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AHHOTALMS

[IpoaHaIM3UpOBaHbl COBPEMEHHBIE IIOAXOABI K OpPraHU3alMM OKa3aHMsI
(dapmalneBTHUECKON TOMOIIM OOJBbHBIM Op(aHHBIM 3a00JIEBaHUSM B CHUCTEME
rOCYJ1apCTBEHHBIX COLUAIBHBIX TaPAHTHUH.

KBanmupukannonnas pabora usnoxkeHa Ha 49 cTpaHHMLAaX U COCTOUT W3
BBEJICHMs, 3 TJaB, BBIBOJOB M CIHCKA HCIOJB30BAaHHON JauTeparypbl. CIHCOK
WCITOJIb30BAHHOM JINTEpaTypbl HACUUTHIBAET 54 MO3UIMH, CPEOU KOTOPbIX 35
WHOCTPaHHBIE.

Knrouesvie cnosa: opdanHble 3aboneBaHMs, JIEKApPCTBEHHbIE Ipenaparsl,

(bapMaHGBTI/I‘IGCKaH ImoMo1ib, roCya1apCTBCHHBIC COINAJIBHBIC I'apaHTHUH.

ANNOTATION
Modern approaches to organizing the provision of pharmaceutical care to

patients with orphan diseases in the system of state social guarantees are analyzed.
The qualification work is laid out on 49 pages and consists of an introduction,

3 chapters, conclusions and a list of references. The list of used literature includes

54 items, among which 35 are foreign.

Key words: orphan diseases, drugs, pharmaceutical assistance, state social

guarantees.
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BCTYIUIEHUE

AxmyanvrHocmo memol. OTHON U3 HaOOJIEE CIOKHBIX MTPOOJIEM MPAKTUIECKOTO
3IPAaBOOXPAHEHUS SIBISICTCS JUArHOCTHKA, JICUCHHE U MPOPUIAKTHKA PEIKUX
3a0oneBanuil. HekoTopbie U3 qaHHBIX 3a00JI€BaHUM SBISIOTCS YTPOKAIOIMIUMHU KU3HU
COCTOSTHUSIMHU WJIM TIPOTEKAIOT B OUYEHB TSKENION XpOHUYECKON M3HYpsIolel Gopme,
NPpUYUHSAS TsDKenble cTpaganus 0onbHBIM. [1o nanasiv EURORDIS, Ha cerognsimnuii
JIEHb B MHUPE CYIIECTBYET OKOJIO 8 ThIC. op(aHHBIX 3a00JyieBaHMM, U3 KOTOphIX 80%
MMEIOT TEHETHUYECKYI0 npupoAay. /IBe TpeTu peaxux 3a00iieBaHUN MPOSBISIIOTCSA B
paHHEM JIETCKOM Bo3pacte. B 65% ciyyaeB OHM NMPUBOJAAT K MHBAIUIHOCTH, B 35%
ClIy4asX CTAaHOBSITCA MPUYUHOW CMEPTH Ha MEPBOM roxay xku3nu, B 10% — B Bo3pacte
1-5 net, B 12% — B Bo3pacte 5-15 ner. Ilo cocrosinuio Ha koner 2020 r. cymmapHoe
KOJMYECTBO MAIlMEHTOB C peAKUMHU 3abolieBaHussMu B EBporie coctaBuiio okoisio 30
MJIH 4eloBeK, B CeBepHOU AMepuKe — OKOJIO 25 MiH, B Anonun — 5 muiH. Takum
o0Opa3zom, opdaHHBIMU 3a00JI€BaHUSAMU CTpagaeT oT 6 10 8% Bcex KuTeseh 3eMu.

JlexapcTBeHHOE oOecrieueHHuEe TAIMEHTOB C PEIKUMH  3a00JIeBaHUSIMU
CONPSKEHO  CO  3HAYUTEIbHBIMH  (DMHAHCOBBIMH  3aTpaTaMu  TOCYAapCTBa,
0OyCJIOBIGHHBIMU B TIEPBYIO O4Y€pEeIb BBICOKOW CTOMMOCTBIO caMHuX Op(haHHbIX
MpernapaToB, KOTopast OOBSICHSIETCS CYIIECTBEHHbIMU (DMHAHCOBBIMU BJIOKCHHUSIMU B
UX pa3pabOTKy M MPOM3BOJICTBO MPHU OJHOBPEMEHHO HM3KHX O0OBEMax MpPOJAX U3-3a
MaJIol YMCIIEHHOCTH IIEJIeBOM TPpynImbl O0NbHBIX. Bo MHOTHX CTpaHax pa3paboTaHbI
roCyJIapCTBEHHBIE MPOTpaMMbl CTUMYJIMPOBAHUS HUCCIICIOBAHUIN KaK MO H3YYEHUIO
MaToTeHe3a PeAKuX 3a00JIeBaHMi, TaK U IO pa3pabOTKe U MPOU3BOJICTBY MPENapaToB
JUISl UX TUATHOCTUKU U JICUCHUSI.

Lenv u 3a0auu uccieoosanus. llenb paboOTHl 3aKiIrOYaeTCs B HCCIEIOBaHUE
COBPEMEHHBIX IMIOAXOJOB OpraHU3AIMKM OKa3aHus (HapMaleBTUUECKOW TMOMOIIH
00JIbHBIM Op¢aHHBIM 3a00JIEBAHUSIM B CHUCTEME T'OCYJIapCTBEHHBIX COIUAIbHBIX
rapantuid. JlJi1 JAOCTHMXKEHUsT yKa3aHHOW 1€ HEOOXOJMMO PEeIIUTh CIIEAYIOIINe
3a7a4u:
® HCCNeAOBaTh COBPEMEHHBIE MPOOJIeMbl OKa3aHUs (hapMaleBTUUYECKONW MOMOIIU

00JIbHBIM OphaHHBIMH 3a00JICBAHUSIMU B MUPE;
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® NPOAHAIM3UPOBATH MHUPOBYIO TMPAKTUKY 3aKOHOJATENBHOTO pPETyIUPOBAHUS
okazaHus (hapMaleBTUUECKOW MOMOIIH MallMeHTaM ¢ op(paHHBIMU 3200JIEBAHUSIMU;

® OXapakTepusoBaTh (hapMalEBTUUYECKHN PHIHOK JIEKAPCTBEHHBIX MPENapaToB IS
Tepanuu ophaHHbIX 3a00JIEBaHUI,

e mpoBectd SWOT-aHain3 mjid W3y4eHHE HANpPaBICHUA COBEPUIEHCTBOBAHUS
OpraHu3alliy JEKapCTBEHHOT0 00eCIeueH s MalMeHTOB ¢ Op(PaHHBIMH.

Obvexmbi UCCe008anUsL: MOKa3aTelu 3a00J1€Ba€MOCTH "
pacnpoCTpaHEHHOCTH; HOPMATHBHO-TIPABOBBIE JIOKYMEHTBI, pErJIaMEHTHPYIOLIHE
JEKapCTBEHHOE o0ecneueHre OOJIbHBIX  op(daHHble  3a00Ji€BaHMS, JaHHbBIC
aHanutrueckort komnanuu «Evaluate Pharmay.

Ilpeomem uccnedoganus: TEOPETUUYECKUE, METOJOJOTUYECKUE, a TaKKe
MPUKJIAJHBIE OCHOBBI OpraHu3aluy  (papManeBTUYECKOW IMOMOIIM  OOJBHBIM
ophanHbIMU 3200JI€BAaHUSIMH.

Memoowl uccnedosanus. Ilpu npoBeeHUHN UCCIEI0BaHUS ObUIM UCIIOJIb30BaHBI
CHEAYIOIINE METOABL: HCTOPUUYECKUM, PETPOCIEKTUBHBIN, JJOTUYECKUN U CUCTEMHO-
ananutnaeckuit, SWOT-ananus.

Ilpaxmuueckoe 3HaueHue. Pe3ynbTaTbl MPOBENEHHBIX HCCIECIOBAaHUA MOTYT
OBITH MCTIOH30BAHBI /IJIs1 yCOBEPIIEHCTBOBAHMS MPEAOCTaBICHHS (papMaIieBTUIECKON
MIOMOIIM OOJIEHBIX OP(paHHBIMU 3200JIEBAHUSIMHU.

Hayunas nosuszna. B xBanudukanmoHHON paboTe, BHIOJHEHHOW Ha Kadenape
conpasibHOM  ¢apmaruun  HarmmonanesHOTO — (hapMarieBTUYECKOTO  YHUBEPCHUTETA
(H®aV), BmepBbie OBLIO MPOBEACHO WCCICAOBAHUE COBPEMEHHBIX IOJXOJIOB
OpraHu3alud OKa3aHus (apMaleBTUYECKOM TOMOIIM OOJBHBIM  Op(daHHBIM
3a00JI€BaHUSM B CUCTEME FOCYJaPCTBEHHBIX COITMAIBHBIX TapaHTHH.

Cmpykmypa u obvem keanuguxayuonuou pabdbomsi. KpamudukarmoHHas
paboTa u3noxkeHa Ha 49 cTpaHMIIaX ¥ COCTOUT U3 BBEJCHUS, 3 TJ1aB, BEIBOJOB U CIIHCKA
MCIIOJIB30BAaHHOM JUTepaTyphl. CIIUCOK HMCIOIB30BAHHON JIUTEPATYpPhl HACUUTHIBACT

54 no3uIuu, cpeau KOTOphIX 35 HHOCTPaHHBIE.



PA3JIEJ 1. COCTOSHUE U ITPOBJIEMbI OKA3AHUSA
®APMAIEBTUYECKO MOMOIIA BOJbHBIM OP®AHHBIMHU
3ABOJIEBAHUSIMHU B MUPE

1.1. HccnenoBaHue nokaszaTeneil 3a00J€Ba€MOCTH U pacCpOCTPAHEHHOCTH

op(haHHBIX 3a00JIEBAHUSIX B MUPE

Penkue 3a0o0sieBaHMs M3BECTHBI C TIyOOKON apeBHOCTH. Erumnerckuil ¢apaon
TyranxamoHn (rozsl npasienus 1332—1323 g0 H.3.) cTpanain ceprnoBUAHO-KICTOYHON
aHemuel; B J[peBHEEBpPENMCKUX HACTaBICHUAX Ui paBBUHOB Il Beka H.3. BIEpBbIC
onucana remowims [27].

K rpynmne opdaHHbIX (peAKHUX) OTHOCST BPOKJICHHbBIE (HACIIEICTBEHHbBIC) WU
MPUOOPETEHHBIC 3a00JIEBAHUS, YACTOTa KOTOPBIX HE MPEBBIIIACT OMPEACICHHOTO
YHUCJa, YCTAHOBJICHHOTO 3aKOHOJATENbCTBAMU pa3JIMUHbIX cTpaH. Hampumep, k
JAHHOM TAaTOJIOTUU OTHOCST TaKU€ M3BECTHHIC 3a00s1eBaHusl, Kak (EHUIKETOHYpHS,
MYKOBHUCIIU103, Oosie3nb ['omie, 6onesns [lomne, cunnpom Ilpanepa-Busnu, octpas
muMmpobIacTHas JerKeMus, UANONaTUYeCKast Jero4yHas TUTEPTEH3US,
HEXO/KCKUHCKas JUMpoMa, KaplIMHOMA KOPbIHAAMOUYEUYHUKOB, paK MUIIEBOA, PaK
noyek u T.7. Hamnbosnbiee yncio 3a0071eBaHU, UMEIOIIUX CTATYC «PEAKUX), OTHOCST
K OHKOJIOTMH, OHKOI'e€MaTOJIOTHK 1 HeBpojoruu [33, 39].

BnepBeie TepMuH «opdaHHbIe» (CUPOTCKHE) MPUMEHUTEIBHO K OOJE3HIM U
nekapcTBaM Obu1  ucmonb3oBaH B CIHA B 1983 1., korma ObUI TIPUHSAT
3aKOHOJATEIbHBIM «AKT 00 opdannbix mnpemaparax» («Orphan Drug Acty),
onpenenuBmuii  okojo 1600 wu3BecTHBIX 3a0oneBanuii u cuHapomoB u 300
JIEKapCTBEHHBIX CPEJCTB, OTHECEHHBIX K 3TOH KaTeropu# [8, 37].

CornacHo CyIIeCTBYIOITUM TpeOOBaHUIM, 3a00JI€BaHUE CUMTAETCSI OPPaHHBIM,
ecIMOoHO BcTpeuaeTcs He O6ojiee yeMm B 1 cimydae Ha 2000:xuteneil nimm onpenesnseTcs
kak 500 penkux 3aboneBaHuil He O6oee yeM Ha 1 MiH xutenet [2, 3]. Onpenenenue
MO>KET BapbUPOBATh U B IIPeiesiax OJIHON CTPaHbI: B KaHAJICKOW MpOBUHLIUU AlbOepTa

PEAKMMH CUYUTAKOTCS COCTOSIHUSA, BeTpedarommecs y 1 u3 50 TeIc. 4yenmoBek, a B
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npoBuHiMK OnTapuo — y 1 u3 100-150 teic. yenoBek [29]. B CoenunenHom
KoponeBcTBe BBeleH Takke TepMHUH «yibTpaopdanusie JIC» u «ynbTpapeakue
3a0071€BaHU», K KOTOPBIM OTHOCST HO30JI0THH, mopaxatontue menee 1000 muir mo
Bcelt BenukoOpuranuu [21]. HecMoTpst Ha To, 4TO yacToTa opdaHHBIX 3a00JIeBaHUI
HH3Ka, CaMUX HO30J10THi oueHb MHOTO — Oosiee 8000.

PacnipocTpanéHHOCTH 3a00JIEBaHMI YKa3aHHOU TPYIIIHI (COTJIACHO TOKYMEHTaM
eBpOIIeHCKOro odIecTBa) npeacransiena B Tada. 1.1 [31].

Cornacno Bcemupnoii opranmuzanuu 3apaBooxpaneHust (BO3), cymmapnoe
KOJIMYECTBO MAIMEHTOB C peIKuMH 3abojeBaHuMAMH B EBpomne Ha cerogHsIIHUAN
MOMEHT cocTapiisieT okosio 30 miHuesnoBek [50]. [lokazarens BcTpedaeMoOCTH peaKuX
3aboneBanuit 1:2000 BpIOpaH W3 (HMHAHCOBO-DKOHOMHUYECKHUX COOOpaKCHHM: OH
CTUMYJIMPYET (papMKOMIIAHUU pa3padaThiBaTh HOBBIEC JIEKAPCTBEHHBIE cpenacTBa. Ho
MMOCKOJIPKY KOJIMYECTBO BBIMYCKAEMBIX JICKAPCTB BECbMa HEOOJBIIOE, UX CTOMMOCTh
oueHb Benuka. K mpumepy, CTOMMOCTh JI€4eHUSI OAHOrO0 peOeHKa, OOJBbHOTO
MYKOTIOJIMCAXapu1030M (HACJIEICTBEHHOE 3a00JIeBaHMEe, CBSI3aHHOE C HapyIICHUEM
oOMEHa BEIECTB, MPOSBIIAIONICECS B BUIE «OOJIE3HN HAKOIIJICHUS» W TIPUBOJIAIICE K
Pa3IMYHBIM JIeeKTaM KOCTHOM, XPpSIIeBON, COSAUHUTEILHON TKAHEH), COCTABIISAET B
CIIA mopsinka 2,5 muta noin. CIIA B rox [44].

Eme omuH BaKHBIM aCMEKT — YacTOTa BCTPEYAEMOCTH PA3IUYHBIX PEIAKUX
3a00s1eBaHU HE OJIMHAKOBA B MOMYJSIITUU. CyIIeCTBYIOT 00JIE3HHU, YaCTOTa KOTOPHIX
coctaBisieT MmeHee yeM 1 ciayyait Ha 100 Teic. dyenmoBek. M3-3a HeOOMBIION TPyNIIbI
MOPAKEHHBIX TAaKUE MAIMEHTHI OKa3bIBAIOTCS M30JIMPOBAHHBIMU OT OOIIECTBA U HE
MOJIy4aroT JOJDKHOM momorw [42].

B nokmage BO3 (2014 r.) roBopuTcss 0 TOM, 4TO 4acTo opdaHHbIe 00JIC3HU
muppyroTcs 1oa  TrpudoM  «Ipyrue MeTaboIMYecKue Wi JHIAOKPUHHBIC
3a00JICBaHUS», YTO MTPUBOANT K HEIIOJTHOMY yYeTy JaHHOUW MaTOJIOTHH B TOMYJISIIUU.
Bce 310 3aTpyaHsieT CBOEBPEMEHHOCTb JAMArHOCTUKU, MPABWIBHOCTH JICUEHUS U
peadmwmTanuio TakuxX ManueHToB. COTIaCHO JKCMEPTHBIM JaHHBIM, JUIL S5 %
3a00JieBaHUH B YKpauHe TUarHOCTUPYyeTcs Ha paHHen 1-i craauu, 10-12 % — Ha 2-

i, mopsinka 60—70 % — Ha 3-ii. Bce ocTanbHble — Ha 4-U TepMUHAIBHOU [24].
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Tabnuua 1.1

Yacrota JUAarHOCTHUKM OTACJIIBHBIX HO30JIOTHYCCKHUX q)OpM (HO JaHHBIM

Eurordis, 2019, ¢ qonoaHeHUIMM)

N 3aboiieBaHUS KomuuectBo
0ouspHBIX Ha 100
ThIC. HACCJICHU A

1. | Hemolytic-uremic syndrome 1,0
I'eMOJIUTHKO-YPEMUYECKUN CHHAPOM

2. | Paroxysmal nocturnal hemoglobinuria (Markiafava-Mikeli disease) 0,55
[Tapokcu3manbHas HOYHAsE reMorao0uHypus (6one3np Mapkuadabl-
Muxkenn)

3. | Aplastic anemia unspecified 0,4
Anactudeckas aHeEMUS HECYTOUYHCHHAsA

4. | ldiopathic thrombocytopenic purple 24,6
HAMONATHYECKass TPOMOOIIMTOIIEHUYECKasl IypIIypa

5. | Premature puberty of central origin 4,0
HDC)KI{GBDGMGHH&SI I10JIOBas 3pCJIOCTh HECHTPAJIBHOI'O IIPOUCXOKACHUA

6. | Aromatic amino acid exchange disorders (classical phenylketonuria, other 4,0
hyperphenylalaninemia) Hapyuienust oOMeHa apoMaTH4eCKUX aMHUHOKHCIIOT
(knaccuyeckas (PEHWIKETOHYPHS, APYTHE BUIbI THIEPHEHUTATAHUHEMIH )

7. | Tyrosinemia 0,05
TupozuneMus

8. | Maple Syrup Disease 15,6
00JIE3HD «KJIEHOBOT'O cupoIa»

9. | Isovalerian acidemia 1,0
HM30BaAJICpHAaHOBAsA allUACMMA

10. | Methylmalone acidemia 2,0
MeTtunmanoHoBas Al aACMUs

11. | Propionic acidemia 3,75
HDOHI/IOHOBaﬂ Al aACMU s

12. | Fabry Disease 1,75
0oie3up Dabpu

13. | Niemann-Peak disease type C 0,85
0oxe3up Humanna-ITuka T ¢

14. | Mucopolysaccharidosis, type 1 1,3
Mykononucaxapuaos, tan 1 (Mllcl)

15. | Mucopolysaccharidosis, type 2 0,6
Myxkononaucaxapuao3, tan 2 (MIlc2)

16. | Acute interleaving (hepatic) Porphyria 10,1
Octpas nepemexaromas (nmeuerHounas) Ilopdhupust

17. | Copper metabolism disorders (Wilson's disease) 5,84
Hapymenust ooMena meau (0oae3ub BruiibcoHa)

18. | Incomplete osteogenesis 6,5
He3aBepllleHHBIN OCTEOreHe3

19. | Pulmonary (arterial) hypertension (idiopathic) (primary) 0,4
Jlerounas (apTepuanbHas) TUIIEPTEH3Us (MAUONATHYECKAsA) (TIEpBUYHAS)

20. | Youthful arthritis with systemic onset 4,2
FOHOmECKu apTPUT ¢ CHCTEMHBIM HA4aJIoM

21. | Acute interleaving (hepatic) Porphyria 10,1

Ocrtpas nepemexaromas (neueHounas) Iopdupus

Takum 00pa3oM, HU3Kas 4acTOTa BCTPEYAEMOCTH MPUBOAMT K CIEAYIOLIUM
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npoOJemMam:

® TPYAHOCTH CO CBOEBPEMEHHOCTHIO U MPABWIHLHOCTHIO MOCTAHOBKHU JIMAarHO34,;

® OTCYTCTBHE aJICKBATHOTO AUCHAHCEPHOI'O HAOIIOACHUS;

® TPYIHOCTH B TIOJYYCHHH IIOJIE3HOM, HAJAEKHOM U  CBOEBPEMEHHOMU
uH(pOpMaIUU O MATOJIOTHUH,

® MaJIOYHUCIEHHOCTb UCCIIEIOBAHUN;

e pa3paboTKa HOBBIX MPEMAPATOB JJIS JICUCHHS] IKOHOMUYECKH HE BBITOJIHA;

o JIC nnst neyeHust kpaitHe JOPOTOCTOSIIIIN;

e B pasBuBaromuxcsi CcTpaHax CYIIECTBYIOT OrpaHUYEHHUs OFOJKETHBIX

oruncieuuii [50].

Opdannbie 3a007€BaHUS XAPAKTEPU3YIOTCS HAIMYUEM OOJBIIOTO YHCIa
Ho3osoruii. KpoMe TOro, cymectByer MHOMXECTBO MOJATUIIOB B Mpeleiaax OJHOIrO
3a0oseBanus. 3a00JIeBaHUS TMPOSIBISIOTCS MHOXKECTBOM PA3JIMYHBIX CHUMIITOMOB,
BapbUPYIOIIUX HE TOJBKO MEXKIY Pa3IuYHBIMU 3a00JIeBaHUSIMH, HO U B TIpejesiax
oJHOM Ho30s0rHH. Hanmpumep, ayTu3m MOKeT ObITh CHMIITOMOM TaKWX 3a00JIEBaHUM,
kak cuHapombl Cotoca, Perta, Yiiepa 2 tuna, AHreapMaHa, JOMKOW XpOMOCOMBI X U
T.J. MHOTHE COCTOSIHMSI OBUIM OIKCAHBI B MPOIJIOM KaK YMCTBEHHasi OTCTaJOCTh,
ayTU3M WUJIM TICHX03, a HACJIEJICTBEHHAs! COCTaBJIsIoNIAs Oblla Hal/IeHa TTO3)KEe UITH €€
MOATBEP)KIECHUE OXKUJAETCA B CKOpoM BpemeHu. K cokaneHuto, OOJIbIIOE YHCIIO
penkux 3a0o0JieBaHUM CKPBIBAIOTCS TMOJI MAacKOW OIMMOOYHO JMArHOCTHUPOBAHHBIX
JOPYTUX HO30JIOTH.

