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AHHOTauUMSA

Obocnoganue. JlekapCTBEHHAs TIOMOIIb JIETSIM C PEAKUMHU 3a00JICBAaHUSIMH SIBIIICTCSI HEOTHEMIIEMOH YacThIO JILTOTHOTO
JIEKapCTBEHHOTO obecreueHust ocymiecTsisercs yepe3 Goun noxaepxku «Kpyr nobpay. Ludpousamus u cranapTusams
OGu3HEC-TIPOIIECCOB 000POTA JTEKAPCTBEHHBIX MPEMAPATOB MO3BOIUT YCTPAHUTH MPAKTHUECKHE TPYTHOCTH U PUCKH TIPH PEAH-
3aIUHN JICYCHHS IeTeH ¢ peKUMH 3a00IeBaHMsIMI Ha PETHOHAIBHOM YPOBHE.

Memooonocus. Ilpu uccienoBaHNN NPUMEHSIICS KOMIUICKC HAyYHBIX METOIOB CHCTEMHOTO, JIOTHYECKOTO, CTPYKTYPHOTO
aHanmu3a. OOBCKTaMU HCCIICI0BAHNS ObLTH BHIOPAHBI HOPMATHBHO-IIPABOBBIC aKThl, MEKIyHApOaHAsS Kiaccudukarys 6oe3-
Hel, [ocynapcTBEHHBIN peecTp JIEKapCTBEHHBIX CPEACTB, ENMHBIN peecTp 3aperucTpUpOBaHHBIX JIEKAPCTBEHHBIX CpecTB EB-
Pa3uiCcKOro SKOHOMHYECKOTO COI03a, TOBAPHO-YIETHBIC CHCTEMBI, aHATUTHUCCKHE JaHHBIE ¢ O(UINAIBHBIX CATOB OPraHOB
BJIACTH, PETYIUPYIOLINX BOIIPOCHI peIKHUX 3a001eBanuii 1 GoH/a MOANEPIKKY ST ¢ TSHKENBIMU KU3HEYTPOXKAIOIIMH H XPO-
HUYECKUMH 3a00JIeBaHUSIMH, B TOM YHCIIE peIKHUMU 3aboneBannsim, «Kpyr no0pay.

Pe3ynvmamet. BeIABIEHBI perHOHANBHBIE 0COOCHHOCTH IU(POBU3AINH JIEKAPCTBEHHOTO 00ECIeUeHNs ATl C PEAKIMHI
3200JIeBaHISIMHU.

3axniouenue. CoBepIICHCTBOBAHIE HOPMATHBHO-TIPABOBOH a3kl IH(POBOI TpaHCHOPMAIIMH U CTaHAPTU3ALNS TEPEUHS
JICKapCTBEHHBIX MPENapaTroB, He MMEIOINX TOCYIaPCTBEHHOI PErncTpaliy, Ha OCHOBE LH(pPOBON HHPOPMALIMH IITPUX-KO/IA
nmu Data-matrix xoza, mpuBe€T K ONTUMHU3AIMN UMEIOIHUXCS ITM(POBBIX pecypcoB B chepe odecredeHus JeKapCTBEHHBIMU
mpernapataMy TPaKaaH, CTPAAIOIINX PEIKUMH 3a00€BaHNSIMI Ha PETHOHAILHOM YPOBHE.
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Abstract

Background. Pharmaceutical care for children with rare diseases is an integral part of the state-sponsored drug benefit sys-
tem and is facilitated through the Circle of Kindness Foundation. The digitalization and standardization of business processes
for the circulation of medicines will help eliminate practical challenges and mitigate risks in managing treatment for these
children at the regional level.

Methods. The study employed a set of scientific methods, including system, logical, and structural analysis. The objects
of the study were regulatory legal acts, the International Classification of Diseases (ICD), the State Register of Medicines, the
Unified Register of Registered Medicines of the Eurasian Economic Union, inventory management systems, and analytical data
from the official websites of government agencies regulating rare diseases and the "Circle of Kindness" Foundation for Support
of Children with Severe Life-Threatening and Chronic Diseases.
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Results. Regional-specific aspects of digitalizing drug provision for children with rare diseases were identified.

