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OPTAHU3ALUUA NEKAPCTBEHHOI'O
OBECINEYEHUA NALUMEHTOB C PEOKUMU
3ABOJIEBAHUAMAU B r. MOCKBE

OpdaHHble 3a6oneBaHNUs SABASIOTCS XXM3HEYrpPOXaloLMUMU, XPOHUYECKMMU MPOrPeCccUpYOLLUMU U NPUBOAALMMMU K COKPALLLEHUIO
XXMU3HU UK MHBanUAM3aumnu. MNaumeHTbl ¢ peAKMMK 3a60neBaHUAMU SBNAIOTCS OAHONM U3 He3aLMLLEHHbIX FPYNN HaceNeHus, 4To
06yc/10BNEHO Cpa3y HECKONbKMMM paKTOpaMm: HEA0CTaTOYHON OCBEAOMIEHHOCTbIO MPAKTUKYIOLWMX Bpayei o Takux 3abonesaHu-
X, CIOXKHOM U ANUTENbHOM AUArHOCTMKOM, @ TakXKe HecoBepLUEHCTBOM HOPMAaTUBHO-NPABOBOrO PerynMpoBaHus B 061actu nekap-
cTBeHHOro obecnevyeHuns opdaHHbIX 3aboneBaHuit, kKoraa onpeaeneHbl ToNbko 24 opdaHHbix 3aboneBanuns («MEPEYEHD 24v),
NeyeHue KOTOpbIX MPOM3BOAMUTCS 3a CYET cpeacTs cybbekToB PO.

HecoBeplueHcTBO penepanbHOro 3akoHoAaTeNbCTBa B 061acTh opdaHHbIX 3a601eBaHMii NPOAEMOHCTPUMPOBAHO Ha NpuMepe obe-
cneveHus naumenTos JIAT-cneunduryeckori Tepanuei: ToNbKO MAMONaTMYECcKas GopMa NerovyHol runepTeHsum BkIYeHa B hene-
panbHbliii «MEPEYEHDb 24», ans nauueHTOB € XpoHU4ecKoi TpoMBoamMbonuueckoi nerouHoi runeprensueit (XTI, He Bxoaswiei
B «[MEPEYEHb 24», oTcyTCTBYET OTNaXKeHHbI MEXaHM3M NeKapCTBEHHOro obecneyeHus.

B ctatbe onucaH ycnewHblid onbiT obecnevyeHus naumueHToB ¢ opdaHHbIMKU 3a60/EBAHUSAMM BHE 3aBUCUMOCTU OT BKIHOUEHMS
Hosonoruu B «MEPEYEHDb 24» B . MockBe 3a cueT co3aaHMs M BHeApEHUS MPO3pPayHOro pernameHTa MeauLMHCKOro U iekap-
CTBEHHOro obecneyeHusi NauMeHToB € opdaHHbIMK 3a601eBaHUSIMU, yperyIMpOBaBLLEro NpoLLecc CBOeBpeMeHHOro obecneyeHuns
nauueHToB HeobxoanMmoii Tepanueid. B pesynbtate naumeHTbl ¢ XTIJIT Takxke MMEIOT AOCTYN K CYLLECTBYHOLLEMY NaTOreHeTUYeCKo-
My Jle4YeHUI0, KOTOpOoe CMoCco6HO MPOAIUTD KU3Hb U MOBLICUTb KA4YECTBO XXM3HU TaKUX NaLMEHTOB.

Kntoueswie cnoea: opgaHHbie (pedkue) 3a60esaHus, 1e204HAs apmepuansHas aunepmensus, JIAI-cneyuguyeckas mepanus, 1ekap-
cmeeHHoe obecnedeHue, XT3J1I; xpoHuyeckas mpom60Imbonuyeckas nezoyHas aunepmeHsus, u/lAl, uduonamuydeckas ne204Has
2unepmeH3us.
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ORGANIZATION OF PHARMACOLOGICAL SUPPORT OF PATIENTS WITH RARE DISEASES IN MOSCOW AS EXEMPLIFIED

BY PULMONARY ARTERIAL HYPERTENSION

Orphan diseases are life-threatening, chronic, progressive and leading to a reduction in life expectancy or disability conditions.
Patients with rare diseases are one of the vulnerable population groups, which is caused by several factors, such as insufficient
awareness of practitioners about such diseases, complicated and lengthy diagnosis, and imperfection of legal environment in
the area of pharmacological support of orphan diseases, when only 24 orphan diseases (List-24) are determined, which are
treated at the expense of the RF subjects.

Imperfection of federal orphan diseases legislation is shown on the example of providing patients with PAH-specific therapy: only
idiopathic form of pulmonary hypertension is included in the federal List-24, there is no well-established mechanism of pharma-
cological support for patients with chronic thromboembolic pulmonary hypertension (CTEPH) that is not included in the List-24.
The article describes the successful experience in providing patients with orphan diseases, regardless of the inclusion of nosol-
ogy in List-24 in Moscow, through the creation and implementation of the transparent medical and pharmacological support
regulation for patients with orthopaedic diseases, which settled the timely process of provision of patients with the necessary
therapy. As a result, patients with CTEPH also have access to existing pathogenetic treatment that can prolong life and improve
the quality of life of such patients.

Keywords: orphan (rare) diseases, pulmonary arterial hypertension, PAH-specific therapy, pharmacological supply, CTEPH, chronic
thromboembolic pulmonary hypertension, iPAH, idiopathic pulmonary hypertension.

HanpaBneHHas Ha feyeHne opdaHHbIX 3aboneBaHUit C
MCMNONb30BAaHMEM XKM3HEHHO HEOOXOAMMbIX NeKapCTBEHHbIX
Bonpoc opraHu3zaumm u obecneyeHus MNaUMEHTOB C cpeacts [1]. OpdaHHbIMM 3360NEBAHMUAMM MPUHATO CYUTATb

opdaHHbIMU (peaKMMK) 3ab0/1EBAHMAMU HE TEPSET CBOEW rpynny TSKENbIX peakMx 3aboneBaHuit, BCTPevalolwmxcs ¢
akTyanbHOCTM ¢ 80-x IT. NPOLWIOro Beka, Koraa Brepsble B onpeaeneHHo 4acToToM, NpUBOASLLMX 63 IeYeHUs K CMEpTH
CLLUA 6bina npeacrasneHa HoBas MOLE/b 34PAaBOOXPAHEHMS, | WM MHBANMAM3ALMM BOMBHOMO. B pasHbIX CTpaHax MpuHLMN
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OTHECEHWS TOTO MU MHOTO 3ab0neBaHMs B pa3psa opdaHHbIX
paznumyeH. CornacHo poCCMMCKOMY 3aKOHOAATENbCTBY pacnpo-
CTPaHEHHOCTb OpdaHHbIX 3aboneBaHWin He A0MKHA COCTaB-
natb 6onee 10 venosek Ha 100 000 Hacenenus [2]. Bo Bcem
Mupe HacumtbiBatoT oT 6 000 no 8 000 paznuyHbIX penkmx
3abonesaHmi, 80% m3 KOTOpbIX 0BYCN0BAEHbI FTeHETUYECKUMU
dakTopammn [3]. HecMoTps Ha HasBaHue «peakmey, obuias
pacnpoCTpaHEHHOCTb TaKMX 3aboneBaHMi JOCTUraeT oT 27 [0
36 MIH YenoBek no Bcer EBpone, Ha TeppuTopmm Poccuitckon
Mdepepaumm obluee KONMYECTBO MALMEHTOB MOXET LOCTMIaTh
1,5 MAH YenoBek No oueHkaM MeanKo-reHeTMYecKoro Hayy-
Horo ueHTpa ®AHO Poccum (MITHL) [4, 5].

