIecKoro 1 Tcu-
XUYECKOTO 3I0POBbS, TIOBBIIIIEHNUE JOCTYITHOCTA 00pa30-
BaHWUS /151 AeTeH 1ieeBOM Irpynisl [5].

AHAJIN3 peTMOHAIBHOTO PETUCTPa OOJBHBIX B BO3pacTe
1o 18 et ¢ ophaHHBIMU 3a00JIEBAHUSIMU TTO3BOJIAJT YCTa-
HOBUTB CTPYKTYPY HO30JIOTMUECKHX (hOpM OpdaHHBIX 3a-
6oneBanuii B cootBeTcTBUM ¢ MKDB 10. OcHOBHYIO rpyrmimy
COCTaBJISIIOT 0OJIE3HU SHAOKPUHHON CUCTEMBbI, pacCTPOii-
CTBa MTUTaHUsI M HApYIIIEHUsT OOMeHa BEIeCTB. DTa rpyIina
obbenuHseT 16 (hopM MaTOJOTUH: TUTIEPMYHKIINIO THUTTO-
¢uza, HapyuieHUs1 oOMeHa apoMaTUYECKUX aMUHOKMC-
JIOT, HapyllIeH!sI 0OMeHa aMUHOKHMCJIOT C pa3BEeTBJIEHHOMN
LIETThI0 M OOMEHA KUPHBIX KUCJIOT, JAPYrde HapylIeHUs
oOMeHa aMMHOKMCIIOT, YIJIEBOIOB, HapylleHus oOMeHa
C(hUHTONMMMIIUIOB U Apyrre OOJe3HU HAKOIICHUS JIMIHU-
JIOB, HapyIlIeHWs] oOMeHa TITIOKO3aMUHOTJIMKAHOB, Hapy-
1IeHus1 oOMeHa ropdupuHa 1 OUIMpyOrHa U HapyILIEHUST
MUWHEpPaJIbHOTO 0OMeHa. DTN (OPMBI MATOJIOTUU COCTaB-
Jis10T 0T 63,2 10 70,2% B CTpyKTYype 3a00IeBaHU TTallneH-
TOB perMoHaIbLHOTO perucrpa (puc. 1).

Ha Bropom Mecte (0k0510 20% ) B CTPYKTYpe HAXOHSATCST
3a00J1eBaHNSI KOCTHO-MBIIIEYHOW CUCTEMBI M COSTUHU-
TeJIbHOW TKaHU (IOHOIIECKWI, IOBEHWJIbHBIN apTpUT).
Bone3nu KpoBH, KPOBETBOPHBIX OPTraHOB U OTAEJbHbBIE
HapyIlIeHWsI, BOBJIEKAIOIINEe WMMYHHBII MeXaHW3M,
MpeACTaBIEHBl IIECThI0 HO30JOTMYECKUMU (opMaMu
1 coCTaBJsIIoT oT 6,6 10 10,1%. BpoxneHHbIe aHOMaTUN
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(TTopoku pa3BuUTHST), OeOpMalIM U XPOMOCOMHbBIE Ha-
pyIreHus 3aHUMAaIOT okouto 8,0%.

KoHTeHT-aHanmn3 CTaHIZapTOB METUIIMHCKOM TTOMO-
11 1o 24 penkum 3ab0seBaHUsIM/TpyTinaM 3a00J1eBaHuU
MOoKa3aJl, YTO OTCYTCTBYIOT CTaHIAPTHI IO CIEAYIOIINM
HO30JIOTUSIM: TIapOKCH3MaJibHasT HOYHAsT TeMOTJIOOMH-
ypus (6one3nb Mapkuadabsi—Mukenu) D59.5, nedekt
B cucteme komruiemeHta D84.1, ramakrozemusi E74.2,
mykormonmucaxapumo3, tan [ E76.0, He3aBepleHHBIM
ocreoreHe3 Q78.0.