Kak npaBuiio, opdanHbie 3a0071€BaHUs CYIIECTBEHHO YXYAIIAIOT KA4eCTBO U
COKpAIIAIOT JJIUTEIBHOCTD XU3HU. [IpOAOIKUTENBHOCTD )KU3HN MAIUEHTOB IITUPOKO
BapbUpYyEeT cpelrd HO30JI0TUH. Tak, HEKOTOphIE JereHEepaTHBHBIC U YIPOXKAIOIIUE
YKU3HU 3a00JIeBaHUS PUBOJISIT K CMEPTH MPAKTHUUECKU Cpa3y MOCIE POKICHUS, APYTHE
COBMECTHUMBI C HOPMAJIbHOM JKHU3HBIO, €CJIM CBOEBPEMEHHO JHWAarHOCTUPOBAHbI U
IpoJIeYEHBI JOHKHBIM 00pa3oM, Kak Harpumep, heHunkeTonypus [22, 25, 37].

Ha ocHoBanum aHanm3a HAy4YHOW JIMTETATypbl HaMH pa3paboTaHa oOImUs
XapaKTEPUCTHKA PEIKUX 3a00IEeBaHUN:

® B JIETCKOM BO3pAacTe yCTaHABIMBAIOTHCS 0KOJI0 50 % penkux 3a001eBaHUM;
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® OrpaHWYEHWE KAdecTBa KMU3HU — OT HEIOCTaTKa JIO YTpaThl KakoW-1rOO0
byHKIUY,

® QOJIBIIMHCTBO COCTOSIHUNM He uUMeeT 3((EKTUBHOTO JICUECHUS, B HEKOTOPBIX
Cly4yasX BO3MOXKHA KOPPEKIUS OTIENbHBIX CHUMIOTOMOB [IJisl YJIy4IICHUS
KauecTBa KU3HH;

e HaOMIOZCHHUE 32 MAIMEHTOM C PEIKUM 3a00JE€BaHUEM OYEHb CII0KHOE: CEMbHU
CTaJIKMBAIOTCSI C OTPOMHOM MTPOOJIEMOM € JICYEHUEM;

® T[ICUXOJIOTMYECKUN ACTIEKT: MAIIUEHTHI C PEIKUMHU 3a00J€BaHUSIMU U UX CEMbHU
OTSTOIIAIOT CBOE COCTOSTHUE OTYAIHbEM, HEJJOCTATKOM HAJICK/Ibl Ha aJICKBAaTHOE

JICYCHUC, OTCYTCTBUECM Ka)I(IIOI[HCBHOﬁ IMOAACPIKKH.

1.2. llpodunaktrka ophaHHbIX 00JIe3HEH: COBPEMEHHBIE ACTIEKThI U HOBBIE BHI30OBBI

TpynHnoctu B peabunutanuu nereil ¢ oppaHHbIMA 3a00JICBAaHUSIMU, TSHKEIbIC
TICUXOJIOTHYECKHE TTOCIIEICTBHSI ISl CEMbH, OTPOMHBIC MOpabHBIC U MaTepUATbHBIC
3aTpaThl OOIIECTBA U TOCYaPCTBA 00YCIOBIUBAIOT aKTYaJIbHOCTh U IPUOPUTETHOCTD
npoHIaKTUKN peaKux Oose3neit [38, 44, 53].

[TpodmrakTnka — KOMIIJIEKC MEPOTPUATHN, HAMPABICHHBIX HA COXPAHCHHE U
YKpeIJICHUE 3J0pPOBbs, BKJIIOUAONIUNA B ceOs (opMHUpOBaHHUE 3J0pPOBOTO 0Opasa
KU3HH, TPEAYNPSKICHUEC BO3HHUKHOBEHUS W PACIPOCTPAHCHHS 3a00JCBaHUM, WX
paHHEe BBISBJICHHE, YCTPAHCHHUE BPEIHOTO BIUSHUS (PaKTOPOB OKPYKAIOIICH CpEIbl.
[IpodunakTuka YCIOBHO NEIUTCS HA TMEPBUYHYIO, BTOPUYHYIO M TPETUYHYIO B
3aBHCUMOCTH OT HAIPABJICHHOCTH MTPEI0TBPAIIAIONTUX MEPOIIPUATHII COOTBETCTBEHHO
Ha (hakTOphI prcka 00JIE3HH, YK€ BOSHUKIITYIO ATOJIOTHIO WIIH €€ MPOTPECCUPOBAHHE
u ocinoxHeHus. Kpome Toro, korma pedyb HAET O MNPOPMIAKTUKE PEIKUX
HACJICJICTBEHHBIX W  BPOXKIEHHBIX  3a00JIeBaHWM, BBIICISIOT 4  YpOBHS:

PEeraMeTUIeCKU, MPE3UTOTHYECKUI, IPEHATALHBIA M MTOCTHATANIBHBIN (Tab. 1.2.)

[21, 31].
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Tabnuya 1.2
OcHOBHBIE BUIbl U YPOBHU MPO(PHUIIAKTUKY PEAKUX O0sie3HEH
Bunnl YpoBHH TToaxonel OcHoBHAas LIETH
[IperameTnveckuii | 310pOBbIN 00pa3 KU3HH, VYcerpanenue  (GakTOpoB  puCKa
OoXpaHa PenpoayKTUBHOTO 0oJe3HU UISI  TIPEIOTBPAIICHUS
3JI0POBBS HACEJICHHSI, 3a4atus OoOJIbBHOTO pebEHka (C
OKPY’KaIOILEeH Cpepl U T. II. COILIMAIBHO 3HAUYUMBIMHU,
= [Ipesurotnueckuii | [IpearpaBunapnas CMEPTEJIbHBIMU ~ T€HHBIMH U
= MOATOTOBKA; XPOMOCOMHBIMU 00J1e3HIMM ),
= MEJIUKO-T€HETUYECKOE (dhopMupoBanus TSKENBIX,
) KOHCYJIbTUPOBAHHUE HEKOPPUTHPYEMBIX  BPOKIEHHBIX
= (IpOCIIEKTUBHOE); IIOPOKOB
METO/Ibl BCTIOMOTaTeIbHON
penposyKIuH,
MpeUMITIaHTAIMOHHAS
JIMAarHOCTHUKA
[IpenaranpHeiii | Bee Buabl npeHaTanbHOU [Ipenynpexnenue POXKIAEHUS
UArHOCTUKH pedEHKa C TSHKEIION
5 HEKOPPUTHPYEMOU ITATOIOTHEN
E IToctHaTanbHbll | MaccoBBIM HEOHATAIbHBIN Pannsaa JOKJIMHUYECKAs
2 CKPUHUHT JTMarHOCTHKA 0one3Hu,
2 MPEIOTBPAIICHUE eé
- MIPOrpECCUPOBAHMS, pa3BUTHUSA
TSOKETBIX KJIMHUYECKHUX
MIPOSIBIICHUN
[ToctHaraneHel | JlMcnancepusanus u [Ipenynpexnenue
JUCTaHCEPHOE HAOMIOIEHUE | MPOTPECCUPOBAHUS 0one3Hu,
pa3BuUTHSA OCJIO’)KHEHUH,
§ WHBAJIMIU3ALMA W COKpAILLEHUS
2 MPOJIOJKUTEIIBHOCTHU KU3HU
o Peabunuranus [Ipenynpexnenue
= (MeuIHCKAS, MIPOTPECCUPOBAHUS 0oJe3Hu,
IICUXO0JIOTMYECKast, TpyAOBasi, | pa3BUTHS OCJIO)KHEHUH,
COIIMAJIbHAS ) WHBAIUJIM3AIIMA U COKPAIICHUS
MIPOJIOJKUTEIIb HOCTH YKU3HU

Ilepsuunas npoguraxmuxa

[lepBuyHas mpoQuiIaKTUKa HampaBlieHa HA YCTPAHEHHE WM yMEHBIICHUE

BO3JIEHCTBUSL  (PAKTOPOB pHCKA OOJIE3HH.

IIpumepamMu  ABIAIOTCA IIpoOIIaraHja

3I0POBOTO 00pasa >KM3HU; COXpaHEHNE PENPOAYKTUBHOTO MOTEHIMAAa MOIPOCTKOB,

BaKIIMHausA JC€BOYCK MW XCHIIHWH 10 25 ner ITPOTUB KpPACHYXH;, HCIIOJIL30BAaHHC

JIEKaPCTBEHHBIX CPEJICTB BO BpeMsi OEPEMEHHOCTU CTPOTO MO MHCTPYKIUHU C YUETOM

BO3MO)XHOTO TOKCHYECKOTO JACUCTBUS Ha 3MOPHOH, IJIOA; WHMOpPMALUA O PEAKUX

00JIe3HAX CpeIM HACEICHUS U MEIMIIMHCKUX paboTHHKOB [9, 33].
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Kpowme Toro, kiitoueBoe 3HaUeHUE UMEET MperpaBuaapHas (MPeKOHIENIIMOHHAs)

npoUIaKTUKa KaK KOMILJIEKC MEpOIPHUSATHI, HApaBICHHBIX HAa OLIEHKY COCTOSIHUS
3I0pOBbsl U MOJATOTOBKY CYHPYIOB K 3a4aTHIO, MOCJIEAYIOIIEMY BBIHAIIMBAHUIO W
POXKIEHHIO 310poBOro pedéHka. E€ pamumoHanbHOE 3a0s1aroBpeMEHHOE NPOBEICHHE
3HAYUTEIPHO CHW)KAET PUCK MOSIBICHHUS HA CBET JETEH C BPOXKIEHHBIMU MOPOKAMH,
CBA3AHHBIMM C HEJOCTATOYHOM MHUKPOHYTPUEHTHON OOECIIEYEHHOCThIO MaTEepH:
nedexramu HepBHOUM TPYOKH (spina bifida, anaHIiedanus ), aHoMaIusIMu cep/ia u Jip.
Tak, 00s13aTeIbHBIMU SIBISIIOTCA TPEKOHIIENIIMOHHOE Ha3HAaYeHUE (POTMEBOM KUCIIOTHI,
fona, koppekuus nedunrra BuTamuHa D, xenatenbHa JOTalus NOJMHEHACHIIIICHHBIX
KUPHBIX KHUCJIOT, IO MOKA3aHUSAM — IPENnaparoB Kele3a; BaKIUHALMs IPOTUB KOPH,
KpPaCHYXH, BETPSIHOM OCIIbI IPH OTCYTCTBUU crienuduueckux IgG (He MeHee ueM 3a 3
MeC 10 OEpeMEHHOCTH); U3MEHEHNE 00pa3a KU3HU (MCKIIIOUEHHE TaOaKOKypEHHUs, B
TOM YHCJIE€ TACCUBHOTO, YIIOTPEOJIEHUS alIKOT0JIsl, HAPKOTUYECKUX CPEJICTB, BPEIHBIX
IPOU3BOJICTBEHHBIX (hakTopoB) [9, 33].

[lpy Hamuuum y OKCHIIMHBI, TUIAHUPYIOMIEH  pokaeHue peOEHKa,
AKCTpareHUTAIbHOW MATOJOTUH (CaxapHblil 11aleT, 0KUpeHne, 00Ie3HU IUTOBUIHOM
’KeJle3bl, MOUEBBIICIUTEIBHON CUCTEMBI, TOPOKU CEPALIA U Ap.) HEOOXOAUMO €lE 10
HACTYIUIEHHs] OEPEMEHHOCTU MPOBECTU KOPPEKLIHUIO HAPYIIEHUN (PYHKIMNA OPTaHOB U
CUCTEM, JOOMThCA PEMHCCHM 3a00JI€BaHUS, OPraHU30BATH MOAECPKUBAIOIILYIO
tepanuio [44, 51].

Bmopuunas npoghunaxmuxa

[TpenaranbpHast IMarHOCTUKA 3aHUMAET BaXKHOE MECTO B MPO(PUIAKTUKE PEAKIX
Oonesneir. OHa TO3BOJIIET YK€ B TIEPBOM TPUMECTpPE OEPEMEHHOCTH BBHISBUTH
NATOJIOTUIO PAa3BUTHUS IJI0JA M TEPEUTH OT BEPOSTHOCTHOrO (MpU MEAMKO-
TF€HETUYECKOM KOHCYJIbTUPOBAaHWH) K OJAHO3HAYHOMY IPOTHO3MPOBAHUIO 3/10POBbS
peOEHKa B CeMbsIX C OTATOUIEHHOM HACIEACTBEHHOCThIO. BTOpnuHas npodunakrrka
penkux Oojie3HEH Ha IIOCTHATAJIbHOM YPOBHE pPEANU3YETCsl C  MOMOIIbBIO
CKpUHUPYIOIIMX MporpaMM M HalpaBi€Ha Ha JOKJIMHUYECKOE BBISBIICHHE
3a00JIeBaHNs1, paHHEE HAYaJIo JICUEHHUS U MTOCIIEAYIOIIEe TUCIIAaHCEPHOE HAOIIOIEHUE C

LCJIBIO MMPCAOTBPAIICHUS PA3BUTHA TSKENBIX HpOHBJ’IeHI/Iﬁ 00e3HH U HHBaJIUAW3alIuN
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[27]. C nosiBneHreM METOJJOB FreHETUYECKOTO TECTUPOBAHUS MIPHU POXKIACHUU PEOCHKA

IPOBOJUTCS ONpEICNICHHE T'eHOB, KOTOPHIE CBSI3aHBl C PAa3BUTHEM TI'€HETUYECKU
0OyCIIOBJIICHHBIX 3a00JI€BaHMUI, KOTOpBIE OTHOCATCA K TPYIIE pPEeIKHX OO0JIe3HEH.
HaGop reHOB, KOTOpbI HEOOXOIUMO  OIpENeNiATh Yy  HOBOPOXKICHHBIX,
pEerIaMeHTHPOBaH HAIMOHAIBHBIMH MEJMIMHCKUMH areHTCTBAMH, C Yy4Y€TOM
OCOOCHHOCTH CTpaHbl, TaKke Kak U BBIOOp 3a00JieBaHUU MJiI HEOHATAJIHLHOTO
ckpuHuHra (tab:m. 1.3).
Tabnuya 1.3
KonnuecTBo peakux 3a0051€BaHui, ONPEAETISEMBIX IPU POKIECHUHU, COTJIACHO

HallMOHAJIbHBIM ITpOIrpaMMaM BBIABJICHUS PCAKHUX 3a00JICBaHUM

KosnuuecTBo 3a00/1eBaHmii, KosauvectBo TecTupyemMbIx KoanuectBo
Crtpana ompejessieMbIX Ha Tame TeHOB, KOTOPbIe CBSI3aHbI TeCTHPYEMbIX PeIKHX
HEOHATAILHOT0 CKPHHHHTA ¢ peaIKuMu reHeTHYEeCKHX
3a00;1eBAHUSIMH 3a00JeBaHuil

ABcTpus 32 632 609
Benbrus 11 401 478
Bonrapust 4 34 85

Yexus 13 223 285
DCTOHUS 12 161 82

Jlanust 16 114 224
OuaATHINSA 6 182 230
['epmanus H/1T 1754 1922
['perus 8 125 204
Benrpus 26 57 77

Wpnanaus 6 23 47

Wranus 4 1042 1107
JlaTBus 2 10 9

Hunepnanabl 18 1064 1005
ITonpmra 4 199 289
CrnoBeHus 2 62 73

IBerus 5 119 175
Benukobpurtanus 5 644 744
Hopserus 23 116 133
Typuus 3 111 164

Tpemuynas npogunraxmuxa
Tpernunas mnpoduiakTKa 3aKio4aeTcss B peaOduauTanuu  OOJBHBIX
opaHHbIMU 3a00J€BaHUSIMHU C IEJbI0 NPEAYNPEXKICHUS HX MPOTrPECCUPOBAHMS,

Pa3BUTHA OCJ'IO)KHCHHﬁ, WHBAJIMAN3aINH 1 COKpaICHUA IMMPOJAOJZKUTCIBHOCTH KU3HU

2].
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B cnydasx orcyrctBusi 3Q@PEeKTHUBHOrO MeETOJa JICUEHHs] pelKoil Oosie3Hu

peadbMIUTallMOHHBIE MEPOIIPUSITUS, HAMPABJIECHHBIE HAa YIy4YllIEHWE KauecTBa >KU3HHU,
BKJIFOYAIOT MPOBEJCHUE CUMITOMATHYECKOW TEPANUHU, ICHXOJIOr0-COUUATBHON
NOAJEPKKHU AETEN U CEMBH, MAJUIMATUBHYIO TOMOUIb.

[TpodmrakTka MHOTUX pEeIKUX 00JIe3HEH 3aTpyaHEHA BCIACACTBUE PA3TUIHBIX
MIPUYHH: HEYCTPAHUMOCTH X TCHETUYECKUX (PaKTOPOB, OTCPOUYCHHON MaHU(ECTaINH,
NO3/IHEW JIMATHOCTUKU WJIM HEJOCTATOYHOM HM3YYEHHOCTHM MATOr€HETUYECKOW H
MOJICKYJISIPHON OCHOBBI 3a00JieBaHUsl. ONHUACMHUOJIOTHYECKUN YUYET HMX TaKKe
HEJIOCTATOYEH M3-3a TPYAHOCTEUW B IIOCTAHOBKE JMArHO3a KOHKPETHOM HO30JIOTHH, a
TaK)Xe OTPAHUYCHHBIX CBEICHUI PETUCTPOB U 0a3 JaHHBIX [27].

COBpEMEHHBIE TEXHOJIOTUH W MEAUKO-TEHETHYECKUE METOAbl YBEIUYHMBAIOT
BO3MOXXHOCTH JIMATHOCTUKUA Op(aHHBIX O00JIe3HEH, OJTHAKO PACHIMPEHHUE MPOTpaMM
MAacCOBOIO CKpPUMHHMHTA CBSI3aHO C  PEHICHHWEM psiAa  OpPraHW3alHOHHBIX,
METOJIOJIOTUYECKUX W ITUYECKUX BOIPOCOB (HEOOXOAMMOCTh TOCYAapCTBEHHON
MOJJICP)KKH CKPUHUHTOBBIX TPOTPAaMM B pPEruoHax, (PUHAHCOBBIE TPYAHOCTH B
obecrnieyeHUr 00s3aTEeIbHOM HEMPEPHIBHOCTU Mpollecca CKPUHUPOBAHUS, HEXBaTKa
CHEIUAINCTOB B 00JIACTM TEHETUKH, HEOOXOJWMOCTh CO3/IaHUSl aJTOPUTMOB
MOJATBEPKAAIONMICH JAUArHOCTUKKA JJIl  KaXKJAOM MNaTOJIOTHUM W ONPEACIICHUs
pPETHOHANBHBIX  pEePEpPEeHCHBIX  3HAYCHUN  (PU3MOJOTMYECKUX  KOHIIEHTpaIul

uccieayemMbix Metadbonmtos) [21, 22].

1.3. IlpropuTeThl 3apaBOOXpaHEHHUS, COITUATBHBIC, STHUSCKHUE ACTICKTHI

['moGanbHast cTpaTeruss B OTHOIIEHMH Op(daHHBbIX 3a00JeBaHU — 3TO
0OBbEIMHEHUE OMbITa U 3HAHWUM, MOJYYEHHBIX OT MHOTOYHUCIIEHHBIX UCCIIEJOBAaHUN B
o0JacTl KIWHUKA W TPUMEHEHHs] OpQaHHBIX JIEKAPCTBEHHBIX IMPEMapaToB M
OPOAYKTOB IIUTaHMUSL.

O003HaueHBI OCHOBHBIEC IPUOPUTETHI B pabOTE 3JpaBOOXPAHEHHS B OTHOIIIEHUN
op¢aHHbIX 3a00j1eBaHmit [26]:

® pPCAKHUC 3a00JIeBaHUsI — 3HAUYMMBIM acleKT o0yacTH 3ApaBOOXpPaHCHHUSI.
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CoBMeCTHO OHM TOpaxkalT Oojiee 8 % MOMyNSIIUU, YTO COOTBETCTBYET

3HAYUTEIIBHOMY YUCITY KUTEIICH.

e JleYeHHE MW peadwiMTaIlus — TMPaBO KaXJIOro TManueHTa. JeHcTByroT
HEIMCKPUMUHAIMOHHBINA, IOPUIAYECKUM W 3THUYECKUU aCIeKThl TMOMOIIH,
OKa3bIBAEMOU aJIPECHO KAKIOMY HYX IAIOLIEMYCSI.

® Kaxaas CTpaHa MOJJCPNKMUBACT PA3IUUYHBIC UCCIIEAOBATEIHCKUE MPOrPaMMBbI,
Kacaroluecs: peAKux 3a00JeBaHUiA.

® BCECTOPOHHME MOJXOJbl K M3y4YEHHIO Op(aHHBIX MpPEnapaToB: 0Opa3zoBaHUE,
npopunakTUKa, JUArHOCTUKA, JIEYEHHWE U peadwiuTaius MNalUeHTOB,
colasbHas MOoJJEPIKKa.

e KayecTBeHHass wuHMoOpMalus, HWHPOPMHPOBAHHOE COIJVIACHE, HE3aBHUCUMBIC
pelieHuss B HEYKOCHUTEILHOM COOJIIOJCHUHU TIpaB M 3allyuTe MallUeHTa U ero
ceMbu. CoueTaHHbIC 3HAHUS, OOECIEUMBAIOIINE CKPUHUHT M TOHUMaHUE
pHCKa, IOJDKHBI HEYKOCHUTEIBHO CJIE0BaTh 3a OO0ECIeUYeHHEeM BBIOOpa
npodUIaKTUKH, 3a00Thl 1 BHUMAHUS K TIAIIUEHTY U HE3aBUCUMBIX PELICHUM.

OCHOBHBIMU IMUYECKUMU U COYUATbHLIMU acnekmamu sensitomes [26]:

e penkue 00JIE3HU CO3/AI0T HEPABEHCTBO U YSI3BUMOCTh MOPAKEHHBIX JIFOJICH.

® YEJOBEK C PEIKUM 3a00JieBaHMEM HMEET IPaBO Ha IOKU3HEHHOE JICUCHHE.
PaznuynbienporpamMmBbl U MOJIMCHI I0KHBI 00€CTICUMBATH MOAICPIKKY JaHHBIX
MpasB.

® JOJDKHBI OOBEKTMBHO pACHpeNeNsiThcs PECypchl Ha BCE  ACTEKTHI
UCCIIEIOBAHUM, KACAIOIIMXCS PEAKUX 3a00JeBaHUi. 3HAYCHUE MPOBOJAUMBIX
MCCJICIOBAHUM peNKuX 3a00JIeBaHUIN — ATO, KaK MPaBUJIO, MOJy4YeHUE TICHHOU
uHbopMallMM O MPUYMHAX PA3BUTUA PEIKUX OOJe3HEeW, YTO MO3BOJIUT
pacIIMPUTh BO3MOKHOCTH HE TOJIBKO UXJICUEHHUsI, HO U MPOPUIAKTUKH.