OpdaHHble MauMeHTbl ABNSIOTCS OLHOM M3 He3alUMLLEH-
HbIX FPYMMN HAaceneHms, 4To 06YCNOBIEHO CPa3y HECKONbKMMM
(akTopaMu, TakKMMU KaK HeLoCTaTouHas OCBEeLOMIEHHOCTb
NPaKTUKYIOWMX Bpayei O Takux 3aboneBaHMaX, MO34HSS
[MarHOCTMKa, 3a4acTyl OTCYTCTBME MaTOreHeTUYecKoro
NeyeHns U HecoBepLIEHCTBO HOPMATMBHO-MNPABOBOroO pery-
NMpoBaHMg B 00MacTM NekapCTBEHHOro obecneveHus
opdaHHbIX 3aboneBaHuii. Bcneacteue atoro penkue 3abone-
BaHMS XapaKTepU3YHOTCS BbICOKOW MHBANUAM3ALMEN, A TaKKe
3HAYUTENbHBIM CHUXKEHUEM MPOAOIKUTENBHOCTU M KQYeCTBa
KM3HM NALMEHTOB, BONbLWIMHCTBO M3 KOTOPbLIX AETH.

B Hawen cTpaHe 3aKoHOAATENbHOE perynMpoBaHue B
chepe penkux bonesHei npepycmoTpeHo ®denepanbHbiM
3akoHOM oT 21 Hosbps 2011 r. N2323-03 «06 ocHoBax
OXpaHbl 300poBbS rpaxaaH B Poccurickon Mepepaunmy [2].
CornacHo OOHOBNEHHbIM [HaHHbIM OT 25 mas 2018 r,
MNepeyeHb penkmx (opdaHHbIX) 3aboneBaHmi, onybaMKoBaH-
HbI Ha caiiTe MuHKUCTEpCTBA 34paBooxpaHeHus PO, B cooT-
BETCTBMM C YacTbto 2 cTaTbu 44 (He 6onee 10 uyenosek Ha
100 000 HaceneHus), HacuuTbiBaeT 226 3aboneBaHuii U
Ho3onorm4eckmx rpynn [6]. JaHHbIM nepeyeHb BKIOYAET B
cebq Bce peakune 3abonesaHns Ha Tepputopun Poccun BHe
3aBMCMMOCTM OT HANMUMG METOAO0B JSIeYeHUS U aleKBaTHOWM
MeAMKAMEHTO3HOM Tepanumu 3Tux 6onesHel U MOXKeT Nonos-
HATbCS MO Mepe BbISBNEHWUS HOBbIX PeLKMX HO30/0MUM.

B 1O e Bpems cyuwecTByeT BTOpOK, bonee y3Kui
MNepeyeHsb, yTBEPXKAEHHbIV [ocTaHoBNeHMeM [TpaBuTenbCTBa
ot 26.04.2012 . N2406 «O nopsake BeneHns dbenepanbHoro
perucTpa Nuu, CTPALALWMX KU3HEYTPOXKAIOLMMU U XPOHM-
YeCKMMM NporpeccupyoMmMmmn peaknmm (opdaHHbIMKM) 3a60-
NeBaHMIMU, MPUBOAALLMMM K COKPALLEHMIO MPOLOSIKUTENb-
HOCTM XKM3HU TpaxaaH MU UX MHBANULHOCTU, U €ro permo-
HaNbHOro cerMeHTa. B AaHHbIN NnepeyeHb BXoamuT 24 opdaH-
Hbix 3abonesanuna (nanee - «MEPEYEHD 24») [7].

B cootBetctBMM € DepepanbHbiM 3akoHOM N2323-(03
obecneyeHune rpaxaaH 3aperncTpMpoBaHHbIMU B YCTAHOB-
NEHHOM nopsake Ha TeppuTopun Poccuiickoit ®Menepauum
NeKapCTBEHHbIMKU NpenapataMu s neyeHns 3aboneBaHui,
BKtoYeHHbIX B «[EPEYEHb 24», ocywecTenserca 3a cyet
cpenctB OromxkeToB cybbekToB Poccuitickoin Pepepaunu
(vactb 1, ctatbd 16, yactb 9, ctatba 83) [2].

B TO ke BpeMs naumeHTbl C opdaHHbIMU 3a60N1EBaAHMAMM,
He Bxogawmmm B «MEPEYEHD 24», umetoT npaBo Ha b6ecnnat-
Hoe nekapcTBeHHoe obecrneyeHne TONbKO B TOM Ciyyae, eim
OHW SBNSAIOTCS MHBaNMAAMM | rpynnbl v HepaboTaloWMMK MHBa-
ampamm Il rpynnel cornacHo MoctaHoBneHuto lNpaBuTenscTea

P® N2890 (pegn. ot 14.02.2002) «O rocynapCTBeHHON NOAAEPXK-
Ke pa3BUTUSI MEOULMHCKOW MPOMBILLIEHHOCTY U YIyULieHUu
obecreyeHns HaceneHus U yYpexneHWin 34paBoOXpaHeHUs
NIEKapCTBEHHbIMU CPELCTBAMMU U U3LENUAMU MEAULMHCKOrO
HasHauyeHus». auMeHTbl 3TOM KaTeropum 3abonesaHuit obe-
CMEeYMBaOTCS NEKAPCTBEHHbIMKM MpenapataMu U3 [lepeyHs
pernoHanbHOW NbroTbl TeppuTOpManbHOM NPOrpamMMmbl rocyaap-
CTBEHHbIX FrapaHTuit AaHHoro cybvekta PO [8, 9].

JNIEKAPCTBEHHOE OBECIMEYEHUE MAUUEHTOB
C OP®AHHbIMU 3ABOJIEBAHUAMU B POCCUU
HA NPUMEPE JIEFOYHOM MTMMEPTEH3WUK (/1)

MNpennaraem paccmMoTpeTb BONPOC pasnnyuunin B npowecce
nekapcTBeHHOro obecneyeHns OpdaHHbIX MNaLMEHTOB Ha
npuMepe NerovHon rmnepTeHsunm.

NlerouHas runeptoHus (JIMN obvenuHseT rpynny 3abone-
BaHWI Pa3NUUYHOM 3TMONOMMU, MPUBOASLLMX K MOBbILIEHUIO
neroyHoro cocyaucroro conpotmenenus (JICC) n gasneHuns 8
neroyHon aptepuu (/1A), neperpyske u runeptTpodun npaso-
ro xenynoyka (MX) ¢ ncxooom B NpaBOXeNnya04KOBYH Cep-
[leYHyto HepocTaTouHoCTb [11]. JnarHoctuyeckum Kputepu-
em JII" aBnsieTca ypoBeHb cpenHero aasnenus B JIA (OJTAcp.)
2 25 MM pT. CT. B MOKOE MO AaHHbIM KaTeTepm3aLum npasbix
otnenos cepgua (KMOC). CoBpeMeHHas Knaccubukauus,
npeanoxeHHas Ha V BcemupHoMm cumnosunyme no S e 2013 T,
BK/IHOYAET 5 KAMHWYECKUX rpynm, Cpean KOTOPbIX OTAENbHO
MOXHO OTMETWUTb MAMOMATUYECKYIO IETOYHYI0 apTepHanbHY
runepTeH3uto (MJTAT) 1 XpoHunyeckyto TPOMHB03IMBONMYECKYO
neroynyto runeptensmio (XTIJINN). Ob6a 3aboneBaHns nmerot
CXOXYI CMMMTOMATUKY, ABNAIOTCS OPdaHHbIMU, OLHAKO B
obecneyeHnn NaLMEHTOB NeKapCTBEHHbIMU MpenapaTamu
eCTb CyLleCTBeHHble pasnnyumsg [10, 11].

Mononatuyeckas nerovyHas aptepuanbHas runepreH3uns
(W1Al) Haubonee yacto BCTpeyvaeTcs cpeau Apyrux Gopm
NAT (mons WIAT cpean apyrmx dopm JIAT coctasnseT 46,2%
[12]). Mo 3nuoemMmMonornyecknM [LaHHbIM, pacnpoCTpaHeH-
HocTb MJIAT coctaBnset 5,9 cnyvaeB Ha 1 MAH 4yenoBek B
Mupe, a 3aboneBaemMocTb — 1-2 cnyyasd Ha 1 MIH HaceneHus
B roa [11, 13] (mab6n. 1).

BaxxHo oTMeTuTb, uTo WJIAT BCTpeyaeTcs npeumylle-
CTBEHHO Y MOJIOAbIX XEHLLUMH TPYLOCNOCOBHOro U penpoayk-
TMBHOro Bo3pacta. CpefHWit BO3pacT naumeHTa Ha MOMEHT
yCTaHOBNEHMS AnarHosa coctasnseT 31,2 roga [11].