Conclusion. Enhancing the regulatory framework for digital transformation and standardizing the list of unregistered med-
icines based on digital information from barcodes or Data Matrix codes will optimize existing digital resources in the field of
pharmaceutical care for citizens with rare diseases at the regional level.
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O6ocHoBaHue / Background

B CcoOBpeMEHHBIX YCIIOBHSIX JICKApCTBEHHAS I10-
MOIIb JICTAM C PEIKUMH 3a00JIE€BaHMSAMH SIBISICTCS
HEOTHEMJIEMOW 4YacThlO JIBTOTHOTO JICKAPCTBEHHOTO
obecnieueHus [1]. KoamaecTBO ManueHTOB ¢ peIKUMU
3a0oneBaHUsIME B cyObekTax P® yBemmumBaetcs [2],
9T0 TpedyeT NepeBosia MEXaHW3MOB B3aHMMOICHCTBHUS
MEXIy TOCYAapCTBEHHBIMH OpraHaMH, MEIUINHCKH-
MH U (papManeBTHYECKUMH OpPraHu3alMsIMH B LUPPO-
Boil opmart. LludpoBuszanus u craHmapTU3AIUS OM3-
HEC-TIPOLIECCOB 000pOTa JICKAPCTBEHHBIX MPENapaToB
Oyzner crocoOCTBOBAaTh IMOBBIMICHUIO ITPO3PAYHOCTH,
OIIEPAaTUBHOCTH W TIEPCOHAIN3AINHU JICKAPCTBEHHOTO
oOecrieueHus1, YT0 MO3BOJIHUT YCTPAHNTh MPAKTHICCKHE
TPYAHOCTH ¥ PUCKH NPH PEATHM3ALUM JICUCHUS JeTeH
C peaKuMH 3a00JIeBaHUSIMH Ha PETHOHAIBHOM YPOBHE.

Lienn / Objective

W3yunth ocoOeHHOCTH NHU(POBU3AUHN JIEKap-
CTBCHHOI'O O6€CHquHHH I[eTCﬁ C peAKNMHU 3&60H6Ba—
HUSAMHA HA pCTUOHAJIBHOM YPOBHC.

3apaumn

[IpoBecTn aHanmn3 COCTOSHUS JICKAPCTBEHHOU IO~
MOIIM ACTSIM CTPaJarolInX PEIKHMH 3a00JIeBaHHAMH
B SIpociiaBckom 00acTH.

OmnpenenuTs ciydan pelkux 3a00JeBaHMi, BBIIB-
JICHHBIX U 3apErHCTPHPOBAHHBIX HA TEPPUTOPHHU pe-
THOHA.

W3yunTh mudpoBble OM3HEC-TIPOIECCH MPH 000-
pOTE JIEKapCTBEHHBIX IPENapaToB, MIPUMEHIEMbIX TPH
JICYCHHUH PEAKUX 3a00JICBaHHH.

MeTtoponorusa / Methodology

HccrenoBanne MPOXOAWIIO B HECKOJIBKO OITAaIOB.
Ha HayanpHOM 3Tare NpOBOAWIICS aHAJHM3 PErHOHAIIb-
HOTO JICKAPCTBEHHOTO 00ECIICUCHHUS IeTel ¢ PeIKUMH
3a0oJeBaHUsIMU. BTOpOM STam BKIOYAT BBISBICHHUE
CIIy4aeB PEAKUX 3a00JeBaHHM, 3aperuCTPUPOBAHHBIX
B SIpociaBckoil o0nacTH M JICKapCTBEHHBIX Iperapa-
TOB JUIs UX JieueHus1. Ha ciemyromiem stare u3yvanoch
COBPEMCHHOE COCTOSIHHE LU(POBHU3ALMN OU3HEC-TIPO-
meccoB 000poTa JeKkapcTBeHHBIX mpemnapatoB (JIIT),
MOCTYMAIONIMX B PErHOH B paMkax DoHIa MOAICPIKKH
«Kpyra mobpa».

MaureHToopUeHTNPOBaHHaA MeanLumnHa 1 papmauna 2025 Tom 3 N23

B xoze uccneoBanys NPUMEHSIICS KOMITIEKC Hayd-
HBIX METOJIOB CHCTEMHOTO, JIOTHYECKOTO, CTPYKTYpPHOTO
ananm3a. OObEKTaMHU HCCIICOBAHUS SIBUIINCH HOpMa-
THUBHO-TIPABOBBIC aKTHI, MeXayHapoiHas Kiaccudurka-
st 6onesHert (MKB-10), TocynapcTBeHHBIH peecTp Je-
kapctBeHHbIX cpenctB (I'PJIC), Exuneiii peectp 3aperu-
CTPHPOBAHHBIX JICKAPCTBEHHBIX CpeAcTB EBpasmiickoro
9KOHOMHYECKOTO COI033, TOBAPHO-YUETHBIC CHCTEMBI
(TYC) permoHa W MEOUIMHCKHX OpPTaHU3AIH, aHa-
JUTHYECKUE JTAHHbIE C OPUIMAIBHBIX CAaliTOB OpPraHOB
BJIACTH, PETYJIMPYIOIIUX BOIIPOCHI PEIKUX 3a00/IeBaHNI
n DoHAA MOIAEPKKU JeTel ¢ THKENBIMHU JKHU3HEYTPO-
JKAIOMIMMHA M XPOHUUYECKUMH 3a00JICBAHUSMH, B TOM
grcie peakumu 3adboneBanusaM (Dorg «Kpyr modpay).