st HEKOTOpBIX 3a00JIeBaHUI CTaHIAPTHI MMEIOTCS
TOJIBKO JIJIST OTAEbHBIX KATeTOPHIl TMAIlIUEHTOB: JIJIsT Jie-
Teilr — 15 craHmapToB, IS B3pOCHBIX — 7 CTaHAApTOB
W OIWH CTaHAApT IS AeTeil U B3pOCibIX. JIeBATh cTaH-
JApTOB YTBEPKIAIOT TEPBUYHYIO MEIUKO-CAHUTAPHYIO
TTOMOIIb JUTSI aMOyJIaTOPHOTO 3Tara U TOJTbKO OJWH CTaH-
JapT — JUIS CTallMOHApHOro 3Tarna jedyeHus. B 16 craH-
JapTax yTBep:KIeHa CrieliuaIn3upoBaHHasT MeIUITMHCKAsT
TMOMOIIb — CTallMOHAPHBIN 3Tall, B § CTaHIapTax oruca-
HBI JIBa BUJIa YKa3aHHOi rmomoiiu. [1o 14 3a6oneBaHusiM
OTCYTCTBYIOT YTBEPKIACHHBIE CTAHIAPTHI OKa3aHUs aMOy-
JIATOPHOI TTOMOIIIH, a TT0 CEMU — CTAlIMOHAPHOMA.

BonabHbie ¢ penkumMu (opaHHBIMU) 3a00JI€BAHUSIMHA,
Bxogstiiumu B «Ilepeuens 24», obecrieunBarOTCs JIieKap-
CTBEHHBIMU TIperiapaTaMM 3a CYET CPEICTB 00JacTHOTO
Ooromkera. Ha maroreHeTmyeckoe JieyeHHE MAllMEHTOB
B Bo3pacTte 10 18 neT u3 obiactHoro 6iomkera PocTtos-
CcKoii obacTi u3pacxoaoBaHo ot 41,9 miH py6. B 2013 .
1o 194,4 maH py6. B 2017 1. (puc. 2).

ITpu atom o npuHATHS 3akoHa Ne323-D3 «O6 oc-
HOBaxX OXpaHbI 3M0pOBbsI IpaxkaaH B PD» (puHaHCOBbIE
3aTpaThl Ha JIEKapCTBEHHOE obecTiedeHre OOTbHBIX C Op-
¢daHHBIMU 3a0o0sieBaHUsIMU cocTaBisuin 11,0 mutH pyO.
B roa. [TomydeHHBIe pe3ybTaThl CBUAETEIBCTBYIOT O pac-
IIAPEHUHU JOCTYITHOCTH JIEKAPCTBEHHOM TTOMOIIIM A~
eHTaMm 1o 18 jet, nMeromuM opdaHHbIe 3a00JIeBaHMSI.

BonesHu cuctemol bonesHn KocTHo-
KPOBOOOPALLEHUSA MbILEYHOM CUCTEMbI
N coeguHUTENbHOMN
TKaHU

2013 m2014 w2015 m2016 m2017

Puc. 1. Dopmbl opdaHHBIX 3a00JIeBaHuii Y manueHTOB B Bo3pacTe 10 18 jet B coorBercTiu ¢ MKB-10
Fig. 1. Forms of orphan diseases patients up to 18 years, in accordance with ICD-10
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Puc. 2. 3arparsl (B MJIH. py0.) perHOHAIbHOTO 00/KeTa POCTOBCKOIT 00/1aCTH HA MATEreHeTHYECKOe JiedeHHe MaueH-

TOB opthanHbIMK 3a001eBaHusIMHU 10 18 et

Fig. 2. The cost of the regional budget for pategeneticheskoe orphan diseases patients to 18 years, min rubl.

AHaIN3 CTOMMOCTH TIATOTEHETUYECKOW Teparuu
0O0JIbHBIX C OphaHHBIMU 3200J1€BAaHUSIMU TTO3BOJIJT YCTa-
HOBUTb Haubosee (QUHAHCOBO-3aTpaTHbIE HO30JIOTUU
(tabn. 2). IlpencraBieHHbIe NaHHBIE CBUAETEIbCTBYIOT
0 HEOOXOIMMOCTU TOCYIapCTBEHHON MOMIEPXKKHA OOJTb-
HBIX ¢ OpaHHBIMU 3a00JJeBaHUSIMU, TaK KaK CTOMMOCTh
Teparnuu JOCTUTAET JIeCATKA MUJUTMOHOB PyOJieii B TO/I.