CornacHo HabnwogeHuam 3a 6onbHbiMu ¢ WITAT B HUMA
KNMMHMYEeCKon kapauonormn uMm. AJl. MacHMKoBa W aHanusy
4aCTOTb! BbISIBNEHUS NEPBbIX NPU3HAKOB WAl U KNUHUYECKMX
CMMMTOMOB NPV NPOrpeccMpoBaHnK 3aboneBaHns NepebiM U
Hambonee 4acTbiM NposiBneHMeM 6one3Hu Hbina oaplliKa Npu
BbIMONHEHUM dU3Myeckol Harpyskm [14]. Ha HavanbHOM
atane WJTAI MoxeT npoTekaTb M BOBCe 6eccMMNTOMHO. B cBsizn
C 3TMM nepuop oT AeboTa 3aboneBaHMs 4O MOMEHTA YCTaHOB-
NeHns AMarHosa coctasnset okono 2 net [11].

Kpome Toro, WAl gBnsetcs 6bICTPONPOrpeccUpyoLLIMM
3ab0N1eBaHNEM, XapaKTePU3YETCS THKENOM MHBANUAM3aLMEN U
cMepTHOCTbI0. COrNacHO LaHHbIM MeAMKO-COLMANbHOro nucae-
noBanus 3a nepwop 2013-2015 . Uuctutyta EA3C
«[oCTynHOCTb MeAMKO-COLMANbHOM MOMOLLM U NIeKapCTBEHHO-
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ro obecneyeHuns 6OMbHbIX C pefkumu 3aboneBaHUsIMU B
Poccuiickoit @enepaumm: peanum u NyTu peLieHns npobnem,
ypoBeHb MHBanuamsaumun npu 1Al - 72% 8 2014 rn 71,6% -
B 2015-m. Cpeam naumenTtoB ¢ UAT 9,9% — nHBanuapl | rpyn-
nbl; 35,1% - wHBanugpl Il rpynnel; 20,5% - wHeanugpl 1l
rpynnel. Cpean Bcex 3abonesanui m3 «MEPEYHA 24» wlIAl
HaxoamTca Ha 8-M MecTe No nokasaTento nHeanuamsaumm [15].

lNpu OTCYTCTBUM NeYeHms NPONCXoauT BbICTpOe pa3BuThe
M NporpeccrpoBaHue CepLeyvHO-COCYLMCTOM MaTonoruu, B
YaCTHOCTM CepLeYHON HefoCTAaTOYHOCTM, MPUBOAALEN K
CMepTU: MeaMaHa NpoLOIKUTENBHOCTU KM3HW NALUMEHTOB C
JNTAT 6e3 nevyeHWs C MOMEHTA YCTAaHOBNAEHMS AMarHosa
cocrasnseT 2,8 roaa [16].

Lpyrov dopmoit JII aBnseTcs XpoHuyeckas TpoMb603IM-
6onunyeckas neroyHasa runeptensuns (XTIJ1M). OcHoBHOM npwu-
ynHon XTI aBngeTcs OKKI3MS NIErOYHbIX COCYA0B Opra-
HW30BaHHbLIMW TPOMDOAMM, YTO MNPMBOAMT K MOBbILEHWUIO
[aBNEHMS B CUCTEME NEFOYHbIX apTepuii 1 neperpyske npa-
BbIX OTAE/10B CepALa, OLHAKO HA AAHHbIA MOMEHT 3TMONOMMS
n natoreHes XTIJII 0o KoHUaA He u3yyeHbl [17, 18]. Cuntaetcs
Takxe, yto paszsutuio XTIJIT cnocobcTByeT Hanuume npea-
wecTByloLLer Tpomboambonumu neroyHoi aptepun (TIJ1A),
Hanunune TIJ1A B aHamHe3e otMmevaeTcsd y 40-50% nauuneH-
ToB ¢ XT3JII. 3aboneBaHMo NOABEPXKEHbI B paBHOW CTeNeHM
MY>XXUMHbI U XEHLLMHbI TPyL0CnocobHoro Bo3pacta. CpeaHui
BO3PaACT POCCMMCKMX MALMEHTOB HA MOMEHT YCTAHOBNEHMS
[IMarHo3a, No fLaHHbIM HaumoHanbHoro perncrpa, coctaBnset
45,8 £ 13,7 rona. OgHaKo M3-3a CIOXKHOCTM AMarHoCTMYeCKo-
ro npowuecca BbIIBNSEMOCTb 60ne3HM Bbiwe Yy B60MbHbIX
40-65 net. [No AaHHbLIM NoCnegHUX perncTpos, 3abonesae-
mMocTb XTI/ coctasnsiet 0,9 cnyyaeB Ha 1 MAH Yenosek, a
pacnpocTpaHeHHOCTb — 3,2 Ha 1 MaH yenosek [14, 18].

XT2J1T Takke SBNSETCS NPOrpecCUMpyroWwmnM KU3HEYrpo-
Xawwmnm 3abonesBaHneM, KOTOpOe XapaKTepusyeTcs CUM-
NTOMATUKOWM, CXOXKeN € TakoBor npwu UJAT, a Takke npu page
3ab0neBaHMI Nerknx Unu CepaevHo-CoCyanCTON CUCTEMBI.

Hecneunduyeckne KnMHMYECKME CUMMMTOMbI MOTYT BK/O-
4aTb OAbILLIKY, MOBbILEHHYIO YTOMASEMOCTb, 60NN B TPYAM,
npecrHKone u cMHKone, cepauebuenne 1 nepeboun B pabote
cepaua, Kalenb U KpoBOXapKaHbe, 0Teku rofexHun u cron. Mo
[aHHbIM 3apybexHbIX UCCNef0BaHWUMA, AeCATUNETHAS BbIXM-
BaeMoCTb 60/1bHbIX C HeonepabenbHon XTI npu ANTAcp. B
nmanasoxe 31-40 mm prt. cT. coctasnsieT 50%; npu AJ1Acp. ot
41 po 50 m™m pT. cT. - 20%; npu AJTAcp. 6onee 50 MM pT. cT. -
5% [18]. CpeLHsS NPOAOMKUTENBHOCTb XMU3HK Be3 neyeHus
cocrasnset 6,8 roga [19].

HecmoTps Ha ynyyweHue 0CBEAOMIEHHOCTM Bpayeil O
KIMHUYECKMX NMPOSIBNEHUIX M 0COBEHHOCTSX TeueHus UIIAT 1
XTI/, AnarHo3 4acto YCTaHaBAMBAETCS YXKe Ha NO3A4HeN CTa-
MK 13-3a HecneundUYHOCTU KIMHUYECKMX CUMITOMOB, KOTO-
pble MOTyT 6bITb MPUCYLLM MHOIMM pacnpoCTpaHeHHbIM 3a60-
nesaHuaMm. Mo AaHHBIM HAaUMOHANbLHOrO pernctpa, bonee 50%
nauMeHTOB C IErOYHOM rMNepTeH3NEN HA MOMEHT NOCTAaHOBKM
avarHosa mmenu I uam IV dyHKuMoHanbHbIR knacc (PK)
COrNacHo knaccudmkaumm BceMUpHOM opraHM3auumn 340po-
Bbs (BO3), B T. 4. N0 NnpuumnHe nosgHen amarHoctnku [13].

HeobecneyeHne TakmMx MNAUMEHTOB CBOEBPEMEHHOM
naToreHeTUYeCKon Tepanuein HensbexHo BeaeT K CTpeMu-
TENbHOMY YXYALIEHWIO COCTOSIHMS BGONBHOTO M NeTasbHOMY
ncxony. OgHako, Kak 6bi10 0603HAYEHO Bbille, NeYeHne He
BCex 3aboneBaHui, IBNFIOWMXCS OpdaHHbIMU, obecneynBa-
€TCs rocyaapcTBOM.