Pe3ynbrathbl 1 06¢cyxaeHune / Results
and discussion

JlekapcTBeHHOE oOecrieueHne JeTel ¢ THKETBIMA
JKU3HEYTPOKAIOIIUMH U XPOHHUYECKHMH 3a00JIeBaHMS-
MH, B TOM YHCJIE€ PEAKMMH 3a00JI€BAaHUAMH OCYILECT-
Bisiercst uepe3 oup monnepxku «Kpyr modpax [1].

MunucTtepeTBo  31paBooxpaHeHust SpociiaBckoit
obmactu (SI0) sddextuBHO coTpynHHUaeT ¢ DoH-
oM. [lpu ananuze nanusix otuéroB dounpa 3a 2021—
2024 rr. [2] ycraHOBIE€HA AMHAMUKA POCTA OKa3aHUS
JIEKapCTBEHHOHN ITOMOIIM JETSIM C PEAKMMH 3a00IeBa-
HUSIMH B peruoHe (puc. 1).

W3 puc. 1 BugHO, uto 3a 4 roga aestenbHoctd GoHga
KOJIMYECTBO MAIMEHTOB, HY>KIAIOIINXCS B JICYCHUH Pel-
Kux 3a0oneBanuii B 1O, yBeIMYMIOCH OYTH B 2 pasa,
YTO yKa3blBaeT Ha HAJINYHE HACTOPOKCHHOCTH Y MEIH-
IIMHCKUX PaOOTHUKOB IEPBUYHOTO 3BeHa SIpociaBckoit
obmactu [3]. B pe3ynbrare oCymiecTBISCTCS pPaHHSIS 110-
CTAQHOBKa JMarHo3a W IpeO0CTaBICHUE JICKAPCTBEHHOMH
Tepanuu OOIbIIEMY KOJIMYECTBY JACTEH, YTO COOTBETCTBY-
et nemsiM PoHza U PErHOHAIBHOTO 3PABOOXPAHEHHS.

B 10 na nawanmo 2024 roma 3aperucTpupoBaHO
228 ManueHTOB C PEAKUMH 3a00JICBAaHUSMH, W3 HHUX
138 pedénok. Hyxmamich B IEKapCTBCHHOW ITOMOIIN
150 gemoBek. 3a cuér cpencTB obmactHOro M (eme-
panbHOTO Oro/pKeToB Ha obecnieuenue JIIT aTux marnm-
eHToB B 2024 romy OBUIO BBIICICHO CBBIMIC 149 MITH.
pyO., MOYTH TIOJIOBHHA M3 TOM CyMMBI IpeJHa3Hada-
nack ais 3akynku JIT netsim [4].
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panuetl

Fig. 1. Statistical data on patients with rare diseases provided with drug therapy

HopMmaTuBHBIE HOKYMEHTBI PETYIHPYIOT B3aMMO-
JEHCTBUE OPTaHOB BIACTHU B chepe 3IpaBOOXpaHCHHUS,
MEIUIIMHCKUX H (hapMaleBTUICCKUX OpPTaHU3aAIHA
Pa3ITUYHOTO YPOBHS M MPOQUIIS, a TAKKE OTICIBHBIX
MEIUIIMHCKUX PAOOTHUKOB TPU OKA3aHWU MEIUIIIH-
CKOW TOMOIIM ACTAM C PEIKUMHU 3a00JIeBaHUSIMU
[5, 6]. IToxazaHo, YTO JaHHBIE MAllMEHTHI IOJIy4Ya-
FOT JICKAPCTBEHHYIO MTOMOIIh Ha 0a3e METUITHHCKUX
opraam3anuii (MO) ¥ TakTHKa WX JICUCHHS COTJIA-
COBBIBACTCS C IVIABHBIMU BHEIITATHBIMU CIICLIHMAJIU-
ctaMd MUHHUCTEpCTBA 3APaBOOXPAHCHUS pPErHOHA

u cnernmanuctaMu genepanbHeix MO. Pemenne o Ha-
sraueHud JII1 mpruHUMAaETCS IepCOHATH3UPOBAHO, YTO
MTO3BOJISICT OMIEPATUBHO PEAarupoBaTh Ha MOTPEOHOCTH
MAIUCHTA, a TAK)KC MHUHUMU3HPOBATH PUCKH IPHU OKa-
3aHUH JICUCHHUS.