® KpUTEPUM AHTEHATAIIBHOTO M HEOHATaJIbHOIO CKPUHUHIA W ATUYECKUU
KOHTPOJIb 32 PA3IMYHBIMU NPEAYIPERKIAIONIUMHI TECTAMHU JIOJKHBIIOCTOSTHHO
NepecMaTpUBaTLCA B CBETE IMOJyYyaeMbIX 3HAHMM O MpUYMHAX 3a00JIeBaHMUS,
OCBEJIOMJIEHHOCTH TPYII TMOJAEPKKA U TMAlMEeHTa W BO3MOXXHOCTEH

npoPUIAKTUKN PEIKUX OO0JIC3HEH.
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® HEOOXOAMMO OCYIIECTBIISTh MOJAEPKKY U CTUMYJIMPOBATh Pa3BUTUE METOOB
JIEYEHHUsl peAKuX 3a00JieBaHUM, NOIJIEPKUBATh KIMHUYECKUE HCCIEAOBAHUS
(B TOM uyMcle C TOYKH 3peHHs 0€30MaCHOCTHU MalMEHTa) C UCIOIb30BaHUEM
3apEruCTPUPOBAHHBIX Op(aHHBIX MPENapaToB U JPYTHMX METOJOB JICUCHUS,
paccMaTpUBaTh BOIPOCHI BKJIFOUEHHUS UX B IPOTOKOJIBI JICUEHUS. ITO TO3BOJIUT
3HAYUTEIBHO YJIYUYIIUTh KauyeCTBO >KM3HU U MCXOJ 3a00JICBaHMS.

¢ Ornenka 3¢(HeKTUBHOCTH M CTOMMOCTH JICUCHHUSI PEAKOr0o 3a00JIeBaHUS TOJKHA
0oO0CYXXIaTbCsl € TOYKH 3pPEHUS pa3IUYHbIX (PAKTOPOB: HHIMBUIYaJIbHAS,
COLIMAJIbHAS! U SKOHOMUYECKAsl BBITO/1A.

® HE0OXOAMMO pa3BHUBATh OOIIECTBEHHYIO NOAJEPXKKY 4YEpe3 pas3InyHbIe
[I0’KEPTBOBAHUA HA PA3BUTUE TEXHOJIOTMI U MOSIBICHUE HOBBIX IPENAPATOB.

e HEoOXOJUMO CO3/4aBaTh TIPYMIMbl 3aAIIUTHI TALUEHTOB, KOTOPBIE JOJKHBI
oOecrieuynBath pacnpocTpaHeHue uHpopmanuu 00 op¢daHHbIX OOJIE3HIX,
BXOJIUTHh B Ka4e€CTBE HE3aBUCHUMOIO JIMLA B Pa3jIU4HbIE KOHCYJbTAaTUBHBIE U
AKCIIEPTHBIE COBETHI JJI PELIEHUsI BOIPOCOB IJIAHUPOBAHMS HUCCIEIOBAHUM,
pelLIeHUs] ATUUECKUX TPo0JieM, BeACHHS MallUeHTOB U T. [I.

® JIOJDKHBI  pa3BUBAThCS  MH(OPMAIMOHHBIE CETH, KOTOpPbIE  MO3BOJIST
o0ecrneynBaTh CBOEBPEMEHHOW, HAJIEKHOM M TOJIE3HOW HH(pOpMaLHen
3aMHTEPECOBAHHBIX JIUI, BBICTYNAIOIIMX B KAYECTBE IKCIEPTOB B BOIMPOCAX
yIpaBieHUs] COOCTBEHHBIM 3I0POBBEM IMPH MOCTOSSHHOM COJCHCTBUH OPTaHOB
3IpaBOOXPaHEHUS.

B CIHIA co3mana cuctemMa KOOPJMHALIMM CHEIUATU3UPOBAHHON MOMOIIIH,
o0pa3oBaTeNbHbIX IIEHTPOB, yXOJa Ha JIOMYy Ui TAalUEHTOB C Op(paHHBIMU
3a00€BaHUSIMA U YJIEHOB UX ceMel. Takke CylecTByeT TeHETUUECKUN allbIHC IS
OOBEIMHEHUSI BCEBO3MOXHBIX TPYII, OOECIEUMBAIOLIMX TMOAAEPKKY HAIUECHTOB C
penkoii natojorueit [29, 31].

[Tomo6ubIM 00pa3om HanaxkeHa pabora m B EBpome. B 1999 r. Obuia
a/JIalTHPOBaHA IPOrpaMMa JIeITeIbHOCTH OOIIECTBEHHBIX OPraHU3alMii B OTHOIIECHUH
penkux 3adoneBaHuii. OCHOBHAs LENb — YIYUIIUTh KAUECTBO )KU3HU JJ1s1 TIOPAYKEHHBIX

JIOIeil, MOMOIIb B TMOJMYYEHHUH HHPOpPMAIMHM [ MAUeHTOB M HX CeMel,
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KoopanHanysa ACATCIbHOCTH BOJJIOHTCPOB U HpO(I)CCCI/IOHaJIBHBIX rpynil HO4ACPIKKH. B

2009 r. EBponeiickast KoMUcCUsl 00bEIMHIIIA aKThl B OTHOIICHUH PEIKUX 3a00JIeBaHUIN
Y OTIpe/ieiia JAaHHYIO TPYITY KaK MPUOPUTET B 3IPAaBOOXPAHEHUH.

RAPSODY (Rare Disease Patient Solidarity Project, Ilporpamma emuHcTBa
MAlMEHTOB C pEAKUMHU 3a00eBaHHsIMH) — OOBEAWHEHHE, ObOecleynBaomee
KBATH(UITUPOBAHHYIO TOMOIIb, TMONydeHHE WHPOPMANMA W  COCIUHSIONICE
MHOTOYHCIICHHBIC 00IIIECTBEHHBIC opranu3aiuu [14].

RDCRN (The Rare Diseases Clinical Research Network, CeTh KIMHHYECKHX
UCCIICIOBAaHUM peaKkuX 3a0oieBaHuil) — ceTb, oObemuHstomas 19 KoHCOpLUYMOB,
BEYIIUX UCCIIEIOBaHUA U TUarHOCTUKY 90 penkux 3aboseBanuil B 97 yHUBEpCUTETAX, U
KOOPJIMHAIIOHHBIE IIEHTPHI MO 00pabOTKe TMOMyYeHHBIX pe3ylbTaToB. JlaHHas ceTb
HPEI0CTABIIACT BO3MOXKHOCTb Pa3IMIHBIM UCCIICI0BATEIISIM COTPYIHUYATh [19].

EURORDIS (The European Organization for Rare Disorders, EBpomneiickas
opraHm3anus sl peAKuX OoJjie3Hel) — HEempaBUTEIbCTBEHHAS AacCOIMaIus,
oobenuustomas 944 opranmszanuii nanueHtoB ¢ 4000 peakux 3aboneBaHuit u3 73
CTpaH, KOTOpas OCYIIECTBISIET CBOI JEATEIBLHOCTh IPH AKTUBHOM YYaCTHH
MAllMeHTOB W WX mpeiactaBurencii [26]. AKkTHBHO paboTarOT OOIIECCTBEHHBIC
00BEIMHEHUS 110 OTACIBHBIM PEIKUM HO30JIOTHIM. B Tipenenax KOHKpETHON CTpaHbI
OpraHU3aIMH MAITUEHTORB C PEIKUMH 3a00JICBaHUSIMU O0BEANHSIIOTCS B HAIIMOHATIBHBIC
accoIMaIyi, KOTOphIE B3al MOJICUCTBYIOT C TOCYJaPCTBEHHBIMU OpTraHaMu, HAyYHO-
MCCJICIOBATCILCKIMH OPTaHU3AMMAMH, YUPEKACHUAMHU 3APaBOOXPAHCHUS TIO0 BCEM
npobiemMam, CBA3aHHBIM ¢ peakumu Oonesnsmu [30].

B 1997 roay co3nan wHGOPMAIMOHHBIN MTOPTAJ MO PEAKUM 3a00JIEBaHUSIM U
opdanubM ipenapataM Opdanet. Ha moprane MoKHO HaliTH HH(POPMAITUIO O PEIKUX
3a00€eBaHUsAX W WX Kiaccudukauu, opdaHHBIX MpernapaTax, MAIUEHTCKUX W
MCCIICJIOBATEILCKUX ~ OpPTaHM3alMAX, CIENHUATUCTaX, I[EHTpaX  OAKCIEPTH3BI,
JTMAarHOCTUYECKUX Jabopartopusx W Ap. [25]. Opdaner Takke KOOPIAUHHUPYET
JESTeIbHOCTh TeMaTH4eCKOM KOHCYJIbTATUBHOW TPYMIBI MO PEAKUM OOJIE3HSIM
BcemupHo#t opranuzanuu 3apaBooxpaHeHus [52]. EBpomnelickoil opraHuzaiyei mo

penkum 6one3nsaMm 29 ¢despans 2008 rona yupexnaen [ens peakux 3aboneBanuii. O
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OTMEYaCTCsl €KErOHO B MOCICAHMI eHb PeBpaist [26].

B ampene 2011 roma EBpomneiickoid komuccueil u HanumoHanbHBIMU
uHcTUTyTamMu 310poBbs CIIA co3nan MexyHapOoHbI HayYHO-UCCIEA0BATEIbCKUI
KoHcopuuyM B obsactu peakux 6osiesHeit IRDIRC. [To3xke k HeMy MPUCOETUHUIUCH
U JIpyrue crpanbl, BKmodas Kanany m Anonuro. B 3amady xoHCOpumyma BXOIUT
OOBEUHUTH YCUJIUSl BCEX 3aMHTEPECOBAHHBIX — CIELMAINUCTOB 3APABOOXPAHECHMUS,
roCyJ1apCTBEHHBIX OpTraHoB, Hay4YHO-HMCCIIEI0BATENBCKUX OpraHu3aluu,
OnodapMalleBTUYECKUX MPEANPUATH — Uil co3AaHus Op(aHHBIX MpPEnapaToB.
[TnanupoBasiock, yto 3a 10 neT ux 70KHO OBITH pazpabotano He menee 200 [29]. B
2012 r. opdannsiM 3aboneBaHusM Obul MOcBsmieH bromierens BcemupHoit
opraHuzaluu 37paBooxpaHeHus: «OO0beAMHUM ycuiaus B O0pbOEe C pEeaKUMH
00JIE3HAMI.

NORD (The National Organization for Rare Disorders, HannonanabpHas
OpraHu3alys Ajs peakux OoJie3Hel) UMEET CHIIbHOE BIIMSTHUE HAa BOIUIOIIECHHUE B KU3Hb
«AkTa 00 opaHHbIX Tipenaparax» [23, 39].

Hanvonanbnsiii uHCTUTYT 310poBbsi CIIIA cnoco6cTBoBan pazsututo ORDR
(The Office of Rare Diseases Research, BegoMcTBO M0 HCCIIEIOBAHHMIO PEIKHX
oonesneit), yapexxnennoi B 2002 r.B pamkax «AkTa 0 penkux 3adoneBaHmsx» («Rare
Diseases Act»). ORDR oka3biBaeT moIepKKy HCCISAOBAHNN PEIKUX 3a00ICBaHUH 1
obecrieunBaeT uHpopmanuei o Hux [37].

B nmnocnegnue pgecsaTwiieTdss OTMEYAeTCsl POCT HHTepeca K  opdaHHBIM
3a001eBaHUsIM OJIaroaaps pa3IudHbIM opraHu3anusM. Bee 3To cmocobCcTByeT 1 pocTy
HAayYHBIX HCCIICIOBAHUHN, Pa3IMUHBIX MPOTpaMM I HU3YYEHUS OCOOEHHOCTEH
pa3BUTHUSI, KJIMHUKW, BO3MOXXHOCTEH JICUCHHS U peadWIUTALMU JIIOACH ¢ pEeIKuMU
3a00neBaHUsAMUA. MHOTHE OpTraHU3aIMU OCYIIECTBISIOT TOMIEPKKY HAyYHBIX
npoekToB. OJHAa M3 CYIIECTBEHHBIX NpPOoOJeM — MOAOOp AOCTATOYHOIO 4YHUCa
NAlMEHTOB B TPYIITY UCCIEAOBAaHUS. DTO MPUBOAUT K HEOOXOUMOCTH O0BETUHEHUS

WCCJICJIOBAaHHMH B pa3jMYHbIX CTpaHax (MeXayHapoaHoe ydactue) [37, 49].
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BbIBO/IBI K IEpBOMY pa3ieiry

1. Opdannbie 3a001eBaHuUs SABISIIOTCS AKTYyaJIbHOM MPOOJIEMOIl COBPEMEHHOTO
31paBoOXpaHeHus U oOmecTBa B 1enoM. Oco3HaHuE 3TOM MpoOJieMbl —
NEPBBIN AT K OKa3aHUIO TIOMOIIIY MAIMEHTaM C PEAKUMU 3a00JIEBaHUSIMU U
UX CEMbSM, a TAKXXE K OCYIIECTBICHUIO MPO(PHUIAKTUKH PEAKON MAaTOIOTHH.

2. BeiiBneHo, YTO BO MHOTHX TOCyaapcTBax opdaHHbIE (peIKue)
3a007€BaHUSIMU  TPU3HAHBI  CAMOCTOSITENIbHBIM  KJIACCOM  OOJIE3HEH,
YCTaHOBJIEH KPUTEPUIN PaCHpOCTPaHEHHOCTH 3TUX 3a00JI€BAHU.

3. Cy1iecTBYIOT pa3InyHbIe BUbI, TIOAXOAbI U METOIbI MPOMUIAKTUKN PETKUX
0ose3Heil. O¢pPexTuBHBIMU SBJISIFOTCS MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHUE C MPEHATAJIbHOW JMATHOCTUKOM, HaIpaBi€HHbIE Ha
OpeayNpexIeHUE POKICHUS peOEHKA ¢ HEOPPUTHPYEMBIM 3a00JEBaHUEM.
BaxxHoe MecTo 3aHUMaeT MacCOBbI HEOHATAJIbHBIN CKpUHUHT. Heobxoaumo
JanbHeillee BHEIPEHHUE METOJO0B JAUArHOCTUKM M JICYEHHUS Op(aHHBIX
0oje3Hell, TOBBIIEHHWE  ypPOBHSA  MOJATOTOBKM  MEIUIUHCKUX U
(apmaneBTHYECKUX PaOOTHUKOB, MHPOPMUPOBAHUE HACEIEHUS O (pakTOpax
pPUCKa, BO3MOXXHOCTSIX M MAapLIPyTU3alUU TMpU MNPOPUIAKTUKE PEIKHX
3a001eBaHUM.

4. OcHOBHasi 1eJb OOIIECTBEHHBIX. OpPraHU3ALMA B OTHOIICHHH PEAKUX
3a00JIeBaHUH YIyUIIUTh KAU€CTBO XKU3HU JIsl TOPAKEHHBIX JIFO/IEH, TOMOIIb
B MOJY4YEHUU HUH(OpMALUU ISl MALMEHTOB U HUX CEMEW, KOOpAHHALMUS

JeSITeTLHOCTH BOJIOHTEPOB U TIPO(HECCHOHATIBHBIX TPYIII MOAICPKKH.
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PA3JIEJI 2. MUPOBAS ITPAKTUKA 3AKOHOJATEJIBHOT'O

PEI'YJIMPOBAHUSI OKA3ZAHUSA ®APMAIIEBTUUYECKOMN MOMOIIU
MNAIOUEHTAM C OP®AHHBIMMU 3ABOJEBAHUAMMU

2.1. MexmyHapoaHOE 3aKOHOIATEITLCTBO IO ONTUMHU3AINH OKa3aHUs

dapmalieBTHUECKOI MOoMOIIM O0IBHBIM Op(haHHBIMU 3200ICBaHUSIMH

Opdannbie (penkue) — 3To 00JIe3HU, 1711 KOTOPBIX XapaKTePHOTPU IPU3HAKA:

® PEIKO BCTPEUAIOTCS B MOMYJISIIIMN HacelleHus (cTaTucTuiecku peakoe - 1: 2000
HACEJICHHUS);

e sBIAIOTCA XpoHmYeckumu km3Heyrpoxarommmu  (life-  threatening) wnm
BBI3BIBAIONIMMH HHBAJIWAU3UpYyIone paccrporictBa (chronical debilitating
diseases);

e TpelylolUe [Jisi CBOEro JiedeHus crenuduueckue cpeactsa (opdaHHoOe
cpeacTBo- orphandrugs).

BriaenenHbie Mpu3Haky XapaKTEePHBI U1 MPU3HAHUS BO BCEX TOCYAapCTBAX, HO
BMECTE C TEM JUISICO3/1aHUs OCHOB 3aKOHOJIaTeNbCTBA B 00actu O3 B KaXKJ0i cTpaHe
YUTEHBl TEePPUTOPHAIbHBIC, TPABOBbIC, HSKOHOMHYECKHE W 3aKOHOJATEIIbHBIC
ocobennoctu. B tabmuie 2.1. mpencraBieHbl XapaKTEPUCTUKU TOCYAAPCTBEHHOTO
HOpPMAaTUBHOTO perynupoBanusi O3 B pa3InIHbIX TocyaapceTBax [27, 46, 50, 51].

Bo muorux rocymapctBax O3 ObLIM MpHU3HAHBI CAMOCTOSITENBHBIM KJIACCOM
3a0oneBanuii, chOpMHUpOBaHA 3aKOHOJATENbHAs 0a3a, YCTAHOBIEH KPUTEPHd
pacnpocTpaHEHHOCTH ATUX 3a0osieBaHuil. Pa3paboTka, sKcnepTHu3a U perucTparus
opthannsix JIII mogmepxkuBaeTcs rocyJapcTBOM B BHUE OMPEACICHHBIX JIBIOT Ha
MPOBECHUE  KIWHWYECKHX  WCCICOBAHWN,  OCBOOOXIEHWUS  OT  YIUIATHI
roCyJapCTBEHHBIX MOIUIMH, MPEAOCTABICHUEM pa3pabOTUUKy M MPOU3BOAUTEIIO

HaJIOT'OBBIX JIbI'OT U UCKIIFOYUTCIIBHOC IIPABO Ha PCAIM3AalUI0 JaHHBIX CPCIACTB.
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Tabnuya 2.1
Oco0EHHOCTH TOCYAAPCTBEHHOTO PEryIupoBaHus op(aHHBIX 3a00JIEBaHUI B PA3IMYHBIX CTPaHAX MUpPA
Crpana  BakoHOJATEIbHEIC Opras KOHTPOISA Pacmpoctp Ywucmno HUckmrounTe ®duHAHCOBOE YckopenHas CHmxeHune Wnudopmar.
AKTBI aHEHHOCTb | IOPaXKEHHBIX JBHOE CTUMYJHPOBaHNUE | TIpoLeaypa perucTparmo pecypce
MAICHTOB «PBIHOYHOE BHEIPCHUSI PErHCTpal U |HHBIX MOIUTAH Ha
MIPaBO» Ha opdaHHBIX opdannbIxJII1 opdaHHbIe
opdaHHbIe JIIT JII1
JIIT
1 2 3 4 5 6 7 8 9 10
CIIIA Bakon CIIA o FDA/O¢uc paspaborku | Menee 200 | Menee 100 000 7 ner o 50% Ja Ha (xak HarronansHas
lIeKapCTBEHHBIX  (Op(aHHBIX 000 cyOcuanpoBaHue IIPaBUIIO, OpraHu3aIus
cpencTBax Uit TTeKapCTBEHHBIX CPEJICTB | Yell. Ha BCe KITHHAYECKUX OCBOOOXK/ICHHE [PEIKHX
neyeHus penkux  [Oduc peakux HaceleHUe HCCIIeTOBAaHMI OT NMOLDUIHH)  3a00JeBaHUi
3a00JeBaHNI 3aboseBaHuit CTpaHbI (NORD),
(Orphan Drug Act |HamuoHaisHOTO http://rarediseas
of 1983) MHCTHTYTA 3I0POBbSI es.org
CIIIA (ORD NIH), https://rarediseases.
Oduc nccrenoBaHus info.nih.gov
pekux 3a0o0JeBaHmii http://www.
HairoHampHOTO 1eHTpa rarediseasesnet
[IPOABUKCHUS work.
TPAHCIISIIIUOHHBIX org http://www.ojrd.
Hayk (ORDRNCATS) com
ABcTpanus 3MeHeHus B3aKOH |Y IpaBJIeHHUE 110 1 Menee 2 Her Her Ha Ja, ymenbiienue |Accoruarus
MO TE€paneBTUYECC TCPACBTUYCCKUM Ha 10 ThIC.Uel. IIOIITIMHBI reHEeTUYECKOH
KUM TIperapataM  [[IpOayKTam M0 ATCPIKKH
(1989) IABCTpanai3uu
Orphan Drug (AGSA)
Policy Therapeutic https://www.
Goods Act and rarevoices.org.au
Regulations
(1998)
Esponeiickuii [[loctanoienue [EMEA/ COMP 5,0 Menee 250 000 10 et ITo-pasHomy B [Bo3mMOxHA IlosmHoe wiu  |http://www.orph
cor03 (EC) Ne 141/2000 Ha 20004er. PpasHbIX yacTuyHOe  [a.net
(Regulation(CE) Ne rocyapcTBax ocBoboXIeHre |http://www.eurordis.
141/2000 (2000)) ot monwinH  [org http://ec.europa.