HecmoTpst Ha To YT cornacHo dbeaepanbHOMY 3akoHy obe
dopmbl neroyHon runepteHsum WAL n XTI/ gasnswotcs
opdaHHbIMM, TONIbKO MAMONaTMYyeckas GopMa NeroyHon apre-
puanbHon runepteHsun (1Al Bxoaut B «MEPEYEHD 24», a
3HauuT, NaumeHTbl ¢ UJTAT MMeLoT NpaBo Ha NonyvyeHne nekap-
CTBEHHbIX MPenapaToB A/ NeYeHUs 3a CYET permoHasbHbIX
6t04KeToB, B TO BpeMs Kak ang naumeHtoB ¢ XTI/ Takow
BO3MOXHOCTU HeT, T. K. XTIJI[ He BXOOMT B 3TOT NepeyeHsb.

MoCKONbKY Ha CErOAHSIHWIA AeHb HE CYLLECTBYET MOHAT-
HOro MexaHW3Ma NeKapCcTBEHHOrO obecneyeHns NauMeHToB

Tabnuua 1. CpaBHeHue anupemmonoruieckux, aemorpaduyeckux u UHbix xapakrepuctuk WA u XTI

PacnpocTpaHeHHoCTb 5,9 cnyyaes Ha 1 MH YenoBek 3,2 nyyaeB Ha 1 MAH YenoBek
3aboneBaeMoCTb 1-2 cnyyas Ha 1 MAIH Yyenosek 0,9 cnyyaes Ha 1 MAH Yenosek
CUMITTOMb OpblLLKa, 3aCTOHbIe SBNIEHUA B 60MIbLIOM Kpyre KpOBOOGPALLEHHS, NOBbILLEHHAS YTOMASEMOCTb, 60U B rpyay,
npecvHKone 1 CuHKone, cepaLieduenme u nepebou B paboTte cepavia, kalenb 1 KPOBOXapKaHbe, OTEKM FOMIEHN 1 CTON
CpenHuii Bo3pact 31,2 roga 458 13,7 ropa
Mon MpeobnaaakoT XeHLWMHbI PaBHo3HayHO
MezuaHa NpoLoMKUTENbHOCTH KM3HM 6e3
A POA 2,8 ropa 6,8 roga
NleYeHusi C MOMEHTa YCTaHOBNEHMS AMArHo3a
Hanuuue npenapatos ans

NaToOreHeTn4eckoro evyeHuns

MpefocTaBneHme naumenTy 6ecrnatHoro
neyeHus

26 | MEAULIMHCKUIA COBET + N216, 2018

[a - Bxoaut B «[TEPEYEHD 24», MoctaHoBnexne
Mpasutenbcrea ot 26.04.2012 r. N2406

He Bxoaut B «[EPEYEHD 24»
Tonbko uHBanuabl | rpynnbl,
[ HepaborTatoweit rpynnbl, MoctaHoBneHme
Mpasutenbcrea PO ot 30.07.1994 N2890




Mepsbie panHbIe peructpa, MapT-2014

_ Uucno naumueHToB, BKIOUEHHDbIX B poccuiickui peructp JIAT u XTI

AKTyanbHble AaHHble, nionb-2018

[LnarHo3
BceroBP®  MyxumHbI JKeHwuHbI Ha T;Izlc’:;:pu" MyXuHHbI YeHwuHbI Ha ﬁgg:;:p"" Myxumibl  KeHwmHbI
ulIAT 106 19 87 16 5 11 69 15 54
XToNr | 50 ‘ 22 ‘ 28 | 8 3 ‘ 5 | 25 ‘ 12 ‘ 13
C peakunmMm (opdaHHbIMKM) 3a601€BAHUAMM, HE BXOAALLMMM B CywecTBylolwme MUPOBble MPaKTUKM  BHEAPEHMS

«MEPEYEHD 24%», enMHCTBEHHBIM CNOCOOOM Ans naumeHTa C
XTI/IT nonyuntb M3HEHHO Heobxopaumoe neyeHne bec-
MNaTHO 3a CYET CPeACTB PernoHanbHoro broaxeTta aBnseTcs
Hanuyme y naumeHTa MHBannaHocty [7, 8J.

Takoe npaBoBOe HecooTBeTCTBME (GOpPMUPYET rpynnbl
NauMeHTOB C pa3HOM CTeNeHb0 4OCTYMHOCTM NaToreHeTuye-
CKOV Tepanuu, 1, HECMOTPS Ha CXOACTBO 3TUX ABYX 3abone-
BaHMW, NauyeHTbl ¢ XTI/ oKa3biBatOTCS HaMMeHee 3aliu-
WEHHbIMK, Bedb MpPU OTCYTCTBUM JIeYEHUSI MPOUCXOAMUT
6bICTPOE pa3BWTME M MPOrpeccMpoBaHMe cepae4yHon Heno-
CTAaTOYHOCTU, NPUBOAALLEN K MHBANMAM3ALMM U CMEPTU.

Cywectsyrowmii aucbanaHc B cucTeMe leKapCTBEHHOMO
obecneyeHns opdaHHbIX 33aboneBaHU OrpaHU4MBaEeT
[LOCTYMHOCTb NALMEHTOB K NONMYYEHUIO MEAULMHCKON NOMO-
Wy Ha TeppuTopumu Poccuu, 0gHAKO CyLLEeCTBYHOT PErvoHbl,
KOTOPbIM YAAN0Ch NPeosoNeTb 3TOT bapbep.

OnbIT MOCKBbI MO OBECMEYEHUIO MALLMEHTOB C
OP®AHHbIMN 3ABOJIEBAHUAMU

CHayvana 2012 r.Ha TeppuTopum Poccuiickoit Menepauum
6bl1 BHeApeH BCEPOCCUMCKMIA HALMOHANbHBIN PerncTp nauu-
EHTOB C neroyHow runepteHsuen (NI, KOTOpbIA BKIKOYAET
naunenToB ¢ JIAT n XTI/1T. CornacHo nepsbiM onybanKOBaH-
HbIM AaHHbIM pernctpa, Kk 1 mapta 2014 r. B Hero 66110 BKAtO-
YyeHo 242 naumeHTa (183 xeHWMHbl 1 59 MyXKUMH), U3 KOTO-
pbIX y 79,3% wnmenach JIAT pa3nnyHOM 3TUMONOIUK, B T. 4. y
43,8% WIAT (106 naumeHnToB) u y 20,7% 60NbHBIX AMArHO-
ctuposara XTI/ (50 naunerToB) (maba. 2) [13].

MHTepecHO OTMETUTb, YTO, COMMACHO [LaHHbIM PEerucTpa,
32,2% naumeHToB NpoXuBatoT B Mockse, 67,4% — B Apyrux
pervoHax Poccuiickoit ®enepaumm [13]. U3 Hux 20,5% npwm-
xoautca Ha UIAT n 10,2% — Ha XTI/

Ha cerogHAWHMI feHb MOXHO FOBOPWTbL O TOM, Y4TO BbISB-
nsemoctb naupneHTos ¢ XTI n uJ1Al Ha Tepputopmm Mockssl
3HaunTeNbHO Bo3pocna. CornacHo aaHHbiM OprmeTonoTaena
Kb  wm. W.B. Oasbinosckoro ot 25.07.2018 B HacToduiee
Bpems BbisBNeHo 25 nauneHtoB ¢ XTI/IT n 69 naumeHToB C
WJ1Al. Bce BonbHble NOMy4akoT CBOEBPEMEHHYHD NeKAPCTBEH-
HytO Tepanuto (mabs. 2).

Bo3moxHO, Takas pasHMUa B A0JEBOM COOTHOLIEHMM
BbISIBNSIEMOCTH NALMEHTOB C EFOYHOM rnnepTeH3neit CBa3a-
Ha B T. Y. C OTCYTCTBMEM WM HEAOCTATOYHbIM OCHALLEHWEM
LMarHOCTUYECKMX LIEHTPOB B APYrUX PEernmoHax CTpaHbl.
PasBuTMeE TakMX 3KCMEPTHbLIX LEHTPOB Ha BCEN TEppUTOpPUN
Poccuun kpaitHe HeobxoauMmo.

JIl-ueHTpoB ybeanTenbHO A0Ka3biBAOT CBOKO M deKTus-
HoCTb. Hanpumep, B Bennkobputanuu, cornacHo nocnegHemy
onybarKoBaHHOMY OTYeTy, BHeapeHue JI[-LeHTpoB No3BoNU-
N0 3HAYMTENbHO COKPaTWUTb BpPeMs AMArHOCTMKM 3abonesa-
HWS, @ TaKXKe YCKOPWUTb BpeMs HasHaveHus Tpebyemoit Tepa-
nun n nevenns [20].