CriegyeT OTMETUTh, YTO B COOTBETCTBUU C NPE3U-
JICHTCKOM TPOrpamMMOll JIEKapCTBEHHAs ITOMOIIb 3a
cuét DoH/Ta OKa3bIBACTCS M MALIMEHTAaM B BO3pacTe 10
19 ner [7]. B Tabnume 1 mpencraBieHbl JaHHBIC O KO-
JIUYECTBE IMAIMCHTOB, Y KOTOPHIX 3aKaHYMBacTCs 00e-
crieuenue u3 cpeacts Gounpa [8].

Tabnuua 1. Konnyecrtso naumeHToB doHpa «Kpyr fo6pa» B ipocnaBckon obnactu, gocturiumx 19-neTHero Bo3pacra

no rogam

Table 1. Number of patients of the Foundation "Circle of Kindness" in the Yaroslavl region who have reached the age
of 19 by year

lop, Konuyecrso nauneHTOB, Yyen. MNpepnonaraembii 06bEM hMHaHCUPOBAHUS, MJTH. py6.
2024 7
2025 6
1300,00
2026 8
2027 5

CormacHO HaHHBIM TaOn. | opraHamMy WCIONHU-
TEJNBHOW BIacTH B cepe 3IpaBOOXpPAHCHUS PETHOHA
BeACTCS y4YE€T MAIMCHTOB, BBIICANINX W3-TIOJ OICKH
®onpa (mocturmmx Bospacta 19 ser). Dto mpemyc-
MaTpUBacT OOECIICUCHNE ITPECMCTBEHHOCTH JIeKap-
CTBCHHOW Tepamuy TPU IEpPEeXoe MAaIeHTa C IHa-
THO30M PEIKOTO 3a00JICBaHUS U3 JCTCKOW BO3PACTHOU
TPYMITEI BO B3pociyio [9], a Takke hUHAHCHpOBaHHE
JICKAPCTBCHHOW ITOMOIIM JaHHOW KaTETOpUH TPaKIaH
3a cu€T cpencTB permoHanbHoro oromkera 0. Takum

Patient-Oriented.ru

00pa3zoM, Ha PErHOHAJIBHOM YPOBHE OCYIIECTBISICTCS
JIeKapCTBEHHOE OOecIieueHre MalMeHTOB C PEeIKUMHU
3a00JICBaHUSAMH, KaK JACTSIM, TaK M TpaxkJIaH, JOCTUT-
IIMX CBOETO COBEPILCHHOJETHs, YTO HAIPaBJICHO Ha
CBOEBPEMEHHOCTh W PE3YJIbTaTHBHOCTD JICUCHUSL.

Jlanee u3ydeHsl ciy4an peiKux 3a00JIeBaHMM, BbI-
SIBJICHHBIX W 3aPErMCTPUPOBAHHBIX Y JCTEH W MalneH-
TOB, JOoCTUTIIUX Bo3pacTa 18 ser B SO u nexkapcTeen-
Hasl TepaIus, NCIOJIb3yeMast JUlsl JICUCHUsI JaHHbIX 3a-
OoJieBaHUM.

MaumeHToOpMeHTpPOBaHHaA MeauunHa 1 gapmaumna 2025 Tom 3 N23
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[To maHHBIM OTYETOB M3 OTKPHITHIX WH(POPMALIUOH-
HBIX WCTOYHHKOB yCTAaHOBJICHO, 4TO B SIpociaBckoM
peruone BbIsBIEHO 15 Ho3010rMil M3 17, BoweAmnx
B [lepedcHb KU3HEYTPOKAIOMINX U XPOHUICCKHUX TIPO-
TPECCUPYIOIIUX PEIKUX 3a00JICBAHUMA, TPUBOISIINX
K COKpAIICHHUIO MPOAOIDKUTEIBHOCTH KU3HH TPaKIaH
win ux wHBaTuaHOCTH [10]. Oxa3aHne MEIUITMHCKON
ITOMOIIM TAIIUEHTaM C PEIKAMHU 3a00JIEBAaHUSIMH B 00-
JIACTH OCYIIECTBIISICTCS B COOTBETCTBHU C ITOJIOKCHUS-
MU 00 OpraHu3aIuy OKa3aHUs MEIUITTHCKOW TTOMOTIIH