JKCIepTHAS
rpyIa o pekum
3aboaeBannsIMEC
EURORDIS

eu/ health/rare_dise
ases/
expert_group/in

dex_en.htm



http://rarediseas/
http://www/
http://www/
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IIpooonocenue mabn. 2.1

1 2 3 4 5 6 7 8 9 10
Mo mudunmpo
BaH SInoHckuit
[IOCPENCTBOM Ectp Wudopmaumons
BHECEHUs MumnncrepcTBo 4,0 roCy1apcTBEH Ha, n Ha, 15771 HEHTp
Snouus WU3MCHECHUU B 3IpaBOOXpaHCHU, Ha 10 THIC. Oxono 10 ner HOE COKpamicHue OCBO60)KZ[CH HEU3JICYUMBbIX
3aKOHOJATEIIbC Tpyna u qeJr. 50000 cyocumupoBa o0beMa HE€ OT 3a00J€BaHUI
TBO corobecneyeHus HIE JIOChE TOLIJIAHEI (IDIC)
(Orphan Drug http://www.nanb
Regulation you. or.jp
(1993)
3aKoH 0 Komurer no ananuzy TatiBaHbCKast
JICKApCTBCHHBIX | PEIKUX 3a00JCBaHUNU (denepanns
cpencTBax i ophaHHBIX 1,0 penkux
TaiiBanb JICYCHUS JIeKapCTBEHHBIX na 10 Terc. | Menee 2300 - Her - Her Goue3Hei
penKux CpeACTB yer. (TFRD)
3a00eBaHni http://www.tfrd.
2000 org.tw
3akoH o JIC
(I'maBa 176, Ho Menee
Cunranyp Paznen 9: Ministry of Health 20,0 ThIC. 20000 10 ner Her Ha Her
Orphan Drugs 4eJIOBEK B YeJIOBEK
Exemption) ropoe
(1991)
Kopetickoe FDA u 2
Kopes M3menenus B Kobelicxu 10 Menee Her Her Jla Tla Her
3aKoH 2003 1. OpPCUCKUHN LCHTP Ha TBIC. 20000
op¢annbix JIC Yell.
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Takum o6pa3zom, CIIIA cranu nepBbIM rocyapcTBOM, CO3/JaBIIUM HAIMOHAIbHYIO
CUCTEMY TMOJCPK KU U COJAEHUCTBUS pa3pabOTKH OpdaHHBIX MPEnapaToB, UMEIOIIIM
3aKOHOJIaTEIbHOE 3aKpeIICHNE, U 00J1a1at0T HanOoiee pa3BUTOM HOPMAaTUBHO-IIPaBOBOM
0a3oit peryiaupoBaHus cuctemoit oopamienus JIIIans Tepanuu opdaHHbIX 3a00IeBaHUMA
[46]. OmbiT 5TOM CTpaHBl OBUT WCTONB30BAH MHOTMMHU TOCYAAPCTBAMHU, M 3aKOHBI 00
op(haHHBIX TpenapaTax NMpuHATH B ABcTpanuu, Cunramnype, SnoHun.

OcoObIli UWHTEpEeC TMPEeCTaBISET YCTAHOBIEHHBIM TOCYAapCTBOM KpUTEPHUU
pactpoctpanéHHocTH O3, KOTOPBII MOKET OBITh BBIPAXKEH B aOCOMIOTHOM3HAYEHUU —
KpUTEpPUEM SIBIISIETCS KOJIWYecTBO JuIl C 3aboneBanuem (tak B CIIA peaxum
3a007€BaHUEM CYMTAETCsl TATOJIOTUS, JUAarHocTUpoBaHHass MeHee uyeM y 200 Thic.
4eJIoBeK, B SIMOHUH, €ClIi OHO BBISIBJIEHO Y MeHee 4eM 50,0 ThIC. uell.), HOB OOJIBIITMHCTBE
APYTUX TOCYJAApCTB MPUHIT OTHOCUTENIbHBIN KpuTepuid (13aboneBanue Ha 10 Thic. yen)
[10, 15, 20, 28].

Pa3Butre MaHHOTO HaIpaBlICHWS MEIUIMHBI W (PapMarieBTUUECKON OTpaciu
CIIOCOOCTBOBAJIM HAKOIUJICHUIO ONBITA BBIABJICHUS M YCTAHOBJICHUS CUMIITOMOB TaKHUX
3aboJsieBaHui, a Takxke onpenenenuro JIII nis nedeHus gaHHBIX MaineHTOB. Bo Bcem
mupe Oonee 200 opdanHBIX 3a00JIeBaHUN HMMEIOT CHEMU(UUECKYI0 Tepanuio U
MOAAAI0OTCS JICUCHUIO C BO3BpAIIEHHUEM OOJIBHOTO K HOPMAaJIbHOM JKU3HENESTEIHbHOCTH
[15, 25, 28]. B cBs13u ¢ 3THM, peakue 3a00JIeBaHUS C TIO3UIIMK YTPO3bI IS )KH3HU MOXKHO
pa3leuTh Ha JIBE TPYIIIBL: KU3HEYTPOXKAIOIIME M HE >KU3HEyrpokawommwue, puc. 2.1.
Buumanue 3aCJTy>KUBAIOT penkue 3a00JIeBaHus, KOTOpBIC SIBJISTIOTCSI
KU3ZHEYTPOKAIOIKUMHU, OTCYTCTBUE TEPANUU KOTOPBIX MPUBOIUT K HHBAIMIU3ALUU U
cmeptd. BO3 ormeuaer, uro HM oaHO M3 27 rocynapcts- wieHoB EC He Moxer
MPEJIOKUTH JICYCHHS OT BCETO CIIEKTpa peakux OonesHei [32].

B Hacrosiiiee Bpemsi OTCYTCTBUE €IMHOTO MOIX0a K onpeaeneHuto O3, ctpaTterun
(bUHAHCOBOTO OO0ECICUCHUSI JICKAPCTBEHHOM TEepanuu CHocOoOCTBYIOT MHOTOOOpA3uio
OKa3aHWs MEIUIIMHCKONU U JieKapCTBEHHOU moMoInu 6oiaeHbIM O3. Bo MHOTHX CcTpaHax

ﬂeﬁCTByeT TaK  Ha3bIBACMOC  «IIPAaBWJIO CIIACCHUA  KU3HW», IIPH OTCYTCTBUU
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AJIBTCPHATUBHOI'O AOCTYIIHOI'O JICUCHHA IALUMCHTBI JOJDKHBI IMOJYYHT JICUCHHC HC
3aBUCHUMO OT C€ro CTOMMOCTH, YaCTO HCIIOJIIB3YIOTCA MCXAaHU3MBbI CTPAXOBAHHUA U

BO3MelleHus 3aTpat Ha npuooOperenue JIII 6onbabiMu O3 [27].

Opdannsbie
3a00J1eBaHH

3aboeBaHusA Hesxxu3zneyrpo:xarouiue,
“KH3HEYTpOoKaKoIIue, 3a00;1eBaHus
NPUBOASIIHE K
HHBAJHIHOCTH
Nmerorue aeueHne He umeroinue eucHue

Puc. 2.1. Knaccudukanus ophanHbIx 3a007eBaHU

B HekoTOpBIX cTpaHax pazMepsl Bo3menieHns croumoctu JIII cocrasnser ot 65%
(Opannusa, Ounnannug) no 100% (Hanus, Wcnanus, [lonpima) B 3aBUCMMOCTH OT
JMarHo3a W YCJIOBUH MPENOCTaBIEHUS, KaK MPaBUIIO, 3TO HAXOXKJIECHHE OOJBHOTO B
MEIUITMHCKOM opranm3anuu. B Anornn o0bem Bo3mernieHus cocrapisetr 100%, npuatom
30% Bo3MemaloTCS CTPAXOBBIMM KOMIIAHUSIMU, @ OCTAaBIIAsCA CyMMa IOTallaeTcs U3
MECTHBIX OrojKeTOB [17, 46].

Bo MHOTHX rocymapcTBax, OCHOBBIBAsICh Ha CTPAXOBOM MPHUHIIMIIC MEAUITUHBI, HA
(benepaibHOE MPABUTEIHCTBO BO3JIOXKEHBI (GYHKIIUU MO oOecniedeHuto 3 PEeKTUBHOCTH,
0e3zonacHOoCTH W Mpou3BoJACTBO opdanbix JIII, a B BegeHue nmpoBUHIMKI (CyOBEKTOB)
octaercs (pUHAHCOBOE OOECIeUeHUE BO3MEIICHHI3aTpaT Ha MpHOOpeTeHrEe op(aHHBIX
JIIT [17]. D910 mpuBOAUT K (HOPMUPOBAHHUIO PA3HOOOPA3HBIX (HOPM U PA3HOBUIHOCTEH
rOCyJapCTBEHHOTO BO3MEIICHUS B 3aBUCUMOCTH OT 3KOHOMHYECKOTO OJIarororydus
CTpaHbl, a TaKXe K MHOXECTBY 3aKOHOJATEIbHBIX WHHUIIMATAB B OTHOIICHUHU
opranuzanuu JIO, HegocTaromue GUHAHCOBBIC CPEICTBA TTOKPHIBAFOTCS 3a CUET OFOKETa

roCyAapcTB.
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Jis  ynydiieHwsl  BBISIBISIEMOCTH  pPEAKUX 3a00JIeBaHUKW H  BO3MOXKHOCTH
CBOCBPEMEHHOTO  HA3HAYCHUs  JICYCHHWS BO  MHOTHMX  CTpaHax  CO3JIaHbI
crenuanu3upoBanubie ciyk0b1 momonty npu O3. Onu umerorcs B EBporneiickom corose
(kax oOmieeBponeiickue ciy:x0b1 Orphanet u Eurodis, Tak u ciayObl B OTICIBHBIX
crpanax Epomsbr), B CIIIA (National Organisation of Rare Disorders, Office of rare
diseases research u Rare Diseases Clinical Research Network), Kanane, Slnonnn. B
MIEPEUYHNCIICHHBIX CTpaHax CIIy>kO0bl momorw pu O3 eCTh B KAKJOM PETHOHE CTPAHBI, U
OHH COCTOAT Kak W3 I[EHTPOB JIMAarHOCTUKA M IIEHTPOB JICUCHHUS, TaK M
HCCIIEIOBATENbCKUX Ja00OPaTOpHid, B KOTOPBIX M3y4YalOTCS MOJIEKYJSIPHbIE MEXaHU3MBbI
pa3BUTUS U KOPPEKIUH peakux 3a0osieBaHui. O0s3aTelNbHBIM KOMIIOHEHTOM TaKHX
CIIy’X0O SBIISIETCS HAay4YHas M HMCCIEOBATEIbCKasl NEATEIbHOCTh, KOTOpas OTpakeHa B
nyOnukamusax no O3 ¥ MEOUIIMHCKOW TEHETUKE, 3HAuWTeNbHAas 4YacTb KOTOPBIX

HAXOJHUTCS B CBOOOTHOM ITOJTHOTEKCTOBOM JocTyrie [41].

2.2. 3akoHoaaTeIbHBIE OCHOBBI IPABOBOI0 PeryJiupoBanus OppaHHbIX

npenapaTroB B MUpe

[TepBbie nekapcTBeHHble npenapatsl (JIIT) s neuyenus: oppaHHbIX 3a0071€BaHUIM
MOSABUJIUCH TOJIBKO B KOHIIE XX BE€KAa, COOTBETCTBEHHO, TOJBKO C 3TOr0O MOMEHTA
MOSIBUJIACH BO3MOKHOCTb IMOJTHOCTBIO HJIM YACTUYHO JICUUTh NAIMEHTOB, KOTOPHIM paHee
MeauiHa Oblla OeccuiibHa moMoyb. OgHako (apmaleBTHYECKasi HayKa HE CTOUT Ha
MecCTe, Y€MYy CBHJICTEILCTBO €XKETOAHBIA BBIMTYCK W PETUCTpaIusi HOBBIX Op(aHHBIX
npenapatoB. B CIIA YnpasieHue no KOHTPOJIO 3a npoAaykTaMu u jiekapctBamu (FDA)
B nnepuoj; 2000-2002 rr. yTBepAnJIo cTaTyc oduiiagbHoro opdanHoro npenapara y 208
JITII, a B mepuox 2006-2008 rr. y 425 JIII. B GonapmmHCTBE BEAYIIUX CTpaH MHUPA
opdanHbie 3a00J€BaHUS OKa3ajd CYIIECTBEHHOE BIHUSHHE Ha pa3pabOTKy HOBBIX

JIEKapCTBEHHBIX CPEJICTB, WX TMPOW3ZBOACTBO M peanu3aiuioo. B Ttabmume 2.2.
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MIPE/ICTABICHO CPaBHEHUE CTpPATeruil MO PEryJUpPOBAHUIO MPUMEHEHHUs OpQpaHHBIX

npemnapaToB B 23 cTpaHax [16].

Tabnuya 2.2

CpaBHUTENIbHAS XapaKTEPUCTHKA CTPATETHH MO PETYIUPOBAHUIO TPUMEHEHUS

opdaHHBIX MpenapaToB

Ne Crpana Yacrora Ectb 1 OCHOBHbBIE MOMEHTHI
pacrpocTpaHéH | HalMOHAJIbHAS
HOCT U JIJISt nmporpamMma
OTpeIeIICHUS
ophanHOTO
3a00JieBaHUS
1 2 3 4 5
1 CIIA 1 cnyyaii Ha Ja 3axon 06 opgannvix npenapamax (1983): orkas
20000 OT PEryJATOPHBIX COOPOB, HAIOTOBBIA KPEAHT
HaCeJICHUS Ha kiuHudeckue pacxozabl (50%), rpaHThl Ha
KIMHUYECKHE  MCCIIEOBAaHUs,  pa3paboTKy
MEIUIUHCKUX ~M3ACIHA ¥ MEJUIUHCKOTO
MUTaHUS, MPOTOKOJIEHYIO IIOMOIIIb,
YCKOPEHHBIH TIEPECMOTP, €CIH 3TO MO3BOJISET
WHIWKAOUS, W [-JIETHSS WCKIFOYUTEIBHOCTD
PBIHKA.
3akon o peoxkux 6onesnsx (2002): co3mano
YrpasieHue 1mo peakum 0oJie3HsIM. Y BeITHUSHO
denepasibHOoe  (PUHAHCHUPOBAHHUE Pa3padOTKHU
METO/IOB JICUEHUS PEAKUX 3a00JIeBaHU.
Hayuonanvnoiti  Uncmumym — meouyurcKux
UCc1e008amenbCKux npocpamm. UCCIeJOBaHUS
penKux 3a00IeBaHui M aKIIeHT Ha TUarHOCTHKE.
2 Kanana Menee 5 na Cneyuanvnas npocpamma OJocmyna Health
CIy4acB Ha Canada: npemocraBisieT 10CTYI K HECKOIbKUM
10000 ophaHHBIM JIeKapcTBaM JUIsl TAIUEHTOB C
HaceJIeHus peAKUMU 3a00JI€BaHUSIMH.
Orphan Drug Cmpyxkmypa Kanaockas
opeanHuzayus no peoKumM 3a001e6aHUAM
(CORD) umeem 5 cmpameeuueckux yenet:
BBISIBIICHHEH TPOQWIAKTHKA, CBOEBPEMEHHAS,
crpaBeiyuBasi W HAydyHO  OOOCHOBaHHas
MOMOIIIb, TIOJJIEP’KKA COOOIECTBAa TAIIMEHTOB,
JIOCTYT K IEPCHEKTUBHBIM METOJaM JICUEHUS U
MCCIICTOBAHHSIM.
3 Bonrapuss | Menee 5 na Hayuonanvnori  naan  (2009-2013  200w1):
CIlydaeB Ha obecrieynTh MPOPHUIAKTHKY, IHATHOCTHKY,
10000 JeyeHre U PeadMIUTALMI0  TAlUEHTOB C
HaceJIeHus pEeAKUMU 3a00JI€BaHUSIMH.
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IIpooonocenue mabn. 2.2

2

3

5

Opannus

Menee 5
CIIy4aeB Ha
10000
HaCeJICHUS

Ja

Iepsoiit nayuonanvhouii naan  (2005-2008):
TIOBBIIIICHUE YPOBEHS 3HaHUH o
AMUIEMHUOJIOTHH peaKux 3200JIeBaHHUI,
pacrio3HaBaHHE 0coOeHHOCTEH peIKHUX
3aboseBaHui, pazpaboTka HHPOpPMAIUH IO
peIKUM 00JIe3HIM L NAIMEHTOB,
MEAWIIMHCKUX CICHUAINCTOB M B  IEJIOM
00IIeCTBEHHOTO 3IIPaBOOXPAHCHUS
CIEIUAICTOB, OpraHU30BaTh JIOCTYI K
JMarHOCTUYECKUM  TecTaM,  IPOAOJDKATh
YCHIIMS B TIOJI3Yy Op(aHHBIX MPEnapaTos,
coOo1aTh TPeOOBaHUS COIHUAIBHBIX YCIIYT
JUTSI TIAIIUEHTOB C PEIKUMH 3a00JICBAHUSMH, a
TaKKe pa3BUTHS  HAIMOHAJIBHOTO u
EBporneiickoro napTHepcTBa.

Bmopoii  nayuonanvnoni  naan  (2011-2014
200bl). TIOBBIIIICHHE KadecTBA MEIUIIMHCKOU
MOMOIIM TIAIIMEHTaM C  HCIIOJIb30BaHUEM
pedepeHTHBIX IEHTPOB H TEJIEMEIUIINHBI,
pa3BUTHE UCCIICIOBAaHUI 0 peIKuX
3a00JIEBaHUSIX, TaKuX KakK
TPAHCIISIIIMOHHBIC KIIMHUKU M TEPANICBTHUECKUEC
UCCIICIOBAHMS, a  Takke  PaCIIUpCHUC
EBponerickoro 51 IJI00aTbHOTO
COTPYJTHUYECTBA.

I'epmanus

Memnee 5
CITy4aeB Ha
10000

HaCCJICHUA

Ja

«Nationales Aktionsbiindnis fiir Menschen mit
Seltenen Erkrankungen» (NAMSE): Oo6nactu
JNEUCTBUS JUISL ATUX MPEATIOKEHUN BKIIIOYAIOT
YXOJ/TIEHTPBI/CETH, HCCTIEI0BAHUS,
JTUATHOCTHKY, WH()OPMAIIMOHHOE YIIpaBJICHHE,
OpPHEHTAITUIO TIAIIMCHTOB, PEECTPHI, a TAKKE
BHEJpEeHUE U Oyayliee pa3BUTHE.

Benuxo-
OpuTaHus

Menee
CIy4acB
10000
HaceJIeHUs

Ha

Ja

Cmpameeuss Benuxoopumanuu no peoxkum
3abone6anusmM: WUCCIENYeT MAlUEHTOB U HX
ceMpH. Brxirouaer pacmmpeHwe TpaB U
BO3MOXKHOCTEH  MAllMEHTOB C  pEeIKUMHU
3a00JICBaHUSIMH, BBISIBIICHUE W TIPOPHIAKTHKY
3THUX 3a00JIeBaHUH (CKPUHUHT U TECTUPOBAHUE
HOCUTENeH),  JWAarHOCTUKYy W paHHee
BMEIIATENECTBO, KOOPAMHAIIUIO MEAULIMHCKON
MOMOUIN (CHelHaTu3UPOBAHHbIE LIEHTPHI) U
Hay4HbIE HCCIIEZIOBAaHUS. Crparerus
obecrnieunBaeT pabOTy U C IPYTUMHU CTpaHaMH,
CTPAJAIOLIMMH PEJIKUMU 3200JIEBAaHUSIMH.
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Takum 06p8,30M, CJIOXXKMBIIAACS MMPAaBOIIPUMCHUTCIIbHAA IIPAKTHKA BI)Ipa6OTaJIa

PAI pa3IMYHBIX CTUMYJIOB Ui (papMalieBTUUYECKUX KOMITAHHUM, 4TO CIIOCOOCTBOBAIIO
Mporpeccy B pa3pabOTKe W MOCTYIICHUU B 0OpalieHne MHOYKECTBA MHHOBAITMOHHBIX
CPEICTB, MPeAHA3HAYEHHBIX ISl JICUEHUSI PEIKUX 3a00JI€BaHUA.

[Ipu pa3paboTke mnakera HOPMATUBHBIX TPEOOBAHWUN ISl YTBEPIKACHUSA
opanapix mpemapatoB B EMA ocHOBHOHW 3amgadeil ObUIO CO3MaHHE TaKUX
TOKYMEHTOB, KOTOpPbIE MO3BOJAT CIIENATh Mpenaparsl JaHHOW TPYIIbI JOCTYITHBIMHU
JUISl  KJIIMHAYECKOT'O MCIOJIb30BaHUsI B KOpPOTKUE Ccpoku. [loHsATne «opdaHHbIi
npenapat» B EC Obu10 BBeneHo Ilocranomienumem EBpomneiickoro mapiamenta No
141/2000 ot 16.12.1999 r., KOTOpOE 3aKpENUIO IMPABO HMX HCIOJIb30BAHUS IS
JTUAarHOCTUKH, JICUCHHS W MNPOQWIAKTAKU y JIMI, CTpPaJaloluXx pPeaKUMHu
3a0oneBaHusIMU. B JOKyMEeHTE yKa3aHbl OCHOBHBIE TPEeOOBaHUS JISi YTBEPKIACHUS
ophanHOro mpemnapara, MEXaHU3Mbl (PMHAHCOBOTO CTUMYJHMPOBAaHUS pa3pabOTKU U
MPOU3BOJICTBA Op(aHHBIX TpenapaToB. JlaHHBIM MOCTaHOBJIEHHUEM B pamkax EMA
ob1 yrBepxkaeH Committee for Orphan Medicinal Products (COMP) (komurer mo
op(haHHBIM MEIWLIHUHCKUM MpenaparaMm), B COCTaB KOTOPOrO BXOJAT MPEACTaBUTEIH
OT Kaxaou ctpanbl-wieHa EC [22].

B 0a3oBble 3akoHOnaTeabHble akThl EMA MOCTOSSHHO BHOCSTCSI MONPAaBKU U
nonojaHeHusi. OCHOBHbIE JOKYMEHTBI, PETIAMEHTUPYIOLIUE YTBEPKIAeHUE Op(haHHbIX
npenaparoB B EMA crtpan EC, npencraBnenst B Tabmuie 2.3.

Jnst Ttoro yrtoObl mpenapar NOJYyYWJl CTaryc OpQaHHOrO, OH JOJIKEH
YIOBJIETBOPSATH CIEAYIOIUM TPEOOBaAHUSIM:

e [penapar JOJDKEH HNPUMEHSAThCA Uil JUArHOCTUKH, JICUEHUS WM
NpOPUIAKTUKNA YIPOKAIOIMIMX >KU3HU COCTOSHUNA WM JICYECHUS XPOHUYECKHUX
TSDKEJIO MPOTEKAIOIINX U3HYPSIONIMX 3a00JIeBaHMM, KOTOPhIE BCTPEYAIOTCS B 5
nin meHee cirydasx Ha 10000 yenosek;

e npyrue Oosnee 3(deKTHBHBIC MpenapaThl ISl TUATHOCTHKH, JICUCHUS WITU
npoUIAKTUKY (UM METO/IbI JICUEHHST) TAHHOTO PEIKOro 3a00JI€BaHUSI JOJKHbBI
OTCYTCTBOBaTh. Ecnm yxe umeeTcsi yTBEp>KIACHHBIN Op(aHHBIA Mpenapar, TO

pa3pabarpiBacMblii  TIpenapar JOJDKeH ObIThb Oojiee  d(PGEeKTUBHBIM U
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Oe30IacHEIM HJIM  MMETh Apyru¢ npeuMyumiccTBa I1cC€pca HWMCIOIIUMHCA

npenapaTaMy, NOpPEIHA3HAYCHHBIMM JUISl  JICYEHHUS] JAHHOTO  PEAKOTO
3a00J1€BaHMUS;
® TPOM3BOACTBO Op(aHHOTO Tpemnapara Uis JICYCHHUS PEAKOro 3a00JeBaHUS

JOJIKHO OBITh HEPEHTAOETBHBIM.