B Poccum Ha cerogHswHmiA geHb GopMmnpoBaHune nogob-
HbIX LLEHTPOB HAXOAMTCA Ha CTaflMM pa3BUTUS. B HEKOTOPBbIX
cybvektax PO Ha dyHKLUMOHANLHOM OCHOBE YXKe CO34aHbl
npodwunbHble JIT-ueHTpbl, Hanpumep, B MypMaHCKOW K
Camapckoit obnactax.

B 10 ke BpeMs B onpeaeneHHbIX permoHax QYHKLMOHK-
PYHOT LEHTPbl, 3aHUMAIOLWMECS AMATHOCTUKOW U BeAEHWEM
nauueHToB ¢ 3aboneeaHunsamu, Bxogawmmm B «IMEPEYEHD
24» pepkmx (opdaHHbIX). B 4actHOCTM, Ha Tepputopumu
MoCKBbI C Lienblo yperynmpoBaHus npouecca obecneveHns
opdaHHbIX NaumneHToB bbin noanucaH Mpukas O3 r. MockBbl
N2139 ot 21.02.2014 «O panbHenweM COBEPLIEHCTBOBAHMM
OpraHM3aumMm O0KasaHWs MEeAMLMHCKON MOMOLLM XKUTeNsIM
r. MockBbl, CTPafatoWmnM 33a601eBaHMAMM, BKIIKOYEHHBIMU B
nepeyeHb XXM3HEYrpoXaloLWMX U XPOHUYECKMX MPOrpeccu-
pyroLWwmMx peakmx (opdaHHbIx) 3abonesarui» [21]. Ha ocHo-
BaHWM paHHoro [lpukasa nauueHTbl C MAMOMATUYECKOW
neroyHow runeptersuent (1A, Bxoaswen B «IMEPEYEHD 24»,
Ha TeppuTopmMu MockBbl 0becneynBatTcs HeobxoanMoit
NeKapCTBEHHOM Tepanuei W3 perMoHanbHOro OtoakeTa B
COOTBETCTBMM C YETKOW M MOHATHOM CXEMOM OKa3aHWs Meau-
LUMHCKOM nomouwm opdaHHbIM 60/bHbIM, NMPONMWCAHHOW B
[aHHOM [OKyMeHTE.

B cnyyae nopo3speHus Ha Hanuume penkoro 3abonesa-
HMS y BONbHOMO Bpay-CNELMANUCT HanpaBseT ero Ha fanb-
Helwee 06CNeAOBaHUE WM KOHCYMbTALMIO K OKPYXHOMY M
rNaBHOMY BHeWTaTHOMY cneumanucty. locne yctaHoBNEHUS
M MNOATBEPXAEHUS [MArHO3a C MNPUBJEYEHUEM KOMMUCCUM
Bpayeil Ha 6a3e AMArHOCTMYECKOro LEeHTPa MaBHbIN cneum-
anuct oQopMAseT BCe HeOOXOAMMble AOKYMEHTbl Aa4 OCy-
LLeCTBNEeHMS 3aKynk1 HeobxoaMMOoro npenapara.

ObecneyeHne nekapcTBEHHbIMM MpenapaTtamMu 3a cyet
pEervoHanbHOro HKAXeTa OCYLLeCTBASETCS B NPOdUIbHbIX
OTAENEHMNIX MEAMLIMHCKMX OPraHmn3aLumi4, OKa3blBaloLLMX CTa-
LIMOHAPHYIO MNOMOLLb, 3 TAKXKe B HEBHbIX CTaLMOHapaXx, Kyaa
60NbHOM HanpaBnseTcs A4S NpoBeLeHUs MNaHOBOro neye-
Hus. B cnyyae nonyyeHus naumeHTOM TabneTMpoBaHHbIX U
MHbIX GOPM NIEKapCTBEHHbIX MpenapaTtos, Cneuuanm3npo-
BaHHbIX NPOAYKTOB NleyebHOro nutaHusg obecneyeHne umu
[LONyCKaeTcd Yepes anTeuHble yupexaenus (puc. 1) [21].
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MpenMyLLEeCTBOM AAHHOTO BapuaHTa peanu3auuun non-
HOMOYMIA SIBASIETCS BO3MOXHOCTb 0becrneymBaTb OO0JbHbIX
opdaHHbIMK 3a60N1EBAHNSIMU HEOOXOAUMbIMU NIEKAPCTBEH-
HbIMM MpenapaTtaMmn Npu 0Ka3aHMM MeLUUMHCKOW MOMOLLM
Kak B aMOynaToOpHbIX YCIIOBUSIX, TaK U B YCIIOBUSIX CTaLMOHA-
pa, NeKapCTBEeHHble MpenapaTbl 3aKynatTcs LEeHTPann3o-
BAHHO M3 CPELCTB pernoHanbHoro 6roaxeTa. Takum 06pazom,
Obll ONTUMM3MPOBAH MPOLLECC MPUHATUS PELIEHUI, YTO
MO3BO/IMIO MOBbLICUTb KAYECTBO OKa3aHM$ MeOMLMHCKOM
NMoMoLIM NauMeHTaM ¢ opdaHHbIMK 3a60NeBaHUIMM, BXOS-
wummn B «INMEPEYEHD 24».

BaxkHO Take OTMETUTb, YTO, MOMMMO peecTpa MeauLMH-
CKMX M anTe4HblX OpraHu3aumMii rocyaapcTBEHHON CUCTEMbI
30paBOOXpaHeHUs r. MOCKBbI, COCTaBa MMaBHbIX BHELUTATHbIX
CNeumanucToB, y4acTBytolMX B obecneyeHun, npoBeaeHUn
neyeHus u HabntogeHUn 3a 6oNbHBIMU C pefkuMK (opdaH-
HbIMKM) 3aboneBaHuamu, B MNpukaze N2139 Takxe npencras-
NeHa HOMEeHKNaTypa fleKapCTBEHHbIX NPenapaTos, NPUMEHS-
€MbIX MpU nevyeHnn 60MbHbIX C 3aD0eBAHUAMM, BKIIOYEH-
HbiMK B «[MEPEYEHb 24», Bkntouas /AT

OcHoBHbIM NOAX0A0M K nevyeHuto UI1AT aBnsieTcs naTore-
HeTMYyeckas Tepanus, Hanpas/ieHHas Ha AMNATaLMI0 CTEHKM
NEroYHbIX COCYLO0B, BEAYLLAN K MX PACWIMPEHUIO W, CNeaoBa-
TEeNbHO, YMEHbLUEHMIO Harpy3ku Ha NpaBble KaMepbl cepaLa.
[ns atoro Hanbonee 4acto MCNONb3yeEMbIMU NMpenapaTamu
SABASAIOTCS AHTArOHWCTbl PELEenTopoB K 3HAOTenuHy (IPA),
MHrMouTopsl docdoanactepasbl 5-ro Tuna (M®O3-5) u npo-
CTaHOWAbI, OCHOBHbIMM NPEACTAaBUTENSIMU KOTOPbIX SBNSIOTCS
603eHTaH, aMbOpM3EHTaH, MaUWUTEHTaH, cunaeHadun u uno-

NPOCT UHFANSAUMOHHDBIN. YacTb UX 3TMX MpenapaToB BKAKOYe-
Ha B HOMEHKNATypy NIeKapCTBEHHbIX CPEACTB B COOTBETCTBUM
¢ Mpunkazom N2139.

pwn 3TOM anropuTtm TapreTHon Tepanuu JIAI nogpasyme-
BAeT MPUMEHeHWe CXeMbl NoCiefoBaTeNbHON KOMOWHMPO-
BaHHOM MeLMKAMEHTO3HOM Tepanuu. JTO 03HA4YaeT, YTo
nauMeHTbl NOAYYalT OOMH, @ 3aTEM BTOPOW W TpeTuin npe-
napaTt M3 pa3HblX KNaccoB B NOCIEN0BATENbHOM pexunMe B
Cy4ae HeaZeKkBaTHOro oTBeTa Ha Tepanwmio [11].

