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B otset Ha Bame mcsmo Ne01-12-609/24-0-1 or 15.02.2024 no TIOBOJLY TOTIOJTHUTENEHOM HHOOPMALIHH K PE30JIIOLIH
H MaTepHanios Hay4HO-NPAKTHIECKON KoHpepeniyn «DapMaKkosKOHOMEKA Ha CITykO0e 3[paBOOXpAHEHHS. Opdannrie
3a00JeBaHUs KaK IPUMEp PALMOHATBHOTO JIEKAPCTBEHHOTO obecnieuenusy, KotTopas cocrosiack 21.12.2023 B pamkax
©KETOIHOT0 OTKPHITOr0 coOGpanus ACCOIUALMH KITHHHYECKUX (apMaKoIOroB Canxr-ITetepGypra, nanpasnsro Bam
HUHDOPMAIIHIO.

1. Hedwumr 1u30coMHOM KUCTOI THIA3E]

B HacTosiee BpeMs Ha PHIHKE 3aPErHCTPUPOBAH JICKAPCTBEHHBIH nperapar Jyis JieueHus 3a00JIeBaHust; IPH
OTCYTCTBHH (hapMaKOTOTHYECKOTO JIEUeHHS Pa3BUBACTCS IporpeccupoBanue 3a60eBaHus, HAKOIUIEHHE JIUITHIOB BO
BHYTPCHHHX OpraHaX U CTCHKAX COCYZOB, IPUBO/IA K HEOGPATHMBIM TIOCTENCTBHAM ((HOPO3, IMPPO3 MeveHH, TpOMGO3
apTepHH, OPTATBHON THIIEPTEH3MH 1 T.11.) U B JaJIbHEHIIEM - K Pa3BHTHIO TIOJIMOPraHHON HEAOCTATOYHOCTH.
EcrecTBenHOe TeueHue 3a00/eBaHus U TeUeHue 3a60/IeBaHIs Ha (oHe NpHMeHEHUs TeKaPCTBEHHBIX NPEIApaToB
(cebemumasoit ansda) H3ydanuch B KITHHAYECKHX HecaenoBannsx VITAL (LAL-CLO3 u LAL-1-NHO1).
PeTpocnieKTHBHBIN KOHTpONs 21 He IOy 4aBIIero eueHue MIIafeHLa, y KOTOPBIX B TEYCHHE MEPBBIX 6 MECALEB KU3HA
OTMEHANIACH paHHAS 3a/1CPHKKA POCTA HA OCHOBE TEX JKe OOBEKTHBHEIX KPUTEPHEB, UTO H Y MAIIHEHTOB B HCCIIEOBAHUM
VITAL. D11 MnajieHIs, KaK U MAIHeHTH B HCCTIeIOBAHHI VITAL, paree He IOABEprajuch TPaHCINIAHTALIMN