Cnegyer OTMETUTh, 4YTO €BPONEICKOE 3aKOHOIATENbCTBO IO3BOJIAET B
HEKOTOPBIX CUTYalIUSIX paCCMaTpUBaTh MpenapaThl 715 JICUSHUS PeIKuX 3a00JIeBaHUM,
KOTOpbIE BCTpeuaroTcs 6osee ueM B S cirydasx Ha 10000 HaceneHusl.

Jnst mpu3Hanus npenapaTta opGaHHBIM CIIOHCOP (3asABUTENB), HAa TI000W CTaun
pa3paboTKU mpernapaTta J0 €ro JHMICH3UPOBaHUS, MOXKET HANpPaBUTh 3asBJIICHHE B
COMP, B KOTOpOM yKa3bIBae€T IMACHOPTHHIC JAHHBIC HA IpErnapaT U CBEACHUA O
IIPOU3BOJICTBE, ONMCAHUE JCHCTBYIOIIETO BEIIECTBA M IIOKA3aHUS K IPUMEHEHHIO
npenapara. Kpome Toro, cnoHcop 00si3aH NpeIcTaBUTh MaTepUaIbl, I0Ka3bIBAIOLIUE U
000OCHOBBIBAIOIME, YTO IMOKAa3aHUEM K MPUMEHEHUIO Mpernapara SBISETCS pPeaKoe
3a00JIEBaHME M YTO HE CYILECTBYET IPYrUX IPenapaToB Ui €ro AMarHOCTUKHU,
JICYEHUS WM TPO(PUIIAKTUKHY (MIIA JJOKA3aTeNbCTBA €ro MPEUMYILECTBa B CPABHEHUH C
3aperucTpUPOBAaHHBIME Npernaparamu) [23—-25, 30-32, 34].

Ecnu cBepeHuil 17l NPUHATUS PELICHHUS B TPEACTABIECHHBIX MaTrepuaax
HegoctatoyHo, COMP MoxeT 3ampocuTh AONOIHUTENbHYI0 HHpopMauuio. [lpu
MTOATOTOBKE 3aKJIIOYEHUS, €CIM KOHCEHCYC HEJOCTUTHYT, pELIEHUE IPUHUMAETCS Ha
OCHOBAaHWHM MHEHHUS OOJBITMHCTBA (HE MeHee 2/3 OT 0OIero KOoJIudecTBa WICHOB
COMP).

Cpok paccMoTpeHus 3asBJIeHUs crioHcopa cocTapiseT 90 nueit. Eciu npuHsITO
OTPULIATEIIbHOE PELICHUE, 3asBUTEIb MOXKET B TeueHue 90 gHel mnoaaTh
aneJUISIUOHHYIO Xkaio0y, Ha KoTopyto EMA nomkHO oTBeTUTH B TeueHue 30 nHei.

[Tpu npunaTun nonoxutenbHOro pemennss EMA nmpenapar OyaeT yTBepK/IeH B
KauecTBe Op(aHHOTO [JIs JIEYEHUs PEIKOro 3a00JjieBaHUS IO TOMY I[OKa3aHHUIO,
KOTOpO€ OBLJIO yKa3aHO B 3asBJICHUM Ha Npu3HaHue opdanHHoro mpemnapara. s
OPYTUX MOKAa3aHUM K NPUMEHEHHIO CIIOHCOP JOJDKEH NOJAATh JIPYroe 3asBICHUE Ha

YTBCPKACHUC IIPpCIIapaTa B KAUCCTBC Op(baHHOFO 10 «KHOBOMY» ITOKA3aHUIO.
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Tabnuya 2.3

OcHOBHBIC HOPMATUBHBIC JOKYMCHTEI, PCTIIAaMCHTHPYIOINNUC YTBCPIKACHUC U

JUIeH3upoBaHue oppaHHbIX npenapatoB B EMA

JlOKyMeHT

TpeboBanus

[Tocranosnenue (EC) Ne 141 /2000 ot 16
nexabdps 1999 rona

- VcTanaBMBaeT OCHOBHBIEC TPEOOBAHKS UTS OP(aHHBIX
TpernapaTos

- OmpejiensieT OCHOBHBIE BHJIBI M (DOPMBI CTHMYIHPOBAHHUS
Pa3BUTHS ¥ TPOU3BOJICTBA OP(aHHBIX IPEMAPaTOB.

- PermamenTupyer npasa u obs3anHocTr Komutera mo OpdasHbiM
npenapatam (COMP)

[Tocranosnenue (EC) Ne 847/2000 ot 27
anpens 2000 roxa

- YTOYHEHB! OCHOBHBIE OLPE/IEICHUSA
- [IpescTaBiensl OCHOBHbIE TPeOOBaHHUA /ISl MApKETHHTa
op(aHHBIX MpenapaToB

Jloxyment — Communication 2003 / C 178/
02, mpunaThIi EBponeiickoit komuccuen

Kommronuke EBpOneicKkoil KOMUCCHH, B KOTOPOM H3JI0KEHBI:
- TIpoLIelypa YTBEPAK/ICHNS Op(haHHBIX MpenapaToB

- [IOJIOKEHUSL O PHIHOYHOM SKCKITFO3UBHOCTH Op(aHHbIX
TpenapaToB

Pernament (EC) Ne 726 /2004 ot 31 mapra
2004 rona

- OTpaskeHbl BOIPOCH! LEHTPAIM3ALMU TIPOLIETYPbl YTBEPKICHUS
opgaunubIx npenaparoB B EC

[Tocranosnenune (EC) Ne 507/20060t 29
mapta 2006 rozma

- Onmcansl TpeOOBaHKS 715 MPEJOCTABIEHHS YCIOBHOTO
paspelenns Ha IPoAaxy JeKapcTB, KOTOpbIE MOMAatoT B cdhepy
Permamenta (EC) Ne 726/2004 rona.

[Tocranosnenue (EC) Ne 1901/200601 12
nexadps 2006 roma

- Perynupyet Bompocs SKCKITIO3UBHOCTH Op(haHHBIX MPEnapaToB
(ecnm paspaboTka npemnapara OyaeT POBOAUTHCS [T JICUCHHS B
TIeIMATPUYECKON MOMYJIAINH, CPOK IKCKITIO3UBHOCTH MOXKET OBITh
po;yieH Jio 12 ner)

[Tocranosnenue (EC) Ne 2049/200501 15
nexadps 2005 roya

- Perymupyer npesocraBinenue npedepeHiuii Maabm
TIPEANPUATHSIM — TIPOU3BOJUTENAM OpdaHHBIX PENapaToB

COMMUNICATION FROM THE
COMMISSION: Assessing similarity of
medicinal products (2008/C 4077)

- [IpeacTaBneHbl OCHOBHBIE TIPHHIMIIBI IEMOHCTpaLMK «similarity
of medicinal products» npa3bsicHeHus Mo Bonpocam
SKCKJIO3UBHOCTH Op(aHHBIX IPenapaToB

Review of orphan designation at the time
of granting (varying) amarketing
authorization Document no.: SOP/H/3190

- COII, B xoTOpo#l NOAPOOHO MpoMUCaHa MpoLeaypa
JNUIEH3UPOBaHKSA Op(haHHOTO Mpernapata(Uian BHECEHHE
M3MEHEHHH )

Orphan medicinal product designation
Document no.: SOP/H/3049

- COII, B xoTopoii moapoOHO pacrucaHa Mpoleaypa YTBEPKICHUS
ophaHHOro mpemnapara

Checking-in and electronic filing of
documentation for orphan medicinal
product designation. SOP/H/3047 25-
NOV-11

- COII, B KoTOpOii MOIPOOHO TPOMHUCAHA NPOLEAYPa HMEKTPOHHON
T0Ja4y 3asBKH Ha yTBEp:K/CHNE op(aHHOrO Ipenapara.

Recommendation on elements required to
support the medi- cal plausibility and the
assumption of significant benefit for an
orphan designation
(EMA/COMP/15893/2009 Final)

- PexomeHnanyy 11 IGMOHCTpAIMH OTCYTCTBUSL METOJIOB JICUCHHS
penxoro 3aboneBanus (1emoHcTpamuy «medical plausibility»)

Procedure for orphan medicinal product
designation. Guidance for sponsors
(EMA/710915/2009 Rev. 11 ot 20
deppansa 2014 1.)

- PexomeHnanuu 11 CIIOHCOPOB, B KOTOPBIX MOAPOOHO MPOMHCAHBI
TPOLIEAYPhI MOJauK 3asBKU U €€ paccMoTpenus B EMA
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Opdanubie npenaparbl MOTYT UCIIOIB30BATHCS JUIS JIEYEHUS! U MPOPUITAKTUKH

penkoro 3a0osieBaHus. llpu yTBepkneHuum opgaHHOro Ipemnapara J€YEHUE MU
npodunakTuka OyayT paccMaTpUBAThHCS Kak pa3Hble MOKa3aHUs K MpUMEHEeHHIo [32].

[Tpouenypa yTBepkKI€HUS U MOJyUYEHHUE JIMIIEH3UH Ha MTPOJAXy IPOBOAUTCS HA
ocHoBauu Tpex COII (2011-2013 roasl), B KOTOPBIX MOAPOOHO MPOIHCAHBI BCE
MpoLEypbl, HauMHas C TMOJA4Yd 3adABKHA, OSTO MO3BOJISIET COKPATUTh CpPOKH

yTIBep K aeHHs opdaHHbIX pernapaTos [30—32].

BbIBOZIBI KO BTOPOMY pa3aeiy

1. CIIA cranu mepBbIM TOCYIapCTBOM, CO3JABIIMM HAIIMOHAJIBHYIO CHCTEMY
MOJACPKKH M COAEHUCTBUS pa3pabOTku opdaHHBIX MOpenapaToB, WMEIOIIUM
3aKOHOJIaTEILHOE 3aKpEIUIeHHEe, U 00Ja1at0T Hanbosee pa3BUTON HOPMATHUBHO-
MpaBoBOi 0azoil perynupoBaHusi cucremout oOpamienus JIII g Tepanuu
opdaHHbIX 3200JIEBaHUM.

2. BwisBieHo, 4yTO A1 CTUMYJIMPOBaHUS pa3paboTku 1 mpousBoacTsa JIIT mpunsita
YCKOpEHHas MpoIeypa perucTpaluu, IpeaoCTaBIsIIOTCS HAJOTOBBIC JIBIOThI U
UCKITIOUMTEIIFHOE MPABO HAa PeaANTM3aIMIO JAHHBIX CPEJICTB. DTO CIIOCOOCTBYET
CTUMYJIMPOBAHUIO pa3pabOTOK U paciupeHuto nepeyns opdannbix JII1.

3. YcraHOBIEHO, 4YTO HEOOXOIMMO CTPYKTYpHOE W3MEHEHHE MEXaHU3MOB
CUCTEMBI 37PAaBOOXPAHCHHS B PACCMaTPHUBAEMOM CETMEHTE, UTO TMOTpedyeT
HOBBIX TTOJXOJI0OB 0OECIIeUeHHUs JOCTYIIa K Teparuu JJIsl TIAIMEHTOB C PEIKUMU
(opanHbIMHU) 3a00JICBaHUSIMH B CHCTEME JICKAPCTBEHHOTO OOCCIICUSHUS.
CoBepIlIeHCTBOBAaHWE HOPMATHUBHO-TIPABOBOM 0a3bl B CerMeHTE Op(haHHBIX
JIEKApCTBEHHBIX CPEACTB IMO3BOJIUT YCHEIIHO peaiu30BaTh MEPONPHUITHS
CTpPaTErM4eCcKuX JOKYMEHTOB, IOCTUTHYTh 3asBJICHHBIX LIEJIEBBIX MTOKa3aTeen

151 HCO6XO)II/IMOFO YPOBH:A pa3BUTHA CUCTCMEBI 3APaBOOXPAHCHU.
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PA3JIEJI 3. UCCJEJTOBAHUE OCHOBHBIX TEHJIEHIIUH B

JIEKAPCTBEHHOM OBECIIEYHEHUU NAIIMEHTOB C OPO®AHHBIMH
3ABOJIEBAHUSAMHA

3.1 Xapakrepuctrka (hapMaIeBTUIeCKOro PhIHKA JICKAPCTBEHHBIX

IpenaparToB Jisl Tepanuu oppaHHBIX 3a00JICBaAHMIMI

dapmaleBTUYECKUM PIHOK OpdaHHBIX MpenapaToB SIBJISCTCS HAYKOEMKUM M
pPa3BUBAIOLIMMCS PBIHKOM. Ero pa3BUTHE HMMEET COLUMAIbHOE 3HAYEHHE, TaK Kak
JaHHAsT SKOHOMHUYECKas CHUCTeMa HalpaBlieHa Ha YAOBIETBOPEHUE MOTPEOHOCTH
HaceJeHUs B MOJJEpKaHuU 30pOBbsi. Bo MHOTMX rocyaapcTBax yCTaHOBJIEHBI MEPBI
rocyJapCTBEHHOM TOJJEPKKU pa3paboTku W mpou3BojcTBa opdanubix JIII:
HaJIOTOBBIE JIBIOTHI; CYOCHIAMPOBAHUE KIMHUYECKUX HWCCIEAOBAHUM; YyCUJIEHHAs
MAaTeHTHAs  3allldTa; YCKOpeHHas mnpoueaypa peructpamuu JIII.  3amwmra
UCKIIFOUMTEILHOTO PBIHOYHOTO TMpaBa Il pa3paboTyvMka U MPOU3BOIUTEIS
CIIOCOOCTBYET CO3JaHUI0 TOCYJAPCTBEHHBIX W MAPTHEPCKUX MPEANPUITHI s
COBMECTHBIX HCCIIEAOBAHUI MO pa3paboTKe, MPOU3BOACTBY Op(aHHBIX MpernapaTos,
CO3/1a€T BPEMEHHOE OrpaHWYEHHE KOHKYPEHIIMU Ha (HapMarleBTUUYECKOM PBIHKE U
MO3BOJISIET YJICPKUBATh BBICOKYIO IIeHY Tpenaparta [27, 28].

B crtpanax Espomeiickoro Coro3za crtaryc ophaHHOrO mpemapara gaeT
MPOU3BOUTEII0 UCKITFOUUTEIILHOE MPAaBO Npojaaxu B TedeHue nepsbix 10 set [260,
283]. Ilpu EBpomeiickoM MEeIUIIMHCKOM areHTCTBE CO37aH KOMHUTET IO op(aHHBIM
mpenaparaMm, KOTOPBIM CIEAUT 3a WCIOJHEHHEM 3aKOHOB 000poTa opdaHHBIX
MEIUIUHCKUX CPEJCTB, OTCICKHBAET BO3HHUKAIOIIME MPOoOJeMbl U paboTaeT Haj
COBEPIIICHCTBOBAHNEM 3aKOHOJATEILCTBA B 3TOM obactu [23, 26, 27].

B nepuon ¢ 1983r. mo 2010r. B CIIIA 6bu1H 3apeructpupoBanbl 353 oppaHHbIX
npenapata, a 3a 10 ner no npuHsATHS 3aKkoHAa 00 opdaHHBIX mpemnaparax, ObLIO
BoinymieHo MeHee 10 takux JIIT [25, 27, 28]. I1o nanHbiM exxerogHoro otuéra Llentpa
0 DKCIIEPTU3E U UCCIIeIOBaHUAM JiekapcTBeHHBIX cpeacTB npu FDA B CIIA (Center

for Drug Evaluation and Research) B 2014 r. u3 41 HOBOro (OpPHTHHAILHOTO)
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npenapara st MeIMIMHCKOro MpuMeHeHus, 17 Opun npenaparamu ass aedeHus: O3

(41%), B 2015 . yxe 21 u3 45 (To ectb 47%) onobpennbix B CLIA opurnnanbhbix JIIT
OBLIH 3apPETUCTPHUPOBAHKI B cTaTtyce opdanubix [150, 262, 268, 278].

ITo mporHo3am ananutuyeckoit kommanuu «Evaluate Pharmay 3a nepuon ¢ 2016
no 2024 rr. OXHIAeTCs EXEroJHOE YBeIW4YeHHe o0bema Mpoaax opdhaHHBIX
npemapatoB Ha 11,1%. B 10 Bpems kak B 2015r. 00beM mpogax opdaHHBIX
npenapatoB coctaBua 101,0 mupa. momn., k 2020r. gaHHBIM MOKa3aTellb JTOJKEH
nocturayTh 172,0 mapa. gomn. Oxumaercs, 9TOo 00bEeM MPOAaX OpQaHHBIX
MpenapaToB Ha MUPOBOM pbIHKE ¢ 2016 10 2022 1. IpakKTUYECKH yABOUTCS U COCTABUT

209 mapa. nomt. k 2022 r., a k 2024 rony pocturuet 262,0 miapa. pomt., pu. 3.1.
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HUcrounuk: otuet «Orphan Drug Report 2017» ananurnaeckoit komnanun «Evaluate Pharmay.
Puc. 3.1. O6bem npojax opaHHBIX JIEKAPCTBEHHBIX MPENapaToB Ha

MHUPOBOM (papmarieBTUUeCKOM pbIHKe, Mipa. qosut. CIIA

[lo nanupiM anamuTHueckoi kommnanuu «Evaluate Pharma» na mpoTspkenun
yeTbipex jeT TOP-5 no o0bemMy npoaax opdhaHHbIX TPENapaToB 3aHUMAOT KOMIAHUU
«Novartis», «Rochey, «Celgene», «Bristol-Myers Squibb» u «Shire». Jlugepom 1o
JaHHOMY ITOKa3aTemto sBisieTcst kommanus «Novartis» ¢ 00beMOM poaxx ophaHHbIX

npenaparoB Ha MUpoBoM pbiake ¢ 10,9 mupa. momr. 8 2012r. 1012,9 mapa. moit. B 2016
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r., Tabmuna 3.1. [83,128,165].

Tabnuya 3.1
TOP 5 dpapmarieBTHYECKUX KOPHOpaIuii HAa MUPOBOM pbIHKE Op(haHHbIX

npenapaTtoB, Mapa. ot CIHIA

2012 . 2002
Kopnopanust O0beMm Houst mpomaxk Ha 2016r. T
MPOJIaX ¢dapmpsinke, % MpOTHO3

Novartis 10,9 13,1 12,9 12,0
Roche 9,0 10,8 10,0 10,9
Celgene 4,9 6,0 9,1 16,9
Pfizer 5,4 6,6 8,7 11,3
Sanofi 2,9 3,5 48 6,9
Bristol-Myers Squlbb 1,7 2,1 6,6 13,5
Shire - - 54 9,8

Uctounuk: otuer «Orphan Drug Report 2017» ananutudeckoii komnanuu «Evaluate Pharmay.

CornacHo skcnepTHbIM olieHkaM B 2022 1., 107 TaHHBIX (hapMarleBTUYECKUX
KOMITAaHHH 110 00BEMY TTPOIaK Op(haHHBIX MPEMapaTOB B CTOMMOCTHOM BBIPAKCHUUHA
MHPOBOM pbIHKe qocturuet nmoutu 1/3 (30,6%) [10, 85, 193].

Poct peiHKa opdaHHBIX TpemapaToB OOYCIOBJIEH JIBYMS OCHOBHBIMHU
dakropamu: ypenuueHneM ymucia O3, yemy CIOCOOCTBYIOT HOBBIE MPOTPECCHUBHBIC
METO/Ibl  JIMATHOCTUKUA, W AaKTUBHBIM TIOMCKOM HOBBIX OpPUTHHAIBHBIX |
BOCIIPOM3BEICHHBIX MPENapaToB AJIs JICUSHUS peAKUX O0JIe3HEH.

Pacmupenue nepeuns O3 cmocoOCTBYeT YBETUUCHHUIO HAYYHBIX Pa3padOTOK 10
co3nanuto HoBbIX JIIT [23, 28]. Cpenu opdaHHBIX MpenapaToB, KOTOPbIE HAXOIUIHCH
B cTaauu pa3padotku, B TOP-10 HanboJsiee mepcrneKTUBHBIX BKIIOYEHBIKAHAUIATHI B
npernaparsl Takux (apMalleBTHUSCKUX KoMIaHui, Kak «Vertex Pharmaceuticals» (2
npoaykra), «Intercept Pharmaceuticals», «Northwest Biotherapeutics», «Acteliony,
«AbbVie» u «Alexion Pharmaceuticals» (2 mpoaykra) u mp., Tabsuna 3.2 [41, 50, 54].

Oxwumaercs, uro B 2020 r. o0beM npogax komOouHaimu «VX-809 + uBakadrop»
komnanuu  «Vertex  Pharmaceuticalsy, mnpenna3HaueHHOW — AJig  JICUEHMS
MYKOBHCIIH/I03a, HAa MHPOBOM pBIHKE cOCTaBUT 4,23 MiIpA. JOJI., a 4YUCTas

npuBenieHHas ctoumMocTh (Netpresentvalue — NPV) atoro npoekra cocrapsiet 6osiee

13,78 mupa. moin. [52].
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Tabnuya 3.2
TOP-10 naubosnee nepcrneKTUBHBIX KaHIUIATOB B Op(aHHbIE TpenapaThl
[Iporao3supyemslii
NPV,
Kangunat B TepaneBTuueckast 0o0BeM Mpojax Ha
Kommnanus MIIPJT
npenaparthl cdepa IPUMEHEHUS] | MHPOBOM PBHIHKE B
2020r., mnpx gomn. | MO
VX-809 + «Vertex Pharmaceuticals» MyKoBHCIIHI03 423 13.78
uBakadTop
O6etuxomnueB | «Intercept 3aboneBaHus
) 2,52 7,61
asi KUcJiora Pharmaceuticals» [IeYECHHU
DCVax-L «Northwest . OHKOIIaTOJIOTHUSA 2.05 5,67
Biotherapeutics»
«Actelion» Jlerounast
Cenexcumnar apTepuabHas 1,27 2,38
TUIIEPTCH3US
RG7601/AB | «AbbVie» OHKOIATOIOT U 0,79 2.38
T-199
ENB-0040 «Alexion Pharmaceuticalsy | ['mnodocdarazus 0,82 2,16
Onory3symabd | «Alexion Pharmaceuticals» | OnkonaTtonorus 0,71 2,14
MLN9708 «Takeda» OHKOIIaTOJIOTHUA 0,66 1,90
VX-809 «Vertex Pharmaceuticalsy MyxkoBuCcUH103 0,74 1,83
Cebemumasza | «Synageva BioPharmay Bone3nn
0,81 1,70
anbda Bonbmana
Uctounuk: otuer «Orphan Drug Report 2014» ananutndeckoit komnannu «Evaluate Pharmay.