AN

& " e MAUMEHTOOPVEHTVPOBAHHASA
- s MEONLVHA N GAPMALISA
\Sf anu U

[0 BHJAM MEIHWIIMHCKON IOMOIIH, TOPSIIKaMU OKa3a-
HUSI MEIUIIMHCKOH TOMOIIIH, C YIETOM CTaHIapPTOB Me-
JUIIMHCKON ITOMOIIY U Ha OCHOBE KIIMHUYECKUX PEKO-
Menrparuii [11]. OqHako MO0 HEKOTOPBIM PEIKUAM 3a00-
JICBAHUSAM OTCYTCTBYIOT KIMHHYCCKUC PEKOMCHIIAIIH
[3, 6]. B Tabnume 2 npuBenéH psan peakux 3adoieBa-
Huit o kraccudpukarmu MKB-10 [12], 3apeructpupo-
BaHHBIX Ha Tepputopun SO, MO KOTOPHIM JCTH U TIa-
LUEHTHI cTapiie 18 jeT moay4aroT COOTBETCTBYIOIIEE
neueHne B pamkax @onma «Kpyr mobdpay.

Ta6bnuua 2. Pepgkne 3a6oneBaHus, 3aperMcTpmpoBaHHbie B ipociiaBckoi obnactu
Table 2. Rare diseases registered in the Yaroslavl region

CnnHanbHas MbllledHas atpodus (CMA) G12.1 HycnHepceH
X-cuenneHHaa runodocdaremms 833 Bypocymat
(popma BUTaMUH-D-pe3ncTeHTHOro paxmTa)
MepBUYHbIA MMMYHOAEDULT D81.1 MiMMyHOrnobynuH (Yenosedeckiing
CuHapom LUepelesckoro-TepHepa Q96.8 ComatponuH

B 1abn. 2 npencrasnens! Taxoke 1 MHH JIIT, npu-
MEHSEMBIX NIPH JICUCHUH JaHHBIX 3a0osieBanuil. Jlanee
OCYIIECTBIISUICS MOUCK FOCYAapCTBEHHON PErUCTpaLUU
JIIT Ha odunmanbHBIX calTax 3aperucTPUPOBAHHBIX
JIEKapCTBEHHBIX CpeacTB kak B Poccum, Tak u B EB-
pasuiickom 3KoHOMIYecKoM coroze (EADC) [13, 14].
B coorBerctBun ¢ u. 2 Cr. 47 @enepanbHOro 3akoHa

or 12.04.2010 Ne 61-®3 «O0 obpaleHnH JIeKapCTBEH-
HBIX CPEIICTB» BBO3MMBbIE B P®D JekapcTBeHHBIC Ccpea-
CTBa JIOJDKHBI COJIepKaThesi B [0cynapcTBEHHOM pee-
CTpe JIEKapCTBEHHBIX CpeACTB, mwim ExnHOM peectpe
3aperHuCTPUPOBAHHBIX JIEKAPCTBEHHBIX cpeacTB EBpa-
3MHCKOTO SKOHOMHYECKOTO coto3a. Pesynprar aHanmsa
MpeAcTaBiIcH B Tabmuie 3.

Tab6nuua 3. CBefeHUs 0 rocyfapCcTBEHHON PerncTpaLmm nekapcTBeHHbIX NpenapaToB, NPUMeHSIeMbIX AN eYeHUs
penkunx 3abonesaHun
Table 3. Information on state registration of medicinal products used to treat rare diseases

CnuHpasa Hwnoepnanabl, broreH
pacTBop
(HycnHepceH) L1 MHTPATEKANbHOTO HuoepnaHas b. B. . .
BBedeHus, 2,4mMr/mn, A A
JNaHTeceHc® > M1 Poccns, AO
(HycuHepceH) «[eHepuym»
. pacTBop
(Ecrfglﬁa@ ONA NHbeKLMN CLUA Het HeT
ypocy 20mMr/mn, 1 M0
Cutaquig® pacTBop
(MImMyHorobynmH 0N HbeKLUMI Asctpud, Oktaapma HeT HeT
(4enoBeyeckni)) 165 Mr/mn, 48 Mn
pactBop
® 0719 MOAKOXHOro OAO «®apmcraHpapT-
Pactan® (Comarponi) BBEeEHWA YpaBUTA» Aa ha
S5mr/mn, 3 mn
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W3 tabmunet 3 BugHO, uTo He Bee JIIT 3apeructpu-
posansl Ha teppuropun PO n EADC. Cornacho 4. 5
Cr. 13, 4. 3 u u. 3.2 C1. 47 ®enepanbHOro 3akoHa OT
12.04.2010 Ne61-®3 «O06 oOpatieHnH JIeKapCTBEHHBIX
CPEACTB» TOCYIAPCTBCHHON PETHCTpally HE IOJIe-
»kat JII1, BBo3umEbIe B PD s okazaHus MEOUITMHCKOMN
ITOMOIIK IO JKU3HCHHBIM TOKa3aHUSM KOHKPETHOTO
MAIICHTa Ha OCHOBAaHWH pa3pCIICHIUsSI, BBIIAHHOTO
YIOJHOMOYCHHBIM (pefiepalbHbIM OPTaHOM HCITOTHU-
TEJBHOM BJIACTH, a TAKXKE JAHHBIM 3aKOHOM OTPE/ICIEH
U MOpsAAOK BBO3a He 3apeructpuposanHbix JIII. Cre-
JOBaTEIBHO, TAaHHBIC He 3apeructpupoBaHHbIX JIIT He
BHocsiTcs B DTTUC MJJITT.