TEMOTIOSTHYECKHX CTBOJIOBBIX KJIETOK HIIM TPaHCILIAHTAlMK neseHd. Hu oxus u3 21 MianeHna B peTpocneKTUBHON
KOHTPOJILHOM KOrOpTe He NOMMI 10 8-MeCsMHOro Bospacta, u 67 % (6/9) maiuenTos u3 uccnenosanua VITAL noxum
#o 12 mecsiues. Jlpyras xoropra u3 19 narmentos (9 8 VITAL; 10 B CL08) nmena cxokue KIMHAYECKHES
XapaKTEPUCTHKH C XapaKTCPUCTUKaMU TOTYJISUHH AlHEHTOB, BKIFOYEHHbIX B uccnenobanne LAL-CL03, takxke He
noxsepramuck TT'CK unu TpanciutanTamun nevenu. OrieHKn Kanurana-Metiepa BEDKHBAEMOCTH 10 12 Mecsites u 5 jiet
coctasui 79% u 68%, cooTBeTCTBEHHO, B 00 bEAMHERHO OMYIALHUH, a CpeIHMil BO3PACT BEDKUBIIHAX HALMEHTOB
coctaun 5,2 roga B VITAL u 3,2 roga B CLO8. TIpu nepexone nanuentos us uccnenoranms LAL-CLO1 B
uccienosanue LAL-CLO4 (43 nerckoro Bo3pacta BO B3POCIIBI Hepro) Habmonancs repepsiB AHana3oHoM ot 9 mo 28
Henesb MEXTy BBCICHHEM 1103. Bo Bpemst 5TOro mepepriba B JIEUCHHM CPEHIE YPOBHH TPAHCAMUHAS IPEBBICHIIN
COOTBETCTBYIOLINE SHAYCHNA BEPXHEH rpaHUIB HOpMbL. BozoGHOBIeHue Tepanuu npenaparom ceGenmasa anbha
NPUBOAMIIO K GBICTPOMY CHEDKEHHIO aKTHBHOCTH TPAHCAMHHA3 HIDKE HCXOIHOTO ypoBHs. TarKke nepephiB B JICUSHUH
mexy neeneposanusamMu LAL-CLO1 u LAL-CL04 npusen k ToMy, 9T0 KOHIEHTpALHS xonecrepuna JIITHIT u
xostectepuna JIIBII npuGnusnnack k HCXOXHOM, MATONOIMYECKH TIOBBIIICHHOM; BO30GHOBICHHE Tepanuy NpenapaToM
ceGenunasa anbda ConpoBOKAAIOCH BPEMEHHBIM MOBBIECHHEM koHuenTpauuy XC-JIITHIT na vepensax 4-8, 3a
KOTOPBIM CIICA0BAIO YIy4LICHHE JIMITHIHOTO npoduis Ha Benensx ¢ 12 mo 52.