Kak n3BecTHo, opdaHHble npenapatsl 4OPOrK, a Ha3Have-
HWe ABOMHOW AU TPOMHOM Tepanumn COMPOBOXAAETCS 3HAYM-
TeNbHbIM YBEIMYEHWEM IKOHOMUYECKOro BpeMeHn neyveHus
Takux 3aboneBaHuin. bonee Toro, KOMOMHUMPOBaHHAs Tepanus
JTAl-cneumdumyecknx npenapaTtoB 4acTo XapakTepusyeTtcs
KMUHUYECKM 3HAYMMbIM  hapMakoKMHeTMYecknm/bapmako-
OVHAMUYECKMM B3aMMOALENCTBUEM (HEKOTOpPblE KOMOWHa-
LMK), a Takke HebnaronpmsaTHbIM npodunem 6e3onacHoCTy.

B nono6HoM c1TyaLmMm ansTepHATUBHBIM MHHOBALMOHHBIM
NOAXO4OM sBNSeTCs nepesog nauueHTtos ¢ MMOOI-5 Ha puo-
LMryaT BMeCTO AanbHenLel 3ckanaumnm neyexnmns. Puounryat -
nepBbld MpeacTaBMTENb HOBOW Tpynmnbl MpenapaToB [Ans
neyenuns Il = CTUMYNATOPOB PaCTBOPUMOM FyaHWNATLMKNA3bI,
065134atoWmi NPUHLMNMANBHO MHBIM MEXAHW3MOM LEeNCTBUS
MO CPaBHEHWIO C MMetLMMKCS Npenapatamu [22].

Mo pe3ynbTaTtaM KIMHUYECKMX WCMbITAaHWIA puoumryat
3 deKTUBEH Y paHee He NIEYEHHbIX NALMEHTOB M NALMEHTOB
C OTCYTCTBMEM a[eKBAaTHOIO KAMHWMYECKOro OTBETa Ha Tepa-
nuto JTAl-cneunduryecknMu npenapatamu, 4to bbino npoae-
MOHCTPUPOBAHO B PaHLOMM3MPOBAHHOM KOHTPOAMPYEMOM

PucyHok 1. PernameHT MeSMUMHCKOTO M NeKapCTBEHHOTO 06ecneyeHus NaLMeHToB ¢ opdaHHbIMK 3a601eBaHNAMH,
Bxoaswmmm B «[IEPEYEHD 24», ycraHoBneHHbii Mpukasom N2139 [lenaprameHTa 3apaBooxpaHeHus I. MockBbI
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nccnenosaHum PATENT-1 [23]. MepeBoa nauveHTos ¢ n®[13-5
(Hanpumep, cunoeHadmna) Ha puoumryat 6bln M3yyeH B
nunoTHoM uccnenoanuun Ilib dasbl RESPITE. Tepanus puoum-
ryaTtoM npuBena K ynyylleHuio 3Ha4YMMbIX QYHKLMOHANbHbIX,
reMoOMHAMMYECKNX M BuoxmMmyecknx nokasartenei. Cor-
NacHo pesynsratam uccnenosaHuns RESPITE vepes 24 Hepenu
31% naumeHToB foCcTUmK MuHUMYM |1 DK no BO3 1 ynyyuwe-
Hus no A6MX 2 30 M 6e3 KAMHUYeCKoro yxyaeHus [24].

TakuM 06pasoMm, Ans onpeneneHHon 4acT NaumeHToB C
WJTAT MoxeT BbITb LenecoobpasHo HasHavyeHue puoumryata.
OpHako puoumryaT He BXOAMT B HOMEHKIATYpY NIeKapCTBEH-
HbIx cpencts no [lpwukasy Ne139 13 r. MockBbl. MoxeT i
NaLUMEHT Noay4YnUTb HEODXOAMMYIO Tepanuio B 3TOM Cyyae?

B MockBe cyliecTByeT pernaMeHTMpOBAHHbIA NOpALOK
MHAMBUAYANbHOrO obecneyeHns TakMX MaUMEHTOB -
PacnopskeHune [lenaptaMmeHTa 34paBOOXpaHeHus I. MOCKBbI
N21452-p o1 31.12.2015 (peg. ot 26.05.2017) «O6 yTBEpxXAeE-
HWMM MOpSAKa WMHAOMBMAYaNbHOro obecrneyeHus OTAENbHbIX
KaTeropuin rpaxaaH, MMelLLmMx NpaBo Ha NOMyYyeHWe rocy-
[APCTBEHHOW COLMANbHOM MOMOLLM, NEKAPCTBEHHBIMU Mpe-
napaTamut Npyu HaAMYUM MeaULMUHCKMX NOKa3aHUi (MHOMBK-
LlyanbHas HemnepeHOCUMOCTb, MO XM3HEHHbIM MOKA3aHWAM):
He BXOLSLMX B CTaHAAPTbl MEAMLMHCKOM NMOMOLLM; NO TOPro-
BbIM HaUMEHOBAHMAM, @ TaKXKe M3AeNUIMU MeOULMHCKOro
Ha3HayeHus», NpenycMaTpMBAIOLWMIA NpoBeaeHWe Bpayed-
HOM KOMMCCMU B Cy4ae, KOraa Mo >KM3HEHHbBIM MOKa3aHWAM
NaLMeHT HYXXOAETCA B MHAMBUAYaNbHOM Tepanum (puc. 2) [25].

TakuMm 0bpa3oM, B ciyyae, Koraa naumeHty ¢ uJAT (3abo-
neBaHueM, Bxoasgwmm B «MNEPEYEHD 24») Heobxogum npe-
napat, He BK/IKYEHHbIM B HOMeHknatypy [Mpukasa N2139,
obecneyeHune OCyLLECTBASETCS M3 PerMoHanbHOro HroaxkeTa
cornacHo Pacnopspkenuio N21452-p.

BaxxHO OTMeTUTb, YTO TakoM NOAXOL BO3MOXKEH He TO/bKO B
C/ly4ae Ha3HayeHUs NpenapaTtos, He NPeAyCMOTPEHHbIX HOMEH-
KNaTypoK nekapcrBeHHbix cpencts lNpukasa N2139, Ho Takxke K
B Clyyae neveHns opdaHHbIX 3aboneBaHui, He BOWeaWwmnX B
«MEPEYEHb 24», kak, Hanpumep, B ciyyae ¢ XTIJM

HecmoTps Ha To yto ang naumenTta ¢ XTI/ xupypruyeckoe
NeyeHue (onepaums NeroyHon TpoMBIHAAPTEPIKTOMMM) pac-
CMaTpUBAETCS B KayeCTBe CTaHAApTa JieveHus, 40 MOAOBUHbI
BCeX 6OMbHbIX MO Pa3HbIM MPUYMHAM MPU3HAKOTCA Heomepa-
6enbHbIMK, 1 Y <35% NauneHTOB, KOTOPbIM BbINMONHAETCS TPOM-
63HapTePIKTOMUS, MOCE OnepaLym OTMEYAETCS NEPCUCTUPY-
owas win peunamsupytowas XTI/ [26]. Ana Heonepabenb-
HbIX MALMEHTOB M BOMBHBIX C NOCTONEPaLMOHHbIMKU GOopMaMu
XT2JIT KOHCepBaTMBHOE MEAMKAMEHTO3HOE fIeYEHWNE MOXET
paccMaTpMBaThCs Kak OMTUMasbHas TepaneBTMYecKas Omnums.