B 2013 r. u3 35 HOBBIX mMpenapaToB, OJOOPEHHBIX YIPABJICHHEM IIO

CaAHUTAPHOMY KOHTPOJIIO 3a Ka4CCTBOM IHIICBBIX NPOAYKTOB M MCIAUKAMCHTOB

CIIA (US Food and Drug Administration) (FDA) 16 Ob1u11 0OTHECEHBI K Op(aHHbIM,

yto coctaBmiio 46% [47]. B 2014 r. FDA Bbiaio paspenicHrue HaMapKeTHHIOBOE

npoJBHKeHHEe 41 MHHOBAMOHHOMY JIEKapCTBEHHOMY cpelacTBy. Ilo maHHBIM

nHdopmarmoHHoro areHTcTa «Reutersy, 3a 18 net, ¢ 1996 roga, Op110yTBEpKIE€HO

53 MHHOBALIMOHHBIX Tpenapara, uto coctasisieT noutu 40% yreepxxaeHHbix FDA

[10, 46 ].

PesynbraTel ananmsa BeiBoga JIII mis 6osbHBIX O3 Ha (QapMalieBTUYECKUIA

peiHOK EBpomneiickoro coro3a, mpeacrabiieHbl Ha pucyHke 3.2. Jlo 2007r. Ha pbIHOK

owu10 BeIBeAeHO 7 JIII, a HaumHas ¢ 2007r. Ha PHIHOK €KETOAHO BBIBOJUTCS IO 4

MHH nexapcTBEHHBIX ITpenapaToB.



Jleiinpopenun Okynuzymab Hkatubant Pomumnioctum Onrpombonar Pronuryar
Arancuna3za 6era Bozenran Dnrakor anbda Murmycrat
Jlaponunasa Wnypcynbdasa Ilenununnamuna Cunpenadun
Tancynegaza lemun Canponrepux Touunnzymad
MertoTpekcar Kanakunyma0
Hurnzunon "
AnbbaxaabIun0a1
1o 2007 2007 2008 2009 i 2010 2011 2012 _‘ 2013 A‘ 2014 2015

Puc. 3.2. XpoHosoruueckuil psj Bbixoga opdaHHbIX ITpenapaToB Ha papMaleBTUYECKUil ppiHOK EBporneiickoro corosa
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[To mporuo3am ananutuueckoi komnanuu «Evaluate Pharma» no utoram 2016
r. cocrapiieH pedtunr TOP-5 naubGosnee peanuzyembix opdanubix JIII, Tabmuma 3.3
[22].

Tabnuya 3.3
TOP-5 nan6osnee peanuzyembix oppaHHBIX IIpenapaToB Ha

MHUPOBOM PBIHKC

O06Bem npoaax,

o MJIPJ. AOJUI. CpenneronoBoi

[Ipenapar He;“iﬁfee Kommanus npupoct oobema
i 2016 1. 2022 r. mpoma, %
IIPOrHO3
Revlimid | Jlenanumomun Celgene 6,974 13,556 12,0
) Bristol-M
Opdivo | Husomyma6 S;‘usi t‘)’b yers 3,774 9,133 16,0
Keytruda | IlemoOpoau3ymad | Merck&Co 1,402 7,983 33,0
Darzalex | Taparymyma0 Johnson&Johnson 0,572 5,824 47,0
Soliris | Dkymmsymag | hexion 2,843 5,139 10,0
YISy Pharmaceutical ’ ’ '

HUcrounuk: oruer «Orphan Drug Report 2017» ananuruueckoit komnanun «Evaluate Pharmay

EBporneilickuM areHTCTBOM M0 JIEKapCTBEHHBIM cpenctBaM (European
Medicines Agency) (EMA) B 2014 r. 6bu10 pexomenoano 17 JIIT qis reparnuu O3
u3 82 pa3paboTaHHBIX HOBBIX cpeacTB. Cpenu HUX npemnapat Translarna (araxyper)
kommanuu «PTC Therapeutics, Inc», nmpenna3HadeHHbBIN 1151 JICUCHUS TAIIUEHTOB C
MbIieuHort  auctpodueit  lromenna, Scenesse (adaMenaHoOTHa) KOMIAHUU
«Clinuvel Pharmaceuticals» - nepBbIii mpenapar Juisi Tepanuu SpUTPONOITUYECKON
nporonopupun, a TakXKe MEPBbIM Mpenapar CTBOJIOBBIX KJIETOK, OJO0O0PEHHBIN
EMA, Holoclar komnanuii «Chiesi Farmaceutici S.p.A» u «Holostem Terapie
Avanzate», npeIHa3HauYCHHBIA IS JIeueHUs JePuiuTa TMMOaTbHBIX CTBOJOBBIX
KJICTOK, 00YCJIOBJIMBAIOIIETO pa3BUTHE KOpHeanbHOM cienotsl [10, 15, 17].

OpueHTUpoBayHasi CTOMMOCTb TOJ0BOM Tepamuu OonpHOro O3 B CIIA

npejacTarieHa B Tadsmie 3.4.
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Tabnuya 3.4
OpueHTUpOBOYHASI CTOUMOCTD I'0JIOBOTO Kypca JieueHus: oppaHHOTr03a001eBaHusl,
2014 r.
CroumMocTh
JlexapcTBEeHHOE CPEACTBO I'OZTIOBOTO Kypca B Hozonorus
CIOA, TeIC. 1OMM.
Soliris/axynu3ymab 409 5 [Tapakcu3zmanibHass HOUHAS
! TeMOTJIO0yHYpHS
Elaprase/unypcynbsdasza 3750 Cunapom XaHTepa
: (mykononucaxapuao3ll Tuma)
Naglazyme/ranscynbdaza Cunipom Mapoto-Jlamu
365,0 (MykononucaxapuaoslV tuma)
— vy 1100 genoBek B MuUpe
Cinryze/unruoutop C1- 350,0 HacnencrBennas anruosiemMa
acTepassl
Myozyme/anbda-riroko3uaaza 300,0 bonesns [Tomne
Fabrazyme/arancunaza 6era 200,0 bone3np ®abpu
Cerezyme/uMuriorepasa 200,0 bonesns ['ome

3.2 N3yueHue HanpaBiIeHU COBEPILICHCTBOBAHMS OPraHU3alluu JIEKapCTBEHHOTO
oOecrieueHus NalMeHToB ¢ ophaHHbIMU 3a00J1eBaHUSAMU 10 pe3ysibraraM SWOT-
aHanu3a

PesynpraTel SWOT-anann3a no3B0aMIN BBISIBUTh OCHOBHBIE OPTraHU3ALMOHHbIE
npobsnemel B cucreme JIO OonpHbix O3, crpynnupoBaTh MX W HAMETUTh IYTH
ONTHUMAJIBHOT'O PELICHUS.

Koneunoit mempto mnpoeaeHHoro SWOT-anammsa crtano QopmupoBanue
aNbTEPHATUBHBIX CTPATEIrMYECKUX PEIICHUA Ha OCHOBAHUM  CONOCTABJICHMS
«CUJIBHBIX» U «CIa0bIX» CTPOH C «BO3MOXKHOCTSIMI» U «yrpo3amm» opranuzauuu J1O.
JlanHbIe pelieHus OpUEeHTUPOBAHbBI HA UCIIOJIb30BAHUE BbIJICJICHHBIX B XOJI€ aHAJIN3a
«BO3MOXKHOCTEN» U ONPEAEICHUH MEPONIPUATHI 1O 3aIIUTE OT «YIPO3», CBI3aHHBIX C
W3MEHEHHEM BHEIIHEW Cpeabl, Ha OCHOBAHMM IPUMEHEHHS «CUJIBHBIX» CTOPOH
opranuzauuu JIO.

SWOT-ananuz Obul HCTIONB30BaH I BBISIBJICHHS M OLIGHKH «CHJIBHBIX»,
«cnabbix» crtopoH opranuzauuu JIO OonpHeIx O3, a Takke OIpenerIeHUU
«BO3MOXXHOCTEH W yrpo3» 3Toro mnpouecca. Merononoruss nposeaenus SWOT-

aHaJv3a MmpecTaBieHa Ha puc. 3.3.



OT60p (hakTOpOB, BAUSAIOMKX Ha apMarieBTHUECKOE o0ecrieueHrne

HpOBCI[eHI/Ie COIMMOJIOTHYECKOI'0O OITpoca
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—— _ _____  —— _aa

CHIbHBIE CTOPOHBI
Kauecr
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OIIEHKA

'

Bo3moxxHoctu

Crna0ble CTOPOHBI
Komnmuec

TBCHHAasA
OIICHKa

}

Yrpo3sl

CraTucTHuYeCKasi OLIeHKa (PAKTOPOB BIMSIHUS

/

OrmnpeeneHne paHroB CHIBHBIX U
cJIa0bIX CTOPOH

v

~

Onpenenenre paHros
BO3MOHOCTEHN U yIpo3

v

DopMHPOBAHUE MATPHULIBL —l

—

®dopMupoBaHUE CTPATErMUSCKUX HANPaBICHU coBepiieHcTBOBaHMs JIO 0OIbHBIX

op(haHHBIMU 3200JICBAaHUSIMH

Puc. 3.3 Merononorust mpoeaennst SWOT-ananuza opranuszanuu

JIEKapCTBEHHOTO 00€CTIeUeHHs MalueHTOB C OphaHHBIMU 3a00JIeBaHUSIMU

s mpoBeneHus MccleIoBaHus ObUTH pa3padoTaHbl aHKETa sl OallIbHOM

OLICHKH BBIJCIICHHBIX (hakTOpoB (Tadi. 3.5).

Tabnuya 3.5
AHKeTa 77151 Oa/UTbHOM OLICHKU (PaKTOpOB
ITapameTpsl bajubl
or 0o 5
1 2

Cunvhbie CMOpPOHbL

Hannune mep couuanbHOW MOANEPKKU B BUIE (papMaleBTUYECKOro obOecreyeHwus]|
COLIMAJIbHO HE3AIMIICHHBIX KaTErOpHil rpakKaaH

Hannuue HOPMAaTHBHO-TIPABOBBIX JIOKYMEHTOB pa3IUYHbIX YPOBHEI,
oOecreunBarOIUX MOPSAO0K MPETOCTABICHUS JIEKApCTBEHHBIX MPEnapaToB OO0IbHBIM
€IKMMH 3200JIeBaHUSIMHI

Hanuuue B opranax ynpasiieHHUS 3/[paBOOXpaHEHHEM, OTBETCTBEHHBIX 3a00ecredeHne
JIeKapCTBEHHBIMH IpernaparaMu OOJbHBIX C PEIKUMH 3a00J€BaHUSIMU

HayyHo—npakTHieckoe B3aWMOJICUCTBUE MEIMIIMHCKUX OpraHU3aldi pa3IudHOTO
YPOBHS 1O  OMOXMMHYECKOM U  MOJEKYISPHO-TEHETUYECKOH  JIHAarHOCTHKE)
HACJIEICTBEHHBIX O0JIE3HENR

Bo3MOXHOCTE IMPOBEACHM S CKPUHHUHI'a HOBOPOXKJACHHBIX 11O BPOXKACHHBIM ITATOJIOT M|
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IIpooonxcenue mabn. 3.5

1

2

[TepcoHnUITMPOBAHHBIN y4eT OOIBHBIX peAKUMU (OppaHHBIMU) 3200ICBAHUSIMH

ObecnieueHne JEKapCTBEHHBIMM IIpernaparaMi B COOTBETCTBUHM C YTBEP’KIACHHBIMU
CTaHJapTaMH

[ToBbIIEHNE JOCTYITHOCTH COBPEMEHHBIX, () (EKTUBHBIX JIEKAPCTBECHHBIX IpEnapaToB
M IPOAYKTOB CIEHUATU3UPOBAHHOIO MUTAaHUs IMPH OKa3aHUU (hapMaleBTHUECKOH
[TOMOILH

B0o3MOXHOCTh MPUMEHEHHUS HMHHOBAIMOHHBIX IPEnapaToB OOJBHBIMU Op(aHHBIMHY]
3a00JI€EBaHUAM

Hanynaue cetn MCIUIIMHCKHX OpFaHHSaHHﬁ, O6CCHC‘II/IBaI-OH_[I/IXCOBpCMCHHy1-O CUCTCMY|
OKa3aHUuA MGI[I/IIII/IHCKOI;'I IIOMOIIH OOJILHBIM C PECAKNMMU 3a00JICBaHUSIMHU

Cnabvie cmopoHbl

OTCyTCTBHE pPETMOHAIbHON HMH(PACTPYKTypbl M HEBBICOKAs JIOCTYMHOCTb JUIs
CBOEBPEMEHHOM JMArHOCTHKH PEIKUX 3a00JIeBaHHUNA

HenocraTouHoe (pMHAHCHPOBAHHE JICKAPCTBEHHOIO 00€CIeYeHHs OOJIbHBIX PEIKHMH
3a00JIEBaHUSIMUA

HenocraTounsle 3HaHUA y Bpauel EPBUYHOIO 3B€HA HOPMATHBHO-IIPABOBOW 0a3bl U
HaBBIKOB paOOTHI 110 TUArHOCTUKE U JIeUEeHHIO Op(aHHbIX 3a00eBaHUM

OTCyTCTBHE €IMHOTO MEXaHH3Ma B OOCCIICUCHHH JICKAPCTBEHHBIMH IpenapaTtaMu H
MPOJYKTAMH CIICIUAIM3UPOBAHHOTO MUTAHHUS OOJIbHBIX peAKUMU (OphaHHBIMH )
3a00JIEBAHUAMU

OTCyTCTBUE CTaHIapPTOB JICUEHUS] HA HEKOTOphIe op(daHHbIe 3a00JI€BaHUS

Hu3zkass nHGOPMHPOBAHHOCTh MAIMEHTOB O IpaBaX M MEIUIIMHCKOTO IepcoHana o
BO3MOXKHOCTSIX JIeueHUs1 OppaHHBIX 3a001€BaHM

OFpaHI/ILIeHHHﬁ ACCOPTUMCHT JICKApCTBCHHBIX npemnapaTroB u MMPOAYKTOB
CIICHUAIM3UPOBAHHOI'O ITIMTAaHUA JJIA JICUCHUA Op(l)aHHI)IX336OJICBaHI/Iﬁ

OTCyTCTBHE HEKOTOPHIX Op(aHHBIX JIEKApCTBEHHBIX IIpPENapaToB U MPOIYKTOB
crenuann3upoBaHHoro nutanus B cnuckax OJIC

HenocratouHo »>¢dexTuBHas opraHuzanus paboTbl MEPBUYHOrO aMmOyJaTOPHO-
MOJIMKJIMHUYECKOT0 3BE€HA 10 MPOrHO3UpoBaHuto notpedHoctu B JIII B cooTBeTcTBUH
CO cTaHJapTaMu MEAMIMHCKOW NOMOIIM

OTCyTCTBHE €IMHOTO MOJXOAa K IEHOOOpa30BaHHIO Ha OpdaHHBIC IEKAPCTBEHHBIC
npemnaparbl, He BKIOUYeHHbIE B cnucku OJIC M mpoayKThl CHENMATU3UPOBAHHOTO
MUTaHUS

CHIDKEHHE JOCTYITHOCTH MEIUIIMHCKON TOMOIIM MJICKAPCTBEHHOTO OOECTICUCHHS 32
CYET YAAIEHHOCTH MECT MPOKUBAHUS KUTEIEH OT MEAULMHCKUXOPTraHU3aUi

Bosmoorcnocmu

[ToBblllIeHHE KayecTBa M JIOCTYNHOCTH MEAMIMHCKON M JIEKaPCTBEHHOW IMOMOIIH
00 IbHBIM Op(aHHBIMI3200JIEBAaHUSMHU

BHeI[peHI/Ie COBpPEMCHHBIX  BBICOKOTEXHOJIOTHYHBIX MCETOAOB AWATHOCTUKH U
MCIHUIMHCKHNX TEXHOJIOT Uit JJIA JICUCHU S Op(l)aHHBIX 3a00JIeBaHUI

Pa3paboTka cucTeM aBTOMAaTU3MPOBAHHOTO y4eTa MOTPEOIeHUsI U MPOTHO3UPOBAHUS

CTOMMOCTH JICHCHUA
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IIpooonxcenue mabn. 3.5

1 2

B03M0XHOCTB pa3paboTKU U BHEIPEHHUSI LI€JIEBOU TPOrpPaMMBI

B03MOKHOCTh TIOBBIIICHHST KBATH(UKAIMK MEAMIMHCKUX U (DapMaleBTHUCCKUX
PaOOTHHUKOB, YYaCTBYIOIIMX B OPraHHU3aIlUH JICKAPCTBEHHOIr0 o0ecredeHus: 0OIbHBIX|
ophaHHBIME 3200JIEBaHUSIMU

Pa3paboTka ¥ IpUHATHE HOPMATUBHO-TIPABOBEIX aKTOB IO PETYIIMPOBAHUIO BOIIPOCOB
leKkapcTBEeHHOToo0ecniedeHus1 ophaHHBIX O0IBHBIX

COBEpIICHCTBOBAHUE CUCTEMBI KOHTPOJIS 32 OTITYCKOM JICKAPCTBEHHBIXIIPEIIAPATOB H
MPOJYKTOB CHEIHATM3HPOBAHHOTO MTUTAHKS B aMOYJIATOPHBIX YCIOBHSIX;

[ToBbIIICHNE KaYeCTBA )KU3HU MAIUEHTA PEIKUM 3a00JICBAaHHEM

Yeposut

3aBUCUMOCTh JIEKaPCTBEHHOTO oOecriedeHuss Op(aHHBIX OOJBHBIX YPOBHE OT
CyOBEKTOBOT'O OFOPKETOB
NHASIIMOHHBIE TPOIECCHI K SKOHOMUYECKUI KPU3HC

OTCYTCTBI/IG 3apCruCTPpUpPOBAHHBIX JIII 1J1st MaTOreHeTUYECKOTO JICUCHUS

IIoBrIlLIEHHNE YPOBHA CMEPTHOCTH OOJIBLHBIX PCAKHUMHA 3a00JI€BAaHUSIMU

Onpez[eneHHa;I ACUMMCTPHS B JOCTYITHOCTU MeﬂHHHHCKOﬁ u HCKapCTBeHHOfI IIOMOIIIY
0OIBLHBIMU C HCKOTOPbIMH PEAKNMHA 3a00JIeBaHUSIMU

YXyuieHne Toka3aTelield 3/0pOBbs HACENCHUS, CHUXCHHE IPOJIOJDKUTCIIEHOCTH
310pPOBO# KU3HU, POCT HHBAIUIHOCTHU

Crabasi TeppUTOpHAIbHASL JTIOCTYITHOCTh OOJIbHBIX OpQaHHBIMU 3a00JICBAaHUSIMU K
MEIUIIMHCKOW TTOMOIIIH

[IpoBeneHa TUMOIOTU3ALMS BBIICICHHBIX «CJIA0BIX» CTOPOHBI C TO3UIIMHU
OpraHU3aIMOHHO-KOHOMUYECKHUX MPo0sieM U chopMUPOBaHBI TPpU TPYMIHI HAKTOPOB,
tabnuima 3.6.

CtpykTypupoBaHU€ M TPYIIHUPOBKA (PAKTOPOB HETAaTUBHOTO BJIMSHUS Ha
opranuzanuio  JIO mammentoB ¢ O3 0O3BOJWIO  BBIABUTH  CIEAYIONIIYIO
3aKOHOMEPHOCTh — MAKCUMAJIBHOE YHCIIO «CIa0BIX» CTOPOH JAaHHOTO Mpoliecca UMeeT
MpaBOBYIO OCHOBY. Pa3zpaboTka u MpuHSATHE HOPMATHBHO-TIPABOBBIX JTOKYMEHTOB IO
opraHm3anuu JaesaTenbHOCTH cuctembl JIO O60mbHBIX O3 TO3BOJIUT TOBBICHTH
JOCTYIHOCTh JICKAPCTBEHHOM MOMOIIU TaHHOW KaTErOpUH MaIlueHTOB.

Takum 0Opa3oM, BHISIBIICHHBIE B XOJI€ aHATTN3a «CUITBHBIE» U «CIIa0BIe» CTOPOHBI
B opranuzaiuu JIO OonbHbIXx O3 MO3BOJIWIM OINPEACIUTh T€ (PAKTOPbI, KOTOpHIE
CIOCOOCTBYIOT — pa3BuTuio cuctembl JIO, mo3BosisAst u30ekaTh «Yyrpo3» H

NOJIIEPKUBask Ha TOJDKHOM ypoBHE JIO, MUHUMU3UPYS c1a0ble CTOPOHBI.
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Ha CICaAYyIOImEM ISTarie HCCIICIOBAHUM IMPOBCACHO HM3YUYCHHUC IMOTCHIMUAJIBHBIX

«BO3MOKHOCTEU» U OIIPpCACIICHUC HMCIOINIHUXCA «YyI'pO3» B OpIraHU3alluH JIO

MAIUEHTOB, CTPaJaIoMKX OphaHHBIMU 3a00JIEBAHUSMHU.

Tabnuya 3.6

TI/IHOJIOFI/ISaHI/Iﬂ q)aKTOpOB HCTATUBHOI'O BJIMAHUA HA COCTOSAHUC JICKAPCTBCHHOI'O

o0ecrnieueHurs MaueHToB ¢ ophaHHBIMU 3a00JIEBAHUSIMU

Buael pakropos

IIpaBoBbIE

DKOHOMHYECKUE

ConuanbHbie

e OrcyrcTBUE €IUHOIO
MeXaHu3Ma B O00ecledeHun
JIII marimenTos ¢ O3;

e OrcyrcTBUE
CTaHIApTOB  JIEYEHUS  Ha
HekoTopble O3;

e OrpaHu4eHHBIN
accoptumenr JIII;

e OrcyrcTBUE
Hekotopeix JIII B mepeuyne

OJIC;

e OrtcyrcTBUE
peruoHaIbHOM
UH(QPaCTPYKTYpBHI,
o0ecreunBaroen
JTOCTYITHOCTh  JHATHOCTUKHU
penkux 3a0oyeBaHui;

e HenocraTtounoe
(uHaHCUpOBaHUE
nmauuenTon ¢ O3;

e HenocraTtouno
s pexTuBHas OpraHU3aNUs

JIO

e HenocraTtounnie
3HaHUS y Bpadyeil IEpBUYHOTO
3B€HAa HOPMAaTUBHO-IIPABOBOU
0a3bl M HaBBIKM PadOTHI IO
JIMarHocTuke u neueHuro O3;

e Hmskag
UH()OPMUPOBAHHOCTH
NalMeHTOB O TIpaBax |
MEUIIMHCKOTO TepcoHaNma O
BO3MOXKHOCTSX jeueHus O3;

e CHmKeHue

° OTCYTCTBI/IG €IHUHOI0 pa6OTI>I HEpBHHHOFO AOCTYITHOCTH MGL[I/ILII/IHCKOﬁ
noaxoja K ompeseleHHio | aMOymaropHoro 3BéHa 1o | momomm u JIO 3a  cuér
CTOUMOCTH Ha _HH, He | IPOTHO3HMPOBAHMIO y,Z[a_]'IéHHOCTI/I MECT
BKIIIOYEHHble B  nepeunu | norpebnoctn B JIII B | mpoxuBanus nanueHtos ¢ O3
OJIC. COOTBETCTBUH co | oT MEIUIMHCKUX

CTaHJapTaMM MEIUIMHCKOH | opraHu3aui.
ITOMOIIIH.
5 ¢akropos 3 daxropa 3 daxropa

Ha ocHoBe kiaccuueckoir wmatpuibl SWOT-ananuza [94, 257, 258],
BbIJIeJICHHBIE (PaKTOPBI JJOTUYECKH OBLUTM COOTHECEHBI C 3aBUCHUMOCTBIO BIIMSIHUS
Ha JOCTHKEHHUS 1Ieu, Tadauie 3.7.