2. 'mmodocdarazus (I'OD)

OTCYyTCTBYIOT HONTOCPOUHBIE JAHHBIE O KITHHUYECKHX UCXONAX 1 IPOTPecCHpOBaHKH 3a00IEBAHHUS HA POTHKEHHU
BCeH XU3HH MALHeHTa U GONBIIMHCTBO JOCTYIHBIX JI0KA3ATENBCTR IPSACTABICHBI B BHJIE AHATH3A KIHHAYECKIX
ciydaes. Ha npoTsoxeHvu Beell XH3HM KOCTh I0XBEPraeTest MPORONbHOMY U paanaIbHOMY POCTY, MOASTHPOBAHMIO U
PEeMOJICTIMPOBAHHIO TTyTeM Pe30pOLMK CTapoit KOCTHOM TKAHHU U 3aMeleHHs & HOBOM KOCTHOM TKambI0. [Tocye



3aMBIKaHHUA 30HBI pOCTa SIH(U30B PeMOAENINPOBAHNE KOCTHOH TKaHM npojospkaercs. O6001meHHbIe JaHHbIE
PETPOCIIEKTHBHOIO MHOTOHALIMOHAJILHOTO HCCIIeI0BAHMA (aHAIM3 MEJVLUHCKUX KapT) ¢ y4acTHeM 32 NallUeHTOB B
Bo3pacte oT 5 1o 15 ner ¢ T'OD ¢ 1e6roTOM CHMITOMOB B BO3PAcTe OT HIECTH MecAlleB A0 18 et mokas3siBaroT
[porpeccUpyoLiee HapyIIeHHe IOX0OKU B 59% ciyqaeB, 53%-60ms B cycTarax, 47%-Meimedsas cnadoctsb, 34%-
nepestoMsi, 59%-HcKpHUBICHHE IIMHHBIX TpyOuaThix koctel, S0%-60mb B KocTsx, 38% Gonp B Mpimmax. Jansreiiee
NPOrpeCcCUPOBaHNE BBIIIETICPEUUCICHHBIX CHMITOMOB IIPHBEAET K 3HAUNTEIIFHOMY YXYIIIEHHIO KauecTBa KU3HH,
HapacTaroleH HHBaINIU3alKY U cMepTH. HenHTepBeHIIMOHHOS PeTPOCTIEKTHBHOE HCCIIEIOBAHNE SCTECTBEHHOTO
TeueHus 3aboneBanus ALX-HPP-502 sxirouano MeauimacKue KapThl 32 HECOBEPIICHHOMETHHX MAIIHEHTOB C
toBeHUIbHOI I'O® ¢ aHomanueli cxenrera: y NAIMEHTOB HAOMIONANCS IIHPOKHUIM CTIIEKTP OCTIOXKHEHHM, BKITIOYAst
HCKPHBJICHHE [UINHHBIX KocTel (59%), HapylieHne HOXOAKH (WIIM HEeTIPaBHITBHEIH crrocod Xoap0s!, 59%), 6oib B
cyctaBax (53%), 6onb B kocTsX (50%), MpIIeyHas ciabOCTh, OrPaHHYHBAIOIIAS ITOBCEIHEBHYIO aKTHBHOCTE (47%),
mbleuHast 60is (38%) u nepenomet (34%). BoceMbecaT BOCEMb MPOLCHTOB NALMEHTOB HYXIATUCH B XUPYPrUIECKOM
WM MEOMIIMHCKOM BMeHIaTeNibeTe, 63% HyKIamich B IEKapCTBax A JICIeHUS CHMITTOMOR U 13% HyKiamucs B
VMHBAIMIHBIX Kpeciax Wi cpencTBax nepenpmwkens. [lepunatanbhas popma I'OD neransaa 8 100% cirygaes 6e3
nedeHnst. O6mas BEDKUBaeMOCTh naniueHToB ¢ ['OO oleHIBAIACH B MHOTOLIEHTPOBOM PETPOCIIEKTHBHOM
HEMHTEPBEHIIMOHHOM HMCCJISIOBAHUN €CTECTBEHHOIO TeYeHHS 3a00JI6BaHNs ¢ AaHAIM30M MEIHIIMHCKIX KapT y JeTel ¢
HepUHATAIBHON B AeTckoll dopmoii DD (48 kapT manmenToB u3 12 uccie1oBaTeNbCKUX HEHTPOB B 7 cTpaHax: 13
nanueHToB Oplny xuBBI, 35 yMepin). Hedopmarms rpyIHOM KISTKH, peCITMPAaTOPHBIH IUCTPeCe, AbIXaTeabHas
HEJOCTaTOYHOCTb, 33AEP>KKa PA3BUTYUS U ITOBIICHHBIH YPOBEHD KaJbLHs PUCYTCTBOBAIM Oosiee ueM y 70%
NalMeHTOB B BO3pAcTe OT POXKACHHUA 110 5 jiet. O0Imas BbKHBAEMOCTD NALMEHTOB, ITONYYaBIIuX mpemnapar achorasa
anbda, B TeueHue 7 jeT, coctaBmia 87%, M0 CpaBHEHHIO ¢ IPYIIION C €CTECTBEHHBIM TeueHueM 3aboeBanus — 27%.