OCOOEHHOCTBIO TMaTOreHETUYECKOM Tepanmuyu MHO-
rux opdaHHBIX 3a00J€BaHU ABISIOTCS crielMduIecKre
VCJIOBUSI BBEJCHUS TIperapaToB — IO HaOI0JecHUEM
Bpaya WJIM HEMOCPEeICTBEHHOE BBeAeHEe KBATU(PUIINPO-
BaHHBIM, CITEIMAJbHO TTOATOTOBIEHHBIM COTPYIHWUKOM
(B 1e4eOHO-TPO(GUIAKTUYECKOM YUYPEXKIEHUN), a TaK-
Ke COOTIoIeHNe OCOOBIX YCIIOBUI XpaHEeHUs TperapaTa.
s obecriedeHUsT ITUX YCJIOBUI OOJIbHBIE HATIPaBJISIIOT-
¢ B CTallMOHAPHBIE OTAEJEHWST MEIUIIMHCKUX OpraHu-
3al1ii WIM OTAEJIEHUST THEBHOTO CTallMOHApa, YTO BEJET
K TIpo0JieMaM OpraHU3allMOHHOTO XapakTepa:

* 3aTpaThl Ha JIeKapCTBEHHBIE TIpeTiapaThl IJIsT Teparuu
opdaHHBIX 3a00JiIeBaHUI HE TPETYCMOTPEHBI B 00-
meM o0beMe CPeACTB TpU (PMHAHCUPOBAHWU MEIV-
LIMHCKOM OpTaHW3alINN;

* BO3HHMKAeT HEOOXOOUMOCTh TepepacrpeaeIeHUsT
(prHaHCHMpPOBAaHUS MEIUIIMHCKON TTOMOIIM, TaK KakK
oriata TpeObIBaHUST OOJBHOTO B YCIOBHUSIX CTAllAO-

Hapa ocymiecTBisiercs n3 cpeacts OMC, a puHaHCH-
POBAHME JIEKAPCTBEHHOMW MOMOIIM OOJTBHBIM C pel-
KuMHU 3a0oieBaHusMu 13 «[lepeuns 24» — u3 o01IeTo
o0beMa CpelCTB TePPUTOPUATBLHOM TTPOTrpaMMBbI TOC-
TapaHTHUi;

* OosbHOMY ¢ opdaHHBIM 3aboJieBAHMEM TpeOyeTcst
peryisipHas (HarpyuMep, OIWH pa3 B HEAeJI0) TOCITH-
Tajau3aius B CTAllMOHAp JUIS BBEIEHMS TperapaTa,
B 9TOM CJIyyae MTOBTOpHAas TOCTIUTAIU3AIUs paccMa-
TpUBaeTcs KakK AeeKT MEAUIIMHCKOM TTOMOIIIN ¢ Ha-
JIOXXKEeHUEM IITpadHBIX CAHKIIWIA;

* yTBepXaeHHbIe Tapudnl B cucteMe OMC s pacueta
CTOMMOCTHM 3aKOHYEHHOTO CJIydast JICUeHHs] He MOTYT
OBbITH MCITOJIG30BAHBI TIPU OTMpEAeIeHUN CTOUMOCTH
TOCTIUTAJIMIINM OOJTLHOTO C OpdaHHBIM 3a00/IeBaHIEM;

*  TIOHATHE 3aKOHYEHHOTO CITyJast JIe4eHUsT 00JTbHOTO He-
MPUMEHKUMO JIJIs1 JTaHHOM KaTeropuu 3abosieBaHuii [6].
Ha ocHoBaHun» MeToanyecKUX peKOMeHIalMii

Mo crocobaM OIuIaThl MEAULIMHCKOM TTOMOIIM 3a CYET

CpeACTB 00513aTeJIbHOTO MEIUIIMHCKOTO CTPaXOBaHUS» [7]

paccyrMTaHa OPUEHTHUPOBOYHAST CTOMMOCTD MOJydeHUS

MEIUIIMHCKOM YCIyru O0bHBIM C OpdaHHBIM 3a00JieBa-

Huem M 08.2 (FOHoleckuii apTpyUT ¢ CUCTEMHBIM Hava-

JgoM) — 55,5 ThIC. py0.: 6azoBas craBka 20,0 ThiC. py0. X

x ko3¢ duimeHT 3aTpaToeMKocT 1,85 x KoadduimeHt

Tabauya 2. Ton-5 ¢hMHAHCOBO-3aTPATHBIX HO30JI0THIT Op(haHHbIX 3a00/1eBanuii B PocToBckoii oomactu B 2017 1.
Table 2. Top-5 financially expensive orphan diseases technologies in the Rostov region in 2017