Mo pe3synbrataM MCCnegoBaHWMM puUoOLMIyaT CTan eauH-
CTBEHHbIM MpenapaToM, KOTOPOMY YAAN0Ch NPOAEMOHCTPU-
pOBaTb AOCTOBEPHYI 3PPEKTUBHOCTL Y MALMEHTOB C HEOMNE-
pabenbHOM MK nepcucTupytoLlen/peunamsmpytoweit XTI
nocne onepaumu B MexayHapoaHoM mnccnepoBaHum CHEST-
1 wn KkoTopbIfi MMeeT gaHHoe nokasaHnue B CLUA, EBpone u
Poccum. CornacHo pesynsTaTaM AaHHOIO UCCNefoBaHMS Npe-
nmapaT mokasan CTaTUCTUYECKM 3HAYMMOe YnyylleHWe Crno-
COBHOCTM NaLMEHTOB NEPEHOCUTb U3NYECKYHO HArpysKky no
[LlaHHbIM TeCTa WeCTUMUHYTHOM X0nbbbl, @ Takke CTabunbHO
YNyYlna NOKaszaTenu CepaeyvHO-erouyHon reMoLMHAMUKK,

HayuHbi nporpecc
ANA BO3BpALLEHUA
K MOJIHOLLEHHOM XWU3HU

JA,u,eMHac
puoumryat

AJEMMNAC®. y Hena puoumryart. JlekapcTeeH-
Has ¢popma: TabeTKK, NOKPbITbIE NNeHOYHOH 06010uKol. OAHA Ta6ETKA, NOKPBITAA MAEHOY-
Ho# 060on10uKoi, copepxut 0,50; 1,00; 1,50; 2,00 nau 2,50 Mr proLMryata MUKPOHU3UPOBAHHOTO.
n K p Kas T Kasi NIErouHas runep
(XT3N, rpynna 4 no knacc BO3: XTI, nepcucTupyowas unu
peunaveupytowan XTI/ nocne onepaTMBHOTO NeYeHHs; NeroYHan apTepruanbHaa runepTeH-
3ua (JTAT), rpynna 1 no knaccudurauun BO3, II-111 OK no knaccud BO3 (B P
760 B KOMEHMHALMM C AHTArOHMCTAMM PELLenTOPOB S3HAOTENMHA UMM MPOCTAHOMAAMK): MAMONA-
Tuueckas JIAT, HacnepcTeeHHasn JIAT, JIAT, accounnpoBaHHAA ¢ GONE3HAMU COEAUHUTENLHON
Tkanu. Mpot o, p c MHrMGmopuMM ®A3-5 (takumu
Kak cunpeHadun, Taganadun, sapaeHadun); TAKeNbe Hap ¢ nevenn (6onee
9 6annos no wkane Yanna-Moto, knacc C, ONbIT KAMHUYECKOrO NPUMEHEHWA OTCYTCTBYET);
NOBbILWEHHASA YYBCTBUTE/IbHOCTL K PUOLLUTYATY AW 1I060MY APYTOMY KOMMOHEHTY, BXOAALLEMY
B COCTAB Npenapara; 6epemeHHOCTb U NeproA PyAHOTrO BCKAPMAMBAHMSA; OAHOBPEMeEHHbIM
NpHeM C HUTPATAMM MM AOHATOPAMM OKCHAC A30TA (TAKMUMHM KAK AMUTHUTPUT) B 10607 nekap-
CTBEHHO GOPME; N1ErouHas rMNEPTeH3NA, ACCOUMMPOBAHHAA C HAUONATUYECKUMM MHTEPCTHLIM-
anbHbIMK MHeBMOHUAMK (JIT-UUM); Bo3pacT Ao 18 neT; BpOXAEHHbIN AePULMT NaKTA3bI, Henepe-
HOCMMOCTb JIAKTO3bI, [II0KO30-TANAKTO3HAA MANbabcopbuma (B CBA3M C HANMUMEM B COCTABE
NIAKTO3bI); TAKENAA APTEPUANbHAA FMNOTEH3UA HA MOMEHT Hayana Tepanuu (cUcTonuyeckoe
apTepuanbHoe AaBneHne MeHee 95 MM PT.CT., OMbIT K/IMHUYECKOTO NPUMEHEHHSA OTCYTCTBYeT);
TAXeNble HapylweH!sA GYHKLMU NoYeK (KNMPeHC KpeaTMHUHA MeHee 15 MA/MUH) U NpUMeHeHWe
y NALMUEHTOB, HAXOAAUMXCA HA FEMOAUANM3E (ONbIT KIMHUYECKOTO NPUMEHEHUsA OTCYTCTBYET).
C 0CTOPOXKHOCTBIO: HEO6XOANMO COBIIOAATL AOMONHHTESIbHYI0 OCTOPOXKHOCTB MPH HAZHAYEHHM

npenapara B CeAyouMX CUTYAUMAX: Y NALMUEHTOB C IETOYHOM rMNepTeH3Ue, UMeIoLWMX 40NN~
HUTe/IbHbIE GAKTOPbLI PUCKA KPOBOTEUEHHS M3 AbIXATE/bHBIX Ny Tel, 0COBEHHO y Tex, KTo nosyua-
€T GHTHKOArY/IAHTHYIO TEPAMNMIO; y NAUWEHTOB, MOMYYAIWHMX TMIOTEH3UBHYIO TEPanuio Wi
MMEIOWMX UCXOAHYIO APTEPUANBHYIO FMOTEH3MIO, TMMOBONEMHIO, MBO TAKENYI0 06CTPYKUMIO
nyTei OTTOKA W3 /1EBOTO ENYAOUKA MU BEreTaTMBHYI0 AUCHYHKUMIO; MPH OAHOBPEMEHHOM
NPUMEHEHUM C CUIbHBIMW MHTMBUTOPamMn n3opepmerTos CYP u P-gp/BCRP, TakMmm Kak asono-
Bble NPOTUBOT peactsa ( 30/, MTPAKOHA301) MM UHTUBMTOPaMK
npoteassbl BUY (Hanpumep, putoHasup), B canzm C BbIPAKEHHbIM YBENMYEHUEM SKCMO3ULUN
pyoumryara; npu p ca MHrUBUTOpPaMK U30dpepMeHTa
CYP1AT, TAKMMM KK MHTMGMTOP TMUPO3UHKMHA3bI 3PNOTUHME, U CUNIbHBIMM MHIMGUTOPAMM
P-gp/BCRP, TaKMMM KGK MMMYHOCYMPECCHBHBIM NPENapaT UMKI0CNOPHH A, MOXET yBEMYMBATb-
CA KCMO3ULMA PUOLMTYATA; Y NALMEHTOB C HAPYILIEHMAMM GYHKLMK NOYEK (KIMPEeHC KpeaTHhu-
Ha mMeHee 80 Mn/MuH, HO Gonee 15 MA/MUH); y NaUMEeHTOB C P Hap;
neyenu (7-9 6annos no wkane Yaina-Meto, Knacc B); y NaLMEHTOB NOXMIOTO Bozpucm (65 net
v cTapue). Mo6ouHoe AeHCTBHE: OUeHb HACTO — FO/IOBOKPYKEHHE, TONI0BHAA 60/1b, AUCNENCHA,
Avuapes, TOWHOTA, PBOTA, NEpUPEPUUECKMe OTEKH, YaCTo — rocrpoanrepm aHemus (BKOYAR
cooTBeTCTBYlOUjME 1a60PATOPHbIE NOKa3aTenm), y , C aptepu-
QNbHOTO AABNEHMSA, KDOBOXAPKAHbE, HOCOBOE® Kposoreuenme 3A/I0KEHHOCTb HOCA, FACTPHT,
ractpoasodareansHas pedniokcHas 6onesHsb, gucdarua, 6onb B pasHbix otaenax KT, 3anop,
B3/yTHe ®uBoTa. PeructpaynoHHblit Homep: JIM-002639. AKTyanbHAs BEPCUA MHCTPYKLWUK OT
05.10.2017.MNp Tenb: Baitep AT, T OtnyckaeTcs no peuenty spada. MoapobHas
¢ ' (sKni04an MHa o cnocobe np 1 03b1) COACPKUTCA B UHCTPYK-
LM 10 NpHMeHeHMio.

MIHCTPYKUMS! 110 MEAMUMHCKOMY MPHMEHERHIO Npenapara Aemnac

Marepuan aAna cneumanucTos 3apasooxpaHeHms. JIAT — nerouHas apTepuanbHas runepTeHsms;
XTI = XPOHUUECKAs TPOMBOIMBONUECKAR NIEFOUHAS FMMEPTEH3NS;

PT'L| — pACTBOPHMAS rYaHWAGTLMKAG3A.