Crnenyrommii 3Tanm WCCIICAOBaHHS BKJIOYANl aHA-
3 nudpoBU3anuu Ou3Hec-mporeccoB obopora JIII,
nocTynamomux Ha teppuropuro SO B pamkax Ponzaa
«Kpyr mobpax». Ha ¢hyHKIMOHNpOBaHHE 3THUX TIpOIIEC-
COB B Ka)KJIOM PETHOHE BIHSIOT (pefiepasbHOE 3aKOHO-
JATeIbCTBO M HOPMATHBHO-IIPABOBBIC aKTHl CYOBEKTOB
P® [15, 16,17, 18].

YCcTaHOBIICHO, YTO OM3HEC-TIPOIECCH B3aUMOICH-
CTBUSI YYaCTHUKOB JICKAPCTBCHHOTO OOCCIICUCHHUS Je-
Teit ¢ penkumu 3a001eBaHUAME B 51O 0CYIIECTBISIFOTCS
Ha (hemepallbHOM, PETHOHAIFHOM U YUPEKICHICCKOM
ypoBHsIX. OJHAKO aHAIIN3 PETHOHAIBHBIX U YIPEHKICH-
yeckux TYC mokasan, 9To HE Bce OM3HEC-TPOIECCHI
(YHKIHOHUPYIOT B IUppoBOM Gopmare (puc. 2).

JlaHHBIC pHC. 2 CBHICTEIBCTBYIOT, YTO HA COBpE-
MEHHOM 3Tarie B SIpociaBcKOM peruoHe JIeKapCTBCHHBIC
MpernapaTbl, WMCIOIINE TOCYIApPCTBCHHYIO PETHUCTpa-
mnro u BHecéHHble B OI'MIC MJUJIII, mocraBnsroTcs
B «Opranuzauuto-nonyyarensb 1». 3arem gansele JIIT
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MOCTYMAIOT B anTeuHble opranuzanuu (AO), KoTopble
OCYIIECTBIISIIOT OTITYCK JIBFTOTHBIM KaTETOPHSM TPaxk-
nmaH win B MO Ha ocHOBaHUHM pereHust 00 obecriede-
HUH U TOTPEOHOCTH MPUKPEIUIEHHBIX MAIIMEHTOB [ 19].

B ynonnomouennsix AO ormyck atux JIIT mpous-
BOJMTCSI IO DJICKTPOHHOMY pELENTY C OTPa)kKCHHEM
BCeX HU(POBLIX oreparuii B pernonansHol TYC «1C:
JUIO» n ®T'"C MUJIIL.

N3BectHO, yTo MO 0OKa3bIBAIOT MEIULIMHCKYIO TO-
MOIIIb, KaK B aMOYJIaTOPHBIX YCIIOBHUSIX, TaK ¥ B YCIOBH-
SX CTallMOHapa. B mepBoM ciydae, MaueHThl MOTyJatoT
JIIT Ha ocHOBaHUM HAKIIAJHBIX U aKTOB nepenadn. Ile-
penada JIIT ocymectsisiercst MO, B KoTopoil peOEHOK
C peAKNM 3a00JIeBaHNEM HAXOAWTCS HA JICUCHUH B aM-
OyJIaTOPHBIX YCIIOBHSIX, 3aKOHHOMY IIPEJCTaBHTEIIO
peb&nka mbo pedEHKY, ToCTUTIIeMY Bo3pacTa 18 Jert.
Bo Bropom cnyuae, ecnu BBenenue JIII npoussomutcst
B CTallMOHAPHBIX YCIIOBUSIX, TO CTapIlas MEIUIIMHCKAsS
cecTpa CTPYKTYpPHOTO HOZpasziesieHusi 0(hOpMIISET I10-
nyuyenue JIII mo HaknagHOM U OTpakaeT onepauuu 1o
o6opory B stokansHOi TYC «1C: BonpHn4Has anTexa»
C TPUMEHEHHEM OBJIEKTPOHHOTO JIOKyMEHTO00OpOoTa
(B30) u B muunoM kabuaeTe MO MJIJIIT.