TOP Haumenosanue Ho3o10mmm 0 MKB 10 MHH nekapcTBeHHOTO CTOMMOCTB roI0BOTO Kypca
npenapara Jie4eHusi, MJIH pyo.
1 Myxkononucaxapuao3, Tun VI Tancynbdasza 47,5
2 Tuposunemus HutusuHon 34,4
3 Myxkononucaxapuao3, tumn 11 Wnypcynbhaza 33,4
4 Hpyrue cunronumnunoss: Humana—Iluka Murnycrat 10,9
5 Myxkornonucaxapumos, T | Jlaponunasa 9,1

Ilpumeuanue. TOP — Tepputopust onepexatoiero pazputusi; MHH — MexayHapoiHoe HeraTeHTOBaHHOE HaMMEHOBAaHME JIEKapCTB.
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YpoBHs 1,5 = cTOMMOCTB Cilydast JedeHust 55,5 Thic. pyo.
JloJst pacXomIoB Ha MeIVMKaMEHTBI TIPU JaHHOW KITWHU-
KO-CTaTUCTUUYECKOW Tpymiie coctaBuseT 40% v opueH-
TUPOBOYHAST CTOMMOCTh OKa3aHUsI CTAllMOHAPHOW MeIu-
LIMHCKOM momotiu — 22,2 Teic. pyo. [lonyueHHas cymma
MEHBIIIE CTOUMOCTH Op(haHHOTO TIperpaTta agaiuMymad
(37,4 ThIC. py0.), HEOOXOAMMOTO IS JICYEHUST OTHOTO 3a-
KOHYEHHOTO cryJas [6].

IMony4eHHBIN pe3yNbTaT CBUIETEIBCTBYET O TOM,
yTo opaHHBIE 3a00JieBaHUSI HE MOTYT OBITh BKJIIOUE-
HbI B KJIMHUKO-CTAaTUCTUYECKHE TPYIIIBI BMECTE C JIpy-
TUMU HO30JIOTUSIMU, HE OTHOCSIIMMUCS K Op(aHHBIM.
IMpu ompeneneHUH OPUEHTUPOBOYHON CTOMMOCTU Me-
JMUIIMHCKOM TIOMOIIM W JIEKapCTBEHHOW Teparuu He-
o0xoqumMo (QOPMHUPOBAHUE CAMOCTOSTENIBHBIX KIIMHM-
KO-CTaTUCTUYECKUX TPYMI TI0 KaXIoMmy opdaHHOMY
3a00JIeBaHUIO M pa3paboOTKa ToKazaTeseil, XapaKTepH-
3YIOIINX KIMHUYECKHUE PECYPCHI.

JIJIsT TIOTHOIIEHHO# XW3HM OOJBHBIE, CTpamalolne
ophaHHBIMU 3a00JIEBAaHUSAMU, HYXHAIOTCS HE TOJBKO
B JIEKapCTBEHHOM Tepanu, CrieIMaIn3uPOBAHHOM TTHTA-
HUU, TIOJIEPXKUBAIOLIEH Tepanu, HO U B KOPPEKTUPOB-
K€ COIMAbHOTO TOBEACHUS, JieueOHOM (HUBKYIBTYpE,
CaHATOPHO-KYPOPTHOM JIEYEHUHW. DTH BUIBI TTOMOIIN
JIOCTYTITHBI B TIEPBYIO O4Yepedb MPU HAJTWIUU WHBATUI-
Hoctu. [lyst GonmbHOTO pebeHKa TOJIBKO POMUTENN SIB-
JISTIOTCST OTMOPOM B (DOPMUPOBAHUM €TO KaK JTUIHOCTH,
obecrieueHUM TIOJIHOLIEHHOTO OOIIEHUsST W TTOJyYeHUs
ob6pazoBanus. [Ipu 3ToM U pebeHOK, U POAUTETN HAXO-
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