®daxTopsbl, OKa3bIBaIIe BiIUsgHUE HAa JIO M garomue npeuMyIecTBO B 3TOM,
paccMaTpUBAIIMCh KaK MOJIOKUTEIbHBIC, TaK YCTAHOBJICHHBIE HAMH «BO3MOKHOCTH
paccMaTpUBAINCh KaK MOJIOKUTENbHbIE (PAKTOPHI BHEIIHEW Cpelibl, KOTOPbIE MOTYT
npuBecTH K ynyuuieHuto opranuzauuu JIO 6onpHbix O3, mpu 3TOM ObUIM yUYTEHBI
(bakTopbl, AArOIIKME JOMOJTHUTEIbHBIE BO3MOKHOCTH IO TOCTUKEHUIO LIETH.

®daxkrTopel, ocmadnstonme mporecc opraHuszammu  JIO, OTHECEHBl K
oTpunarenbHbIM. [Ipr OTCYTCTBMM KOPPEKTHPYIOIIMX JIEUCTBUU OTPULIATEIIbHBIC
(GakTopbl, «Yrpo3bD»

BHEIIHEH Cp€abl, MOryr IMNIpUBOJUTL K 3HAYUTCIbHOMY
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yxynamenuio JIO, yBeInYeHHIO MoKa3aTellel CMEPTHOCTH, MHBAIMIU3AMN OOIbHBIX
PEAKUMH 3a00JICBaHUSIMH.
Tabnuya 3.7
Martpuma SWOT-ananm3a opraHu3aliy JIeKapCTBEHHOT000CCTICUCHHUS

O0NBHBIX Op(aHHBIMH 3a00JIEBAHUSIMHU

Bunsl ¢pakTopos
BO3IEHCTRAS [TonoxurenpHOE BAUSHUE OTtpunarenbHOE BIMSHUE
Buyrpensse CgoiicTBa, naroniue npeumyinectso | CBOHCTBa, OCIA0JISIONINE TPOIIECC
baKTOpEI B opranuzaiuu JIO G0JbHBIX C opranuzaruu JIO 60BHBIX C
ophaHHBIMH 3200JI€BaHUSMH. opdaHHBIMH 3200JICBAHUSIMHU.
DaxkTopsl, AAKOLIUE @DakTOpBI, KOTOPHIE MOTYT
Buemaue JIOTIOTHUTEJIbHBIE BO3MOKHOCTH B MPUITSITCTBOBATH JOCTH)KEHHUIO
(hakTOopHI opranuzaiuu JIO G0JIbHBIX C 1EeJH.
ophaHHBIME 3200JICBAHUSMHU.

B pesynbrare npoBeaenus SWOT-ananuza opranuzamuu JIO Gonbabix O3
YCTaHOBIICHO MpeodIiajjlaHne «CIa0dbIX» CTOPOH JAHHOTO IMPOIecca HaJl «CUIIbHBIMUIY)
U «BO3MOXKHOCTEH» HaJ «yrpo3amu». DTO TO3BOJIMIO, UCIOJIBb3Ysl PEHTHHTOBYIO
OIICHKY CTOpPOH, CTPYKTYPHUPOBAaTh MPOOJIEMBI M OMNPEACIUTh CTpPaTETHUUECKHE
HarpaBJjeHusi coBeplieHcTBoBaHusl mporecca JIO 6GonpHbix O3, MO3BOJSIONIHE
HCITOJIB30BaTh PECYPCHBIE BO3MOXKHOCTH YKPENUTHh «CHJIBHBIE» CTOPOHBI M
MUHUMM3UPOBATh «yrpo3b». s (opmupoBaHus CTpaTernyecKUx HaIpaBiICHHMA
coBepieHcTBoBaHue mpoiiecca JIO 6b110 BeigeneHo TOP-5 Hanboliee BaXKHBIX CTOPOH,
HMEIINX HanOoJiee BEICOKHE OalIbHBIE OIICHKH, Tabauma 3.8.

Ha ocHoBe Marpuiipl, myTeM JOTUYECKOTO COYETAHUSI «CUJIBHBIX» CTOPOH U
«BO3MOYKHOCTE», & TAKKE KYyTPO3» U «CIa0BIX» CTOPOH, BBIICIICHHBIE (PAaKTOPHI OBLITH
CTpYNIUPOBAHBl TaKUM 0OO0pa3oM, YTOOBI HCIIOIB30BaTh «CHUJIBLHBICY» CTOPOHBI JIS
peanu3alyi «BO3MOXKHOCTEH» M CMSTYUThH BIHMSHUE «yTrpo3» B opranm3anuu JIO
6onbHbIx O3. Ilpu 3TOM HaAMU YYUTHIBAJIOCH, YTO HUCIIOJIB30BAHUE «BO3MOMXKHOCTEH)
JOJDKHO MHHHMHU3UPOBATH «CJIA0BIE» CTOPOHBI U M30€kKaTh «yrpo3bl». « CHIIbHBIC)
CTOPOHBI ~TO3BOJIAIOT B TIOJIHOM MeEpe BOCIOJIB30BATHCSA MPEACTABICHHBIMU
«BO3MOXXHOCTSIMH» M YCICIIHO HEWTPAIN30BaTh «yrpo3bD». DakTOphl, WMEIOIIHEC
Bo3jeiicTBue Ha opranuzauuio JIO, BkmroueHHole B Marpuily SWOT-ananusa,

npeacTaBieHbl B Taonuie 3.9.
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Tabnuya 3.8

TOP-5 ¢akTopoB, OKa3bIBAIOUIUX BIUSHUE HA OPTaHU3AIUIO JIEKAPCTBEHHOTO

oOecrniedueHus OOJIBHBIX OpPaHHBIMU 3200JICBAHUSAM

bannenas bamnsHas
CunbHble (haKkTOpHI Cnalsie pakTops
OLIEHKA OLIEHKA
Hannuue B OY3 cnenuanmcros, OTCYICTRHE SIHHOTO
OTBETCTBEHHBIX 3a OKa3aHUeE
N 46,25 + 0,39 | mexanu3ma B ooecrieuennu JIIT | 39,12+0,42
JIEKApCTBEHHOM MTOMOIIIH, B T. 4. SonsHix O3. W
0oabHBIM ¢ O3 » V4
[lepconndpuupoBaHHBIN yueT Henocrarounoe punan-
P Hp yi 45,63+0,34 cupoanue JIO 6ombHBIX O3 37,52+0,51
0osbHBIX ¢ O3
Hammune HOpMaTHUBHO -
DABOBLIX (I)) CVMEHTOB OTCyTCTBUE EAMHOTO MOIX0/1a
o 6612:H€‘H/IB21}§ I/I};(MHO o Z)K K OIPEACIICHUIO CTOMMOCTH Ha
HX TIOPAL 45,21%0,35 opdanusie JII1, He 36,59+0,42
npenocrasiienus JIIT 6onbHBIM o OJIC
03 BKJIIOUYEHHBIE B CITMCKHU
O6ecneuenue JIII B
COOTBETCTBHUH C OTcyTCTBHE HEKOTOPBIX
YTBEPKJIEHHBIMU CTAHIAPTAMHU 42,25+0,38 opdanneix JIIT B ciuckax 35,13+0,59
OKa3aHUs MeqUIUHCKOMI OJIC
[IOMOILIHA
Hamnune mep counansHon Henocrarounsie 3HaHus y
nojaepxku B Bujae JIO Bpayel MepBUYHOTO 3BEHA
COLIMAJILHO HE3aIIMIIEHHBIX 40.15+0.28 HOPMATHUBHO-TIPABOBOU 0a3bl U 34.19+0.46
KaTEropui rpaxaax ’ ’ OTCYTCTBHE HABBIKOB PaOOTHI ’ ’
110 TMarHOCTHKE U JIEUEHHIO
Bo3smoxxnoctu Yrpo3sl
BOSMOKHOCTS paspaBoTH H 3aBUCHUMOCTb JIEKAPCTBEHHOTO
o obecneuennst 60apHBIX O3 0T
BHenpeHus: DenepanbHOn 42,67+0,74 OBLeMOB BIoKeTa CVOLeKTa 43,21+0,34
LETIEBOM IPOrPAMMBI 1 y
IToBBIIIEHME KAUEeCTBA U
JIOCTYITHOCTH MEIUIIMHCKON U 41.1840.41 Nunsaponabie mporeccsl u 41.0740.54
JIEKapCTBEHHOMN MOMOIIN ’ ’ SKOHOMMYECKUN KPU3UC ’ ’
6oabHBIM O3
Bo03M0XHOCTD ITOBBIIIICHUS Orcyrersue
KBTH(UKAIIMYA MEAUIIMHCKUX U 3apErHCTPHPOBAHHBIX
ApMALIEBTUYECCKHUX
(bapman 40,15+0,44 JIEKApCTBEHHBIX MpenapatoB | 35,94+0,57
PabOTHHKOB, YIACTBYIOIIUX B JUISL IATOT€HETHYECKOTO
opranuzaruu JIO 6ompHBIX O3 -
Buenpenue coBpeMeHHBIX
BBICOKOTEXHOJOTMUHBIX TTOBLILICHIE VDOBHSL
METOI0OB JUArHOCTUKH U 39,14+0,58 CMEDTHOCTI 60J'II)H};II)X cO3 31,55+0,65
MEIUIIMHCKUX TEXHOJIOTHH JIJIs p
neyenunsa O3
CoBeplIeHCTBOBaHUE CUCTEMBbI OnpenenéHHas acCUMETpUs B
KOHTpOJIs 3a oTiiyckoM JIIT B 38.06:0.54 JIOCTYITHOCTH MEIUIIUHCKOM 28.6540.51
amMOyJIaTOPHBIX ’ ’ nomorntu u JIO 6obHBIX ’ ’
YCIIOBUSIX HekoTopeiMu O3
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Tabnuya 3.9

Pesynpratel SWOT-aHanu3a opranuzaiuu JiekapcTBeHHOroo0ecrneueHus 00JIbHbIX

ophaHHBIMU 3200JICBAaHUSIMHA

HOC BJIMAHUC

BBICOKOTEXHOJIOTMYHBIX METO0B
JAArHOCTUKU U MEIULIMHCKUX TEXHOJOTUH
st neuenus O3;

o [loBbicHHe KBAIM(DUKAITIH
MEIUIIMHCKUX PA0OTHUKOB, Y4aCTBYIOIIUX
B opranuzaiuu JIO 6onpHBIX O3.

Pesynbrar Bueninue gaxTopsl Buytpennue GpaxTopbl
BIIMSIHUSA Bo3mokHocTH CuIibHBIE CTOPOHBI
e PazpaboTka 11e51€eBOUIPOrpaMMBI; . Hanuune HopMaTuBHO -
e Pa3paboTka u NpUHATHE HOPMATUBHO- | IPaBOBBIX JOKYMEHTOB,
[PaBOBBIX AKTOB Ha (pejiepabHOM ypoBHE | 00ECIEUMBAIOIMX HOPAIOK
M0 PEryJaupoBaHuio Borpocos JIO npenocrasnenus JII1
0onpHBIX O3; 0osbHBIM O3;
o [leeBoe puHAHCHPOBAHUE OKA3AHKE . [TepconndunrpoBaHHbII
JIEKapCTBEHHOU ImoMoIIH 00bHBIM O3; YYET OONBHBIX PEAKUMHU
[Tonoxurens e BHeIpeHHne COBPEMEHHBIX 3a00JIeBaHUSMY;

° Bo3MoxHOCTD
MIPUMEHEHHW S MTHHOBAITMOHHBIX
JIIT 60oabHBIMEU O3;

° Hanuuune
BBICOKOKBATU()UITUPOBAHHOTO
MEJIULIMHCKOTO IEpCOHAaa.

OTtpunarens
HOE BIIUSHHE

Yrpo3sl

Cnabble CTOpPOHBI

e  Henocrarounoe GpuHaHCUpOBaHUE
JIO 6ompHBIX O3;

e OtcyTcTBHE Mep TOCYAapCTBEHHOM
MOJICPKKH [T pa3paboOTKH,
pErucTpanyy U BIBEJICHUN Ha PHIHOK
opdannbix JIII;

e  OTCyTCTBHE CTaHJAPTOB JIECUEHUS
Ha HEKoTopble O3;

e OTtcyTcTBHE HEKOTOPBIX OphaHHbBIX
JIIT B mepeune OJIC.

o OTtcyrcTBUE
pEernoHaNbHON HHPPACTPYKTYPHI
MEIMIMHCKUX OpTraHU3aluil 1Jis
CBOEBPEMEHHOW TMAarHOCTUKH
03;

. Huskas
UH(GOPMUPOBAHHOCTH MAIIMEHTOB
0 MpaBax U BO3MOKHOCTSX
meuenns O3;

. Hwuskas noctynHocts
MEIMIMHCKON TOMOIIH 32 CUET
YAAIEHHOCTU MECT MPOKUBAHUS
OOJILHBIX OT MEIUITUHCKUX
opraamuzaiuii u JIO 60mpHBIX
03.

HOJ’Iy‘IeHHBIG PE3yJIbTaThl aHalW3a «CUJIbHBIX», U «CIIa0BIX» CTOpPOH B

npaBoBoM obOecnieuennn Tmiporiecca JIO OGompHBIX O3 CBHUIETETHCTBYIOT O

11e71eco000pa3HOCTH

pa3paboTKu

HAy4YHO-00OCHOBAHHOM

MOJIEJIA

coBepiieHcTOBaHus cuctembl JIO, mo3BossONICH 00ecnednuBaTh JOCTYITHOCTD

MeauiHcKon nmomomu u JIO paccmaTpuBaeMoil KaTerOpUU MaIlieHTOB.

Takum O6p8,30M, YCTAaHOBJICHHAs B3aUMOCBA3b MCIKAY «BO3MOXKHOCTAMMN)) U

CYILIECTBYIOUTUMHU

«yrposam» I103BOJIHJIA

chopMUpoBaThH

CTPAaTCTUYCCKUC

HaIpaBlIEHUs! COBepIIeHCTBOBaHUs opranu3aiuu JIO 6onbubx O3:




> dbopmupoBaHue KOMILIEKTa HAy4YHO-000CHOBAaHHBIX
OpraHMU3alMOHHO-METOAUYECKUX MAaTEPUAJIOB, ONIPEACIISIIOIINX U 3aKPETUIIOIIUX
NOPSJIOK B3aUMOJEICTBUS BCEX y4acTHUKOB npouecca JIO;

»  paspaboTka MapmIpyTHBIX KapT opranuzanuu JIO ais MeTuIIMHCKUX
OpraHu3alyi, 1 MapUIPYyTHOW KapThl MAlMEHTa JUISl MOJYYEHHUS JIEKAPCTBEHHON
TEpaIliy Ha BCEX dTanax OKa3aHUs MEIULIMHCKON ITOMOIIH;

»  pa3paboTka TOJOXCHUA IEJEBBIX MPOTpaM JIEKAPCTBEHHOTO
oOecrneuenns1O3 U UHANKATOPOB JUIsl OLUEHKH €€ 3(PPEKTUBHOCTH.

Jna  peanmszauuu  cOPMHUPOBAHHBIX CTPATETMUYECKUX  HaIpaBJICHUN
IIPOBEACHO M3Y4YCHUE COLUAIBHO-DKOHOMUUYECKUX ¥ HOPMATUBHO-IIPABOBBIX

acrekToB JIO 6onpHbIX O3.
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BrIBOIBI K TpETHEMY pa3aeity

1. C nomonisto SWOT-aHanu3za mpoBeJeHa CpaBHUTENIbHAs OaJibHAs OIEHKA
BiusiHUA Ha coctosinue JIO BHyTpeHHUX W BHENTHUX (haktopoB. BeisiBaeno 10
«CWIBHBIX» (hakTOpoB U 11 «caabbix», 8 «BO3ZMOXKHOCTEW» U 7 MOTEHIMATBHBIX
«yrpo3» aeictyromiei opranuzanuu JIO 6ompubIx O3.

2. ChopMmupoBaHHBIE KOHTYPHI CTOPOH ITO3BOJIMIM BBISIBUTH 3aKOHOMEPHOCTH,
MIPOBECTH TUMOJOTU3ALMNIO (DAKTOPOB HETAaTUBHOTO BIUSHUS HAa OPTraHU3AIUIO
JIO 6onbubIX O3, onpeieauTh podaeMHbie MecTa B opranu3anuu JIO 601bHbBIX
O3, yCcTaHOBUTH CMELIEHUE «YTIPO3» B CTOPOHY (PMHAHCOBON 3aBHCHUMOCTHU
npouecca JIO OT BO3MOXKHOCTEM OIOJKETOB U CHUXKEHHSI  YPOBHS
TEPPUTOPUAIBHON JOCTYITHOCTH, JJIs JAHHOU IPYMNIbl NAIIUEHTOB, B HOJIYYEHUU
MeaurHckon nomomu u JIO.

3. YcraHoBleHAa B3aUMOCBS3b MEXKIY «BO3MOXKHOCTAMH» W «yTPO3aMmy,
onpeeneHbl CTpaTErnuecKue HapaBIeHHs] COBEPILIEHCTBOBAHUS OpTraHU3ALMU
npouecca JIO OonpHbix O3, 3akimoyaromyecs B (POPMUPOBAHUM KOMILIEKTA
HAyYHO-OOOCHOBAHHBIX OPTaHU3AIMOHHO-METOANYECKUX MaTepuasoB,
ONPENEIIAIOIUX U 3aKPEIUISIOIINX MOPSAIOK B3aUMOICHCTBUS BCEX YUYACTHUKOB

JIO; B pa3paboTke MapHIpyTHbIX KapT opranuzauuu JIO 1mias MeAMIMHCKHX
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OpraHu3alMii, ¥ MapLIPYTHON KapThl MAIMEHTA IJIs1 OJIYYEeHHUS IEKAPCTBEHHOM
Tepanuu; B pa3pabOTKE IMOJOKEHUH 1EJIEBbIX MPOrpaMM JIEKApCTBEHHOTO

obecneueHus 60apHBIX O3 U UHAUKATOPOB I OIICHKH €€ 3(h(PEeKTUBHOCTH
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OBILME BbIBO/IbI

Opdannbie 3a00sieBaHUs SBIAIOTCS aKTyalbHOM MPOOJIEMO COBPEMEHHOIO
3IpaBOOXpaHEHUsT M OOIlIecTBa B LEJOM. BBIABIEHO, YTO BO MHOIHX
rocyJiapcTBax opdanHbIe (penkue) 3a00JIeBaHUSIMU MIPU3HAHBI
CaMOCTOSITEIIbHBIM KJIACCOM 0oJe3Hel, YCTaHOBJICH KpUTEPUN
pacpoCcTpaHEHHOCTH dTUX 3a00JICBAHHM.

BrisiBiieHO, 4TO 17151 CTUMYIMPOBaHUS pa3paboTku u pousBoactea JIIT nmpunsTa
YCKOpEHHAs MpoLielypa perucTparu, IpeIoCTaBIsSI0TCS HAJIOTOBBIE JIIOTHI U
UCKJIIOYUTEIFHOE MIPABO HAa pealM3alliio JaHHBIX CPEJACTB. DTO CIOCOOCTBYET
CTUMYJIMPOBAHUIO Pa3pabOTOK U pacuIMpeHuto nepeuns oppanusix JIII.
[IpoBeneHa cpaBHUTENbHAs OajlibHAs OLICHKA BIMSHUSA Ha cocrosiHue JIO
BHYTPEHHHX U BHEITHUX (PakTopoB ¢ nomoibio SWOT-ananuza. BeisiBiaeno 10
«CWIBHBIX» (hakTOpoB U 11 «caabbix», 8 «BO3ZMOKHOCTEW» U 7 MOTEHIMATBHBIX
«yrpo3» aeiictByrouieit opranuzauuu JIO 6omapHbIX O3.

CdopmupoBaHHble KOHTYPbl CTOPOH MO3BOJIUIM BBIIBUTH 3aKOHOMEPHOCTH,
MIPOBECTH TUMOJOTU3ALMNIO (DAKTOPOB HETAaTUBHOTO BIUSHUSA HAa OPTraHU3AIUIO
JIO 6onbubIX O3, onpeieuTs podaeMHbie MecTa B opranu3anuu JIO 601bHbBIX
O3, yCTaHOBUTH CMEUIEHUE «YIPO3» B CTOPOHY (PMHAHCOBOM 3aBHCUMOCTH
npouecca JIO oT BO3MOXHOCTEH OIOJKETOB U CHIKEHHS YPOBHS
TEPPUTOPUAIBHON AOCTYITHOCTH, 1JIsI JAHHOM TPYMIIbl NAIUEHTOB, B HOJIYYEHUU
MeaunrHckon nomornu u JIO.