3. IlapokcusmanbsHas HouHas reMorinobunypus (ITHT)

ITHTI" sBnsercs xpoHndeckuM 3aboieBaHHEM, U JICUCHUE TIATOrCHETUMECKUMU CPEICTBAMH PEKOMEH/IYEeTCs Ha
HIPOTHKEHHUH XU3HU nanMenTa. [Ipu nepepeise B Tepanuy BHICOKas BEPOSTHOCTH Pa3BUTHS HPOPHIBHOTO
BHYTPHCOCYZIUCTOrO TEMOJIN34, €I'0 XKU3HEYTPOKAIOIIAM OCIIOKEHUEM SBJIAIOTCS TPOMOO3BI Pa3IMIHbIX JIOKATTH3AIHH,
IIpumenenue nipenapaToB aTOreHETUIECKON TEPAIIMU BHECIIO 3HAYMTEIbHBIA BKIaJ B YIIyUIIEHHE OKa3aHusg
MeauUuHCKOM romorny nmanrentam ¢ ITHI, onqaako pe3ybTaTsl Je4eHHs OCTAIOTCS B LI€JIOM HEYIOBJICTBOPUTEIEHBIMH.
Hecmotps Ha 1ipoBoJMOe J1€4€HHUE, TI0 JAaHHBIM JIUTEPaTyphl, 10 35% nanpentos ¢ ITHIT ymuparoT B Teyenve 5 et
TIOCJIE TOCTAHOBKM AMAarHo3a, a B TedeHue 10—15 siet nociie MOCTaHOBKHM AHATHO32a STOT MOKA3aTeNb YBEITHYHBACTCA JIO
50% . Ilo maHHBIM peanbHOIN KIMHHYECKOH MPAKTUKHU IPOPHIBHOM reMosn3 Ha (JoHe CTaHIapTHOM Tepariu
unrubuTopamu C5 dparmMenTta koMIuieMeHTa HaGmonancs y 20% (o MupossiM aauHeM y 11%-27%).B nacrosuiee
Bpemst Ha TeppuTopur P® 3aperucTpupoBaHbl TpH NaTOreHETHYECKUX npenapata s Tepamuu ITHI: C5 unruburops: —
3Kynu3ymal U paBynu3yMat, uBruouTop C3 — MArIeTakoIUIaH, 0COGEHHOCTH HX MPUMEHEHNS YKa3aHb! B KITMHHHGECKUX
pexomennanuax «llapokcusManpHas HOUHas TeMOIIOOHHYPHSY. Ky H3yMaba i paByIu3yMad UMEIOT aHAJIOTHYHbIE
MEXaHU3MbI IEHACTBHUS U aHAJIOTMYHBIE 3apEIrMCTPHUPOBAHHBIE TOKA3aHU. Y YHTHIBas MPOJIOHTHPOBAHHBIN TTEPHONT
JEHCTBHA paByaM3yMada, ero JoKa3aTelnpHyto 0a3y, nperapar cieayeT paccMaTpiBaTh KakK IPeANOYTHTEIbHYO
TepaneBTHYIECKY10 oo And manuenTos ¢ ITHI mnaame 18 ner, nauuentos ¢ ITHI ¢ oTcyTeTRYIONINMM HIH Kpaiite
3aTPYAHEHHBIM BEHO3HEIM HOCTYIIOM, naruenToB ¢ [THI, mposkuaronux yjateHHo 0T MecTa BBEACHHS IIperapara ¢
LEJIBIO COXPAHEHUs NPUBEPKEHHOCTH K JIEUEHUIO, KA4eCTBA JKU3HY U CHIKEHHS BO3MOXKHBIX OCTIOXKHEHUMH, CBA3aHHBIX
¢ nporryckoM HH(QY3ui IIpenaparta Wik cMeneHueM rpaduka BBeeHuit, MHrMOUTOPBI CUCTEMBI KOMILIEMEHTA,
noxaszanseie 1y tedenus ITHI, no/mpkHBI HasHauaThCA MEPCOHATM3UPOBAHO HAa OCHOBAHUH KITHHHYECKHX OCOOEHHOCTEH
TedeHus GonesHu y nanuenta ¢ ITHI'; ¢ Touku 3peHus 6€3011acHOCTH MAIMEHTOB, HEJOMYCTHMA 3aMEHa IPENapaTos U
cxeM JieueHus 6e3 MOATBEPKACHHBIX MeAHLIHHCKUX ITOKa3a M.