CrenoBarenbHO, OM3HEC-Tpolecchl 0bopora 3a-
peructpupoBanHbix JIII, mpuMeHseMbIX IS JIeUeHHs
JeTeil ¢ penkumu 3aboseBaHUsIMH B pamkax Donpa
«Kpyr nobpay», pukcupyercs B mudpoBom hopmare.

Jamee Hamu mpoBenéH aHanu3 obopota JIII, koro-
pble HE 3aperucTpUpoBaHbl HAa TeppuTopuu PD, s
Hy)J nanueHToB donpa. YcraHoBieHO, yTo B Spoc-
naBckoM perrone Takue JIIT mocrymaror B «Opranusa-
LIUFO-TIOJTyYaTellb 2».

«Kpyr noopa»

MuHucTepcTBO 31paBooxpaHeHusi P@®

Menunuackas
OpraHu3aIus

Anreka JIJIO

“ undpoBoil HOCUTEND

Puc. 2. Cxema yugpposoeo e3aumooeticmsuss yuacmHuko8 1eKapCmseeHHo20 obecneuerus oemeli ¢ peoKumu 3a00-
JIeBaHUAMU
Fig. 2. Diagram of digital interaction between participants in drug provision for children with rare diseases
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Cnenyer OTMETHTb, YTO B HACTOSIIEE BpPEMs
ocTaéTcst OCTPBIM BOIPOC O PACIINPEHHUIO BO3MOX-
HOocTH OoOopoTa He 3apeructpupoBaHHbX JIIT [20]
B CIydasX BBI3JIOPOBJICHUS MAIMEHTa WU €ro Jie-
TAIBHOTO UCXOJIa.

[TockonbKy OTCYTCTBYET CTaHAAPTH3MPOBAHHBIN
MOAXOJ K CO3JAHUIO IEepedyHs HE 3aperucTpHpOBaH-
Hbix JIII, To BHecenue nanueix B TYC MO npousso-
JUTCsl HAa ocHOBaHMM «KapTouku ToBapa», co3maHHON
BPYUHYIO (hapMaIieBTUUECKUM WJIM MEANIMHCKUM pa-
OOTHHUKOM, YTO YBEIMUYHMBACT PUCKHU NPH TEPEBOJC Ha
PYCCKHUIl SI3bIK ¢ HMHOCTpaHHOTO HauMmeHoBaHus JIIT
1 (OPMHUPOBAHUN CBOJHOM OTUETHOCTH HA AHAJIOIO-
BBIX HOCHTEIISIX.

CrenoBarenbHO, Tiepenada CBeIeHHH 00 obopore
JIIT mMexxay ydJacTHHKAaMM JICKApCTBEHHOTO obecrede-
HUSL JIeTel ¢ peKMMHU 3a00JI€BaHUSAMH TIPOXOIUT JUIS
3apeructpuposansbix JIIT B udpoBom dopmare, uto
MO3BOJISIET  OCYIIECTBISITH  NEPCOHATM3HUPOBAHHBIN
oaxo[ ¢ (MKcanueil Bcex OM3HEC-IIPOIEeCCOB: Ha3Ha-
YeHUsI, OQOPMIICHHSI SJICKTPOHHOTO PELENTa WIN Tpe-
GoBaHus1, 000COOICHHOTO yuéTa, OTITyCKA U BBIBOIA U3
rpaxnanckoro obopora JIII. Torma kak, o6opoT He 3a-
peructpupoBanHbix JII1 ydacTHHKaMu JieKapCTBEHHO-
ro obecriedeHus GUKCHPYETCsl B PyYHOM PEXHUME, IIPU
9TOM BO3HHMKAECT BEPOSITHOCTH OMIMOOK MPH 3aKyIKax
JIII, poct pyTHHHBIX OIEpaluii, U Kak CIeICTBUE, M0-
BBIIIAIOTCS] PUCKHU NTPH OKA3aHHUU JICUCHUSL.

3aknioyeHue / Conclusion
PeSyJ'ILTaTBI HpOBCI[éHHOFO HUCCIICAOBAHUA I10-
3BOJIMJIN BBISIBUTH OCOOCHHOCTH I_[I/I(l)pOBI/ISaL[I/II/I pe-

AOMNOJNTHUTENTbHAA MHOOPMALINA

KoH(ukT uHTEpECcoB
ABTOpHI 3asIBIIAIOT 00 OTCYTCTBUH KOH(DIUKTA HH-
TepecoB, TPEOYIOIIEro PaCKPhITHS B TaHHON CTATheE.