AO «BAMEP». 107113, Mockea, 3- PoiBUHCKast yn., .18, crp. 2.
Ten.:+7 (495) 231 1200, PEK/TAMA

dakc: +7 (495) 231 1202. www.pharma.bayer.ru LRU.MKT.02.2017.0044

29

o
N
m
ac
L
—
o
(T8}
=
=
—
[N
<
ac
0
N
o
L
-
o
<




PucyHok 2. PernameHT MHAMBMAYaNbHOTO 0GecneyeHms NaLMeHTOB ¢ OpaHHbIMU 3a601€BaHUSMM, HE BXOAALMMU
B «[IEPEYEHD 24», yctaHoBneHHbI PacnopsixeHnem N21452-p lenaprameHTa 3apaBooxpaHenus . MockBbl

IZH konus lpotokona BK |

1 pabouuit aeHb

[lnpekuus no opraHu3auum
> neqrenbHoctn MO [13 Mocksel

3 paboumx Hs
- MpOoBepKa NONHOTbI LOKYMEHTOB

Y

(unn pupekums TMHAO) - MOAroToBKa 060CHOBaHMS
M HauaNbHON MaKCMMaJIbHOM LIEHI
O/IMKNNHHUKA koHTpakTa (HMLIK)
BpauebHas v
=
KoMMCCHs lporokon AT LT 3akynka /M
30paBo0XpaHeH#s I. MockBbl ANS MHOMBMAYaNbHOTO 0BecneyeHms

1 pabounii aeHb

IZH konus lpotokona BK

Ynpasnenue Gpapmaumu
(+YnpaBneHue 3KOHOMUYECKOrO
»||  NNaHMPOBaHUA ¥ OpraHu3aLmum

| 3aKynok)

3akynka no HomeHknartype JM
ONA UHOAMBUAYAIbHOTO obecneyeHus

Y

[naBHblIi

BHELLTATHbIM cneuuannct
(bopmupoBaHue notpebHOCTH
no HomeHknatype /1)

(dYHKUMOHaNbHbINA Knacc no knaccndukaumm BO3 u ceszax-
Hble C 3abonesaHnem Buomapkepsl [27].

Takum o6paszom, y naumeHta ¢ XTIJIT B . Mockee
npeaycMOTpeH MexaHusM obecnevyeHus Tepanuen puoun-
ryaToM 3a CYeT CpefCTB pervoHanbHoro 6ioaxera B COOT-
BeTCcTBMM C PacnopsskenneM N21452-p, HecMOTpS Ha TO, YTO
XT3N He BxoauT B «[MEPEYEHD 24».

3AKNTIOYEHME

Ha dbenepanbHOM ypoBHE CyLLECTBYET HeyperyinmpoBaH-
HOCTb BOMPOCa MeXay 3NMAEMUONOTMYECKUMIU KPUTEPUIMU
OTHEeCeHMs K opdaHHbIM 3a60NeBaHMAM U NPAKTUKOM nekap-
CTBEHHOrO obecnevyeHns MauMeHToB C peakumu 3abonesa-
Huamu. Cutyaums ¢ WAl n XTI/ asnseTca 9pkuM npume-
poM npoTuBopeyns mexay GopMynMpoBKOM OpdaHHOro
3ab0neBaHUA U NEKapCTBEHHbIM obecnevyeHneM TONMbKO
O4HOM M3 GOPM NEroYHOM runepTeHsnm. HecMoTps Ha Cxo-
XeCTb 3TMX 3aboneBaHUM, NaLMEHTbl UMEIOT pa3Hble Mpasa
Ha NeKapCcTBEHHYIO Tepanuio.

B HekoTopoit Mepe cylecTsytoLLyto npobneMy focTyna K
HeobxoaMMOoN Tepanuu pelmno Bbl BKIOYEHWE NEKAPCTBEH-
HbIX MpenapaTtoB, NpPeAHAa3HAYeHHbIX ANS NeYEHUS penKux
(opdaHHbIX) XM3Heyrpoxatowmx 3abonesaHuin, B epeyeHb
YKHBJM. CornacHo gaHHbIM MHcTuTyTa EASC, Ha ceroaHsLLHmM
feHb B nepeyHe XXHBJIM npucyTcrByeT HemMHorMm Bonblue
MOAOBMHBI OpdaHHbIX NMPenapaToBs, YTO YacCTO CIYKWT MOBO-
[IOM ANS AONONHUTENbHbBIX apryMEHTOB OPraHn3aTopoB 34pa-
BOOXPAHEHMS MPOTUB MONOXUTENBHOTO pELIeHUs B 4acTu
6ecnnaTtHOro nekapcTBeHHoro obecnedveHns, 0COBEHHO B
CTauMoHapHbix ycnosusx [15]. Tak, B oTHoweHumn JIAT-cneum-
dunyeckon Tepanum B Mepeyverb XXHBJIIT BxoauT ToNbKO 0aMH
npenapat (MHH - 603eHTaH), BkatoyeHHbIM B 2015 1, cnepo-
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BaTenbHo, 3a npoweawwue 3 roga MKHBJM He pacwwmpsancs
JTAT-cneumdunyecknMm npenapatamu.

Bkntouenne npenapatoB B [lepeyenb XXHBJIM ogHospe-
MEHHO C rOCyLAapCTBEHHOM perucrpaunen MakCcumanbHOM
OTMYCKHOM LeHbl NPOM3BOAMTENS, @ TaKXKe 00s13aTeNlbHOe CHU-
YEHWeE LIeH Ha BOCNPOW3BeLEHHbIE IeKapCTBEHHbIE MpenapaThl
NMO3BONSET CHU3UTb HArpy3ky Ha OHOXET 34paBOOXPaHEHUS.
MonoxuTenbHble pe3ynbTaTbl rOCYAAPCTBEHHOMO peryaMpoBa-
HWS LEH Ha NleKapCTBEHHble NMpenapaTbl MOXHO PacCMOTPETb
Ha npumMepe yxe BkatodeHHoro B MKHBJIM 6o3eHTaHa. B 2017 .
3a CYeT BbIXOLA BOCMPOM3BEAEHHOro npenapata 6o3eHTaHa
NpPOM30LW/O0 PeryiupyemMoe CHWXKEHWE LieHbl HA BOCMpOM3Be-
[leHHbI Npenapart. B pe3ynbrate, N0 pacyeTam 3KCNepToB, 404
pedepeHTHOro SIeKapCTBEHHOrO npenapata 603eHTaH B rocy-
[ApPCTBEHHbIX 3aKynKax CHU3MNacb Ha 37%, 4To NO3BOAWNO
cakoHomuTb 108 MaH py6. [28]. Takum 0bpasom, € yvyeTom
BbICBOOOXAEHMS (DUMHAHCOBLIX CPEACTB B pe3ysibTaTe 3KOHO-
MMM NpU 3aKynke BOCMPOM3BEAEHHOrO npenapata 603eHTaH
BO3MOXHO MepepacnpeaeneHe pecypcoB Ha Apyrue npena-
patbl JTA[-cneupduryeckoi Tepanuu, B TY. Tepanmun XTI

OtoenbHble cybbekTbl PO cMornn BHeAPUTb yChelwHbli
OMbIT pa3peleHns 3Toro NpoTUBOPeYMs, NpenoCcTaBnss
NpaBoO Ha /lekapCcTBeHHoe obecrnevyeHne Kak MaLMeHTaM C
opdaHHbIMK 3aboneBaHusMu, Bxoadwmmum B «MEPEYEHb
24», Tak u 3a ero npegenamu. ONUCaHHbIA B CTaTbe OMbIT
MockBbl M0 obecneyeHnto NaumeHToB ¢ opdaHHbIMU 3360-
NEeBaHMIMU ONTUMMU3INPOBAN MPOLECC MPUHATUS PELLEHUH,
MO3BOIMA YPErynuMpoBaTh M MOBLICUTb MPO3PAYHOCTb MPO-
Lecca CBOeBpeMeHHOro obecnevyeHuss Bcex OpdaHHbIX
nauneHToB HeEOOXOAMMOM NaToreHeTUYeCKoM Tepanmei.

KoHgnukm uHmepecog: asmopel 3asea510m 06 omcymcmeuu
KOHGAUKMA UHMepecos 8 xo0e HanucaHusi OaHHoU cmamed.
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