VYcraHoBIEHAa B3aUMOCBSI3b MEXKAY «BO3MOMKHOCTSMU» U «yTrpo3aMu»,
ONpeaeeHbl CTPATErHYECKUE HAIPABJICHHSI COBEPIICHCTBOBAHUS OPTraHU3ALMH
npouecca JIO OonpHbix O3, 3akmoyaromyecs B (POPMUPOBAHUM KOMILIEKTA
HAy4YHO-00OCHOBAHHBIX OpraHU3alHOHHO-METOANYECKHUX MaTepHuaoB,
ONPENENSAIOIUX U 3aKPEIUISIONINX MOPSAI0K B3aUMOICUCTBHS BCEX YUYACTHUKOB
JIO; B pa3pa®oTke MapuIpyTHBIX KapT opranuzauuu JIO nias MeIuuuHCKUX
OpraHu3alyid, U MAPLIPYTHOW KapThl NAUEHTA JJ1sl TOJTYYECHUS JIEKAPCTBEHHOM
Tepanuu; B pa3pabOTKE MOJOKEHUM LENEeBBIX MPOTrpaMM JIEKapCTBEHHOTO

obecneuenus 60abHBIX O3 U UHIUKATOPOB AJIs OLIEHKH €€ 3((HEKTUBHOCTH.
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HauuoHnanbHbIH (papManeBTHYECKH YHUBEPCUTET

dakyabTeT [0 MOATOTOBKE MHOCTPAHHBIX TPAXKJIAH
Kadenpa conmanbaoit dhapmanuu

Y poBeHb BBICIIETO 00pa30BaHUS MAarUCTp

CnenuansHocTh 226 DapmMalivs, NpoMbIILIEHHAS dapMmanus
O6pazoBatenpHas mporpamma Papmarus

YTBEP/XK/JIAIO
3aBenyromas kadgeapoi
couuaJIbHON apmanuu

Amnna BOJIKOBA
“28” cenTsaops 2022 rona

3AJJAHUE
HA KBATTU®OUKALIMOHHYIO PABOTY
COUCKATEJISI BBICILIET'O OBPA3OBAHMUS

®atnma 3axpa TAJIBAYH

1. Tema xBanudukanuoHHOW paboThl: «OpraHu3aus oka3zaHus (HapMaleBTUYECKON MOMOIIN
OONBHBIM OpdaHHBIM 3a00JIEBAHUAM B CHCTEME TOCYIAPCTBEHHBIX COIMMAJIBHBIX TapaHTHID,
pykoBoaurelb Kpanmudurarmonson padorel: 0msa KOPX, k.dapM.H., OLIEHT,

yTBepKaeHHbIH nprkazom HDaV ot “06” despans 2023 roga Ne 35

2. CpoK 1mo/1auu COMCKAaTelNeM BBICIIET0 00pa30BaHMs KBATHM(PUKAIIMOHHOH paboThl: arpenb 2023 T.

3. MUcxomsmme pnaHHble K KBaIM()PUKAMOHHOM paboTe: moKaszaTreaud 3a00JIeBAEMOCTH U
PaCIIPOCTPAHEHHOCTH; HOPMATHUBHO-IIPABOBLIE JOKYMEHTEL, PENIAMEHTHPVIOIINE JIEKAPCTBEHHOE
oOecrieuenne OOaIbpHBIX OpdaHHBIE 3a00JIeBaHMs, JAaHHBIE aHAIWTHYECKOW kKommaHuu «Evaluate
Pharmay.

4. ConepkaHue pacyeTHO-TIOSICHUTEIBHON 3alUCKU (NEepeyeHb BOMPOCOB, KOTOpPhIE HEOOXOIUMO
pa3paboTaTh): HCCIEI0BaTh COBPEMEHHBIC MTPOOIEMBbI OKa3aHUs ¢hapMarleBTUYECKOW MOMOIIN
00JbHBIM _OpdhaHHBIMU _3a00JI€BaHUSIMM B MHpPE; MPOaHAIM3UPOBAaTh MHPOBYIO TPAKTUKY
3aKOHOJATEIBLHOTO PErylupoBaHUs OKa3aHUs ¢apMalleBTUYECKOM MOMOIIM MHalueHTaM ¢
opdaHHBIMH 3a00JIeBaHUSMU; OXapaKTepU30BaTh (hapMalleBTUUECKUN PBIHOK JIEKAPCTBEHHBIX
nopenapaToB Jis Tepanuu opdaHHbIX 3a0osieBaHuil; npoBectn SWOT-ananus ansd u3ydeHue
HAIPaBJICHUN COBEPIINCHCTBOBAHMS OPTaHM3AINK JICKAPCTBEHHOTO 00ecnevyeHus MalMeHTOB ¢
ophaHHBIMH.

5. Ilepeuens rpaduueckoro Matepuania (C TOYHBIM yKa3aHHUEM 00s3aTeIbHBIX YepPTEkKeH ):

Tabuui — 15, pucyHKoB — 4.




6. KoHCyIbTaHTHI pa3ienoB KBAIM(PUKAIIMOHHON PaOOTHI

Paznen Hmsa, PAMUJIUSA, 101:KHOCTH KOHCYJIbTAHTA IMognuck, 1aTa
3a/laHue 3alaHne
BBIIAJI NPUHAJI
1 [Onna KOPJK, noueHT 3aBeieHus BBICIIETO 30.09.22 30.09.22
oOpazoBanwsi Kadeapbl COMAIBHON hapMaluu
2 FOnna KOPJK, noueHT 3aBeieHUs BBICIIETO 15.11.22 15.11.22
oOpazoBanwsi Kadeapbl COMAITBHON hapManun
3 Ot KOPXX, noueHT 3aBeeHus BEICIIETO 23.12.23 23.12.23
oOpa3oBanusi Kadeapsl COIMAIBHON GapManuu
7. Jlata Beimaum 3aganus: «28» ceHtsaops 2023 r.
KAJIEHJIAPHBIN IVIAH
Ne 3/m Ha3Banne 3TanoB KBaJu(puKaMOHHOI Cpok BbinosiHeHust  (I[Ipumeuyanue
padoThI JTaNoB
KBAJIN(PUKALMOHHOM
padoThI
1  |CocrosiHue u po0IIEMBI okazanus1| OxTs0pp 2022 1. BBIINIOJIHEHO
(bapMarieBTUYECKOM HIOMOILU OO0JIbHBIM
opbaHHBIMI 3200JICBAHUSIMHU B MUPE
2  [MexayHapoaHoe 3aKOHOJIaTEJIbCTBO no| Hosi6ps 2022 1. BbINOJIHEHO
ONTUMH3AIMKA  OKa3aHus  (papMaleBTUUECKOI
oMoy 60JbHBIM Op(aHHBIMU 3a00I€BaHUSIMHI
3  [BakoHoIaTenbHBIE OCHOBBI npasoBoro| Jlexabpp 2022 r. BBINOJHEHO
eryJIMpoBaHus oppaHHbIX PENapaToB B MUPE
4  [Xapakrepuctuka (hapMaleBTHUECKOro pbiHKa| SHBapbh-(penpanb 2023 r.| BHINOJIHEHO
lIeKapCTBEHHBIX  IpenapaTtoB Juid  Tepanuu
ophaHHbIX 3a001€BaHUI
5 [M3yuenune HampaBieHuil cosepuieHcTBOBaHUsA| MapTt-ampens 2023 r. BBINIOJIHEHO
OpraHu3aly  JIEKAPCTBEHHOIO0  0OecreyeHus
MalMeHTOB C Op(paHHBIMH 3a00JEBaHUAMU I10
ezyapratam SWOT-ananmnza
CouckareJib BbICIIEr0 00pa3oBaHUA ®atuma 3axpa TAJIBAYU

PykoBoauTesb KBaJIM(PUKANMOHHOI PadOThI

IOmusg KOPX
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BUTSI 3 HAKA3Y N\a 35
Mo Hauionansuomy papmauestuunomy YHIBEPCHTETY
Bia 06 mororo 2023 poxy

HWUCHABECHAM CTYNCHTaM 5-ro kypey 2022-2023 HaBuaibHOrO pPOKY, HABYaHHS 3a
OCBITHIM CTYNEHEM «Marictp», ranysb 3HaHb 22 OXOpOHAa 3/0pOB’d, cnewiansHocTi 226 —
(hapmauis, npomucnosa apmaiiis, ocBiTHS nporpama — (hapmauis, nenna popma 3106yTTa OCBiTH
(repmin HaByauus 4 poku 10 micsuis ta 3 poku 10 micsuie), ski HaByaOTHCH 3a KOHTPAKTOM,
3aTBEPAHTH TCMH KBaniikauiiuux pooir:

[Tpi3Buie Tema kBanidikauiiinoi po6oru [Tocana, Peneusenr
CTyaeHTa npiseuine Ta | kpanidikauiinoi
iHiLianu poboTH
KepiBHHKa
* no kadeapi counianbuoi papmanii
Tanbayi Opranisauis The organization of | nouent npogecop
Darima HalaHH providing Kopx 10.B. ITandinosa I".J1.
3axpa (hapmaneBTHYHOT pharmaceutical care
| IONIOMOr¥ XBOPUM | 10 patients with
Ha opthaHHi orphan diseases in
3aXBOPHOBAHHA Y the system of state
CHCTEMI fepkaBHUX | social guarantees
couianbHuX
rapanTiii

daxyapTeT
3 NiIrOTOBKH

iHO3eMHHX




D 42.8-47-110
BHCHOBOK

Komicii 3 akagemivHO0l 100povecHOCTi Ipo MpoBeeHY eKCHEPTHY
MIOJ0 AKAAeMiTHOro miIariaty y kpadidikamiiiaii podori
3700yBAa1a BHINOI OCBITH

No 112283 Bim« 12 » keitHa 2023 p.

IIpoaHami3yBaBIIH BHOYCKHY KBamidikamiHHy po0OoTy 3a MAaricTepChKHM pPIBHEM
3mo6yBaua BHmMOI ocBITH AeHHol ¢dopmu HapuaHHa TanbGayr Parima 3axpa.
5 Kypcy, IPYIH. crnemianbHocTl 226 Papmarnid. mpoMHCIoBa QapmMalii. Ha
Temy: «Opradizamia HagaHHA ¢apMaleBTHIHOI TOTOMOTH XBOPHM Ha opdQaHHi
3aXBOPIOBAaHHA Y CHCTEMI JePiKaBHHX comiadpHHX rapaHTiii / The organization of
providing pharmaceutical care to patients with orphan diseases in the system of state
social guarantees». Kowmicia 3 akageMmi™Hol moGpodecHOCTI AIANIIA BHCHOBKY, IO
pobota, mpenctaBmeHa mo FEk3zameHamifiHoi kKowmicili I7m4 3aXHCTY, BHKOHAHA

CAMOCTIHHO 1 He MICTHTE eJIeMeHTIB aKaJeMITHOIO IIariaTy (KOMIILTAIIL).
TI'omoBa komicil,

mpodgecop Imma BJIA/ITHMHPOBA

2%
21%
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OT3bIB
HAYYHOT0 PYKOBOAHUTE/SI HA KBAJIM(PUKALNMOHHYI PadoTy YPOBHS BbICLIETO
o0pa3oBaHMsi MATHCTP CHenHAJbHOCTH 226 dapMauusi, NPOMbINLJIECHHAS
bapmanus
®atumsbl 3axpsl TAJIBAYHU

Ha Temy. «OpraHmsanusi oKa3zaHusi (papMaleBTHYECKON NOMOIIU O00JbHBIM
oppaHHbIM 3200JIEBAHUSIM B CHCTeMe TOCYJIapCTBEHHbIX COLHAJBHBIX

rapaHTHil».

AKTYyaJqbHOCTh TeMbl. J[MarHocTuMka, NPOPUIAKTUKA M JIeYeHUE Op(aHHBIX
3a00JIeBaHU NPEJCTABISIIOT COOOW OJIHY M3 CIIOKHEUIINX MPOOJIeM MPaKTUYECKOTO
3npaBooxpaHeHu. C 3KOHOMUYECKON TOYKHM 3peHHsl op(aHHE JieKapcTBa SBISIOTCA
JOPOTOCTOSIIIMMHU, 3a00JIeBaHUsI BBICOKO3ATPAaTHBIMU, a KOJMYECTBO MAIlMEHTOB —
HEYKJIOHHO PACTYIIUM, IO HEKOTOPBIM JaHHbIM Ha 10-13 % exerogHo, B TOM 4uclie
Onmarojaps pacIIMpEeHUIO apceHajla JAMarHocThyeckux wmep. Takum oOpazowm,
BBIOpaHHAs TeMa KBATU(UKAMOHHOTO HCCIIEIOBAaHUS aKTyallbHa.

IIpakTHYeckasi LEHHOCTb BBIBOAOB, PEKOMEHIAUMHA W HX O0OCHOBAHHOCTD.
Pe3ynbTaThl NpPOBENEHHBIX MCCIEIOBAHUNA MOTYT OBITh IOJIOXKEHBI B OCHOBY
pa3paboTKu KOMILJIEKCa OpraHU3alOHHO-3KOHOMHYECKUX MIOJIXO/I0B
YCOBEPIIECHCTBOBaHUSA  (papMarleBTUUECKON  MOMOUIM  OOJIbHBIM  Op(paHHBIM
3a00JIeBaHUSIM.

Ouenka paoorsl. Bo Bpems nposeaenus uccinenopannii @aruma 3axpa TAJIBAYU
MOKa3ajJla YMEHHE Ha MPAKTHUKE MCIOJb30BATh COBPEMEHHBIE HAYUYHBIE METOIbI
UCCJIEI0BAaHMS, JIeTIaTh BBIBO/IBI HA OCHOBAHUHU MPOBEACHHOTO aHAU3A.

OO0mmii BBHIBOA W PpeKOMEHJAMH O Jomycke K 3ammre. [lo pesynbraram
UCCeOBaHUM  KBanu(UKalMOHHAas paboTa oOTBeyaeT oOmuM TpeOOBaHUSIM,
OpenbsABIsiEMbIM K paboTaM, W peKOMEHJOBaHAa K OQUIMAIbHON 3aluTe B
DK3aMeHalMOHHON KoMuccun HanmonanbHOro apMaiieBTHYeCKOro yHUBEPCUTETA.

Hay4unbiid pykoBOAUTEIH Onmua KOPX

«06» ampens 2023 r.
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PEIIEH3UA

HA KBAJIH(UKANUOHHYI0 PadOTy YPOBHS BbICHIEr0 O0OpPAa30BaAaHUS MATHCTP
CNeNUAJIbHOCTH 226 @apMmanusi, npoMbinlJIeHHAsE papManus

®atumsl 3axpsl TAJIBAYU
Ha Temy: «OpraHu3anusi oka3zaHusi (papMaleBTHYECKON NOMOIIU 00JbHBIM
ophaHHbIM 3a00JI€BaHUSIM B CHCTeMe TOCYJAPCTBEHHBIX COIHUAJBHBIX
rapaHTuiny.

AKTYyaJlbHOCTh TeMbl. JlekapcTBEHHOE O00ECle4YeHHe MalUeHTOB C PEIKUMH
3a007€BaHUSIMA  CONPSDKEHO CO  3HAYUTEIbHBIMU  (PUHAHCOBBIMHM  3aTpaTaMu
rocyJapcTBa, OOYyCJIOBICHHBIMU B MEPBYIO OYEpPEb BBICOKOM CTOMMOCTBIO CaMHUX
opdaHHBIX MpemnapaToB, KOTOpas OOBICHIETCA CYIIECTBEHHBIMU (DMHAHCOBBIMU
BJIO’KEHUSIMU B UX pa3pabOTKy U MPOU3BOJCTBO MPU OJHOBPEMEHHO HU3KHUX 00BbEMax
NpOJaXX U3-3a MaJIOW YMCIEHHOCTHU LEJIEBOM TPYIIIbI OOJIbHBIX.

Teopernuecknii ypoBenb padorbl. KBanudukanuonHas paboTa BbIIIOJHEHA Ha
OCHOBE H3YYEHMs HAYYHBIX JIMTEPATYPHBIX MCTOYHUKOB, OOpabOOTKM M aHajIu3a
JAHHBIX II0 3asBJICHHON TeMaTUKe. B mepBoi IiaBe MPOBEACH aHAIM3 IOKAa3aTelei
3a0071€Ba€MOCTH M PACIPOCTPAHEHHOCTH Op(aHHBIX 3abojeBaHUsAX B Mupe. Bo
BTOPOW TJlaBe NpPOAHAJM3UpPOBAHA MHUPOBAas MpakTUKa 3aKOHOJATEIbHOTIO
pPEryJIMpOBaHMs OKa3aHUs (papMaleBTUUECKOW MOMOIIM MAlMEHTaM ¢ Op(paHHBIMU
3a0oneBaHusiMU. B TpeTbeM pasziene npoBefeH aHanu3 (apMalueBTUYECKHM PBIHOK
JIEKapCTBEHHBIX MpenapaToB A Tepanuu opdanubix 3a0oneBanuii u SWOT-ananu3
JUISl M3YYEHHs] HaAlpaBJCHU COBEPILIEHCTBOBAHMS OpraHU3alUdU JIEKAPCTBEHHOIO
oOecrieyeHus: MAIMEHTOB C oOpQaHHbBIMU. BBIBOJABI TMOCHE KaXJO0ro pasena
COOTBETCTBYIOT MaTepUAITy UCCIEAOBAHUS.

IIpennoxkennst aBTopa mo TeMe HccJeJ0BaHUs. BriepBble ObUIM TNPEASIOKEHBI
OpraHU3allMOHHO-3KOHOMHWYECKHE TOAXOAbl K  YIYYIIEHHUIO IPEIOCTaBICHUS
(dhapMmareBTUueCKOr MoMoIIY 00JIbHBIM Op(aHHBIM 3a00JIEBAHUSM.

IIpakTHYeckasi LHEHHOCTb BBIBOJAOB, PEKOMEHIAUMHA W HX O0OOCHOBAHHOCTD.
Pe3ynbratel TpOBEAEHHBIX MCCIACAOBAHUNH MOTYT OBITh TIOJOKEHBI B OCHOBY
KOMILJIEKCA MEPOIPUATUNA MO YCOBEPIICHCTBOBAHUIO TIOJXOJIOB K OKa3aHUIO
(bapManeBTUYECKON MOMOIIX OOJIbHBIM Op(aHHBIM 3a00JIE€BAHUSAM.

Henocratkn padorbl. B pabote mHorna ciydarorcs opdorpaduueckue oMok u
HEYy/IauHbIE OTJEIbHBIC BHIPAKECHHUS.

OO0umuii BLIBOJ U OlleHKA PpadoThl. Pe3ynbTaThl UCCIEI0OBAHUS KBAIM(DUKAIMOHHOM
paboThl OTBEYAIOT OOIIMM TPEOOBAaHUSAM U MOXET OBITh PEKOMEHJIOBaHBI K
obUIIMAIBHOW  3alMTe B  ODK3aMEHAIIMOHHOM  KoMHccMHM — HanmoHanbHOTo
(bapmMaleBTUUECKOTO YHUBEPCUTETA.

Peniensent npo¢. Auna [TAHOUNIIOBA
«13» ampens 2023 r.



BUTAT
3 MPOTOKOJIY 3acifaHHs Kadeapu couianbHOol papmauii

Ne 12 Big «20» kBiTHs 2023 poky

INPUCYTHI: 3aB. xad. gou. Bonkosa A. B., nou. Kybapesa I.B., no1r. Oakimsia O.C.,
no11. bonmaps I'.€., gou. Kopx 10.B., nou. Tepemenko JI.B., gou. I'aBpum H.b., nor.
KamaiiueBa C.I'., ac. Ilumora JI.B., ac. CesprokoB O.B., ac. Cypikosa 1.O., ac.
Tapacenxo /[.1O., ac. Ho3apina A.A

MOPAJIOK JJEHHMM: TTpo npeacTaBieHHs 10 3axucTy B Ex3ameHariiiHii komicii
KBaidiKaiitHuX pooiT.

CIYXAJIN: 3aBigyBauky kadenpu pgoim. BonkoBy A. B. 3 pekomeHaaIli€ro
MpEeACTaBUTH 0 3axucTy B Ek3aMeHariiiHii kowmicii kBamidikaiiiiHy poOoTy
3100yBaya BHILOI OCBITM croemiaiabHocTi 226 ®apmanisa, mpomwuciioBa (apMmaris
Tanbayi ®@arima 3axpa Ha Temy: «Opranizaiiis HagaHHs GapMaleBTUYHOI TI0ITOMOTH
XBOPUM Ha Op(aHH1 3aXBOPIOBAHHS Y CUCTEMI JEP’KaBHUX COLIaIbHUX rapaHTii»

HaykoBuii kepiBHUK: K. papM. H., noueHT kadeapu CD Kopx FHO.B.
Peuenzent: a. papm. H., npodecop kapeapu OED Ilandinora I'.J1.

BUCTYIHWJIN: nou. Bonkosa A. B., nomn. Ky6apesa I.B., nou. Tepemienko JI.B.,
BHCJIOBWJIM peKoMeHallli 10 kBatidikaiiitHoi po6oTu Tanbayi darima 3axpa

YXBAJIMJIA: PexkomenayBaTu 10 3axucty B Ex3aMeHariiHii  komicii
KkBanidikaiiitHy po0oTy 3700yBaya BHUILOi OocBITH Tanbayi @atimMa 3axpa Ha Temy:
«Opranizamis HagaHHs (apMaueBTUYHOI JOMNOMOTM XBOpPHUM Ha op¢aHHI
3aXBOPIOBAHHS Y CUCTEMI JIEP>)KABHUX COLIAJIbHUX TapaHTIn»

3aBigyBauka kad. CD, moreHT Anina BOJIKOBA

CexkpeTtap, aCUCTEHT Anemipa HO3JIPIHA




D A2.2.1-32-042
HAIIIOHAJIbHU ®APMAIIEBTUYHU YHIBEPCUTET

MOJAHHS
I'OJIOBI EKBAMEHAHIFIHOTUKOIYIICIT
IIO10 3AXUCTY KBAJI®IKAIIMHOI POBOTH

HampansieTscs 3100yBay Buioi ocBita @atima 3axpa TAJIBAYI no 3axucty kBasidikaiiiHoi
pobotu

3a Tally3310 3HaHb 22 OXOpoHa 3/10pOB’s

cremianpHicTio 226 DapMmaliis, mpoMuciIoBa Gapmaliist

OCBITHBOIO ITporpamoro Papmartis

Ha Temy: «OpraHizailis HaJaHHs GapMalleBTUIHOI IOOMOTH XBOPHM Ha OpQaHHi 3aXBOPIOBAHHS Y
CHCTEMI JAEP)KAaBHUX COLIAILHUX TapaHTii»

KBamidikarmiitna po6oTa i pereH3is J0Aat0ThCs.

Hexan daxynbrery / Citnmana KAJJATYEBA /

BucHoBok kepiBHUKA kBaJidikaniiinoi poooTu
3n06yBau Bumioi ocBitu Patima 3axpa TAJIBAYI mixg yac BUKOHaHHS POOOTH BUBYMIA 1
MpoaHalli3yBajia 3HAYHUI OOCAT JITEpaTypH Ta 3aKOHOAABYOi Oas3u, BYACHO, BIAMOBIJAIBHO Ta
CYMIIIHHO BHKOHYBajia yci 3aBAaHHs KBamidikaiiiiHoi po6otu. IIpoBenenuil anani3 miaATBEpIKYE
aKTyaJIbHICTh JOCIHIJIKEHb 1 BUCYBAa€ HEOOX1THICTh IX IPOBEICHHS.

KepiBHuk kBanidikauiitHoi podoTn

Onia KOPXK

«06» xBiTHS 2023 p.

BucnoBok kadeapu npo kBagidikauiiiny podory

Kaanigikauiiiny po6oty posrisayto. 3n100yBau Buioi ocitu ®arima 3axpa TAJIBAVI
JOMYCKA€ETHCSI 10 3aXUCTy JaHO1 KBatidikariiinoi podotu B Exzamenaniiiniii koMicii.

3aBinyBauka Kapeapu
comianpHOT papmarrii

Amina BOJIKOBA

«20» kBiTHS 2023 p.



KBanudukannonnyto padoTy 3alIUIIEeHO

B DK3aM€EHAIIMOHHON KOMHUCCHUU

« » 2023 r.

C one”koit

IIpencenarens DK3aMEHAIIMOHHON KOMUCCHH,
JTOKTOp (hapMalleBTHUSCKUX HaYyK, mpodeccop

/ Oner IITTMYAK /