YuyacTtue aBTOpoOB

Bce aBTOpBI BHECTH CYIIECTBEHHbIH BKIIA/] B MO~
TOTOBKY paboOThl, NMpPOWIM U Om00pwin (UHAIB-
HYI0O BEpCHIO CcTaThH mepen myonukanueid. Cokolo-
Ba O. B. — KoHuenuus u 1u3aiiH uccie0BaHusl, Ha-
MUCaHue TeKCTa, pegakruposanue; Mcaesa 1. 10. —
OTBETCTBEHHOCTH 3@ II€JIOCTHOCTh BCEX 4YacTel cTa-
ThHU, 00paboTKa MaTepuaia, penakruposanue; Kopsu-
Ha H. C. — ananu3 Hay4HbIX MyOJMKalM{ MO TeMme
HCCIIe/IOBaHMsI, HallUCAHWE TEeKCTa, cOoOp Marepuala,
pelaKkTUpOBaHUE.

duHAHCHPOBaHME
PabotaBbinonHsIack 0e3CrIOHCOPCKON ITOJIEPIKKH.

MaureHToopUeHTNPOBaHHaA MeanLumnHa 1 papmauna 2025 Tom 3 N23
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THOHAIIFHOTO JICKAPCTBCHHOTO OOCCICUCHUS IeTeH
C peIKUMHU 3a00JICBaHUAMU Ha IpuMepe SpociaBckoit
obOmacti. MUHUCTEPCTBOM 3IPaBOOXPAHCHUS PErHO-
Ha coBMecTHO ¢ Donmom «Kpyr mobpay» okaspiBaeTCs
JICKapCTBCHHAS IOMOINb MAIUEHTaM C Op(aHHBIMH
3a0oneBaHUSIMH 110 15 HO30MOTHSIM. JleueHne mpoBo-
nuTcs ¢ mpuMeHeHueM JIIT, kak 3aperucTpupOBaHHBIX
Ha Tepputopun P®, Tak U He 3apETrUCTPUPOBAHHBIX,
BBO3 KOTOPBIX IIPOU3BOIUTCS B COOTBETCTBUH C POC-
CHICKHM 3aKOHOJATeILCTBOM. B cBsi3u ¢ atuM B SO
nocrtasku JIIT 1ist neyeHuss JTaHHOM KaTeropuu rpax-
JIaH OCYIICCTBIIAIOT IBE YIIOJTHOMOYCHHBIC OPTaHM3a-
[UU-TIOTyYaTenn. PermoHaipbHOE 3apaBOOXPAaHCHUE
OCYIICCTBIISICT MOJJICPKKY B TCUCHHE OIHOTO Tona
MoCJIe MTOCTIOKEHUS dTHMH JIEThMHU Bo3pacta 18 Ier,
B Cllydae €CIId 10 JOCTIKCHHS YKa3aHHOTO BO3pacTa
OHH TIOJTYYalld TaKyIO MOIACPKKY B pPaMKax JEsSTCIb-
"Hoctu Doxpa.

O06o03HauCHHBIE OCOOCHHOCTH CBHUCTECIIECTBYIOT,
YTO OIPECIEHHBIN MEXaHU3M TI0 IIU(PPOBU3AINN OW3-
HEC-TIPOIIECCOB Pa0OTHI ¢ MAIIMEHTAMH C PSIKUMH 3a-
0oJIeBaHUSMH B HACTOSIICE BPEMS OTPaOOTaH U PETHO-
HaM OTBOJWTCS 3HAYUTEIbHAS POJIb B UX COMPOBOXKIC-
HUM TIPH JICKAPCTBEHHOM oOecriedeHnu. COBepIIcH-
CTBOBAaHHEC HOPMATHUBHO-TIPABOBOH 0a3el MUPPOBOH
Tparchopmarmu u cranmaprusanus nepedrs JIII, He
HUMEIOIINX TOCYAAPCTBEHHOW PETUCTPAINH, Ha OCHOBE
U poBoi HHGOPMAIIH MTPUX-Koma wiu Data-matrix
KOZa, IPUBEAET K ONTUMU3AINNA UMCIOIIUXCS IH(po-
BEIX pecypcoB B cdepe obecreuenus JIII rpaxkmaH,
CTpaJaroIuX PSAKIMH 3a00JICBAaHISIMHA Ha PETHOHAb-
HOM YpOBHE.
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