4.  ATUIIYHBIA reMONMUTHKO-ypeMudeckuii cuaapoM (al'VC)

IMomxomer k Teparmum al 'Y C onucaHbl B KIIMHHYECKUX PeKOMEHAAIMAX «I eMOIUTHKO-YPEMHUUECKIIA CHEIPOMY,
COIJIACHO KOTOPBLIM BCEM JIETAM C MOATBEPkKACHHBIM nuarHo3oM al 'V C Heo6XonuMo HasHauCHHE Tepariy
sKyau3yMabom. B oryGMKoBaHHBIX pe3yJibTaTax KOHTPOIMPYEMBIX HCCIEMOBAHHUM POAeMOHCTPHPOBAHA BBICOKAS
s¢dexTUBHOCTE 3KyHM3yMaba B BuIe ObICTPOU TMKBHIALMK aKTHBHOCTH TeMojin3a (B cpenreM 3a 7-14 nuei) u
IPU3HAKOB aKTHBHOM TpoMboTHUeckoi Mukpoanruonatuv (TMA) y 88% nanueHToB ¢ MpoaOKUTENEHOCTHIO
reMaToNOrMYecKOi PEMUCCHH Ha TIPOTSIKEHHH BCEro Kypea JedeHns y GOIbIIHHCTBA akeHToB, IIpy cpaBHeHNH
IPYIII NALUEHTOB, IOJIyYaBIIMX H He MOJy4aBlIMX SKyIH3yMad oTMeueHa JOCTOBepHas pa3HHLA B IPOLICHTE
JocTuruMx TepMuHanbHol craguu XbH k rony mabmonenus (25% u 63% cootsetcTBenHo). I1o nanubM >5 et
nalmofeHus 3a nanuentamu ¢ al Y C, npuMeHenue dKym3ymaba cHiKaeT yactoty perpansos TMA B 13,7 pas, B
CPaBHEHMH C IIEPHOJOM OTCYTCTBUs jieueHus. [1o Bo3mMoxkHOCTH, TeyeHne akynmu3yMaboM JOIDKHO OBITH HAYaTO B
Teuenne 24-48 1 or manudecranuu al'YC wm nocrymesns B kmHuky. C 2019 r. 8 Poccuu 3aperucTpupoBaH IiepBhif
Ouoananor sKkyau3ymada. Ilperapar npomes KIMHIYECKHE HCCIIENOBAHMS 1 MIOIYYEHHBIE B XO/€ HCCIIeI0BAHMI
Pe3y/IBTaThl IOATBEPIEIM €r0 PaBHYIO 3 (EKTHBHOCTE C OPUTHHAILHBIM MPENapaToM B JedeHuH aKymepckoro al'VC,



KaK B OTHOLICHHH KyIIMPOBAHUA OCTPOTO 3MU304a TPOMOOTHIECKOH MUKPOAHTHONIATHH, TaK H B OTHOLICHHH
npodunakTaky peruausoB al'YC. s nedenus al'YC B PO Taroke 3apeructpupoBaH JApyroi npenapar —
paByu3ymab. [laToreHeTruecKkoe TedeHNe JOTDKHO MPOJODKATECS HA MPOTHKEHUM He MEHee 6 MECALEB, TIOCIE Yero
NIPOJOJDKMTENLHOCTD JICUEHHs: HEOOXOAUMO ONpPenerIaTh I KaX/I0To NaiueHTa HHANBHAyaibpHo. [laimpentam ¢
BHICOKHM pUckoM penmauea TMA 1o oneHke Jieyaimero Bpaya (HIH 10 KITHHAYECKUM TOKA3aHHIM ) MOKET
notpefoBaThCs AIMTEIbHAS TEPAIlHs, a IPH OTMeHe nosipieHue npusnakoB TMA, B TOM 4ucIIe TSOKEbIX Gopm
reMOoparu4ecKoro CHHIpOMa, HIEMUYECKOe TIOBpexIeHre opranos: nouek, [L{HC, a Taxske cepaua, serkux, XKT.

5. 3aboneBanus criekrpa onTukoHeBpomueuta (3COHM)

3COHM - opdaunnsie 3a60/1eBaHHUs, COIIPOBOXKIAIOIIHECS Ay TOMMMYHHBIM NOPAXEHUEM LEHTPAILHON HePBHOMN
cucremsl (LIHC) u 6picTpo npusoasiiee k rrydokoi HHBanuau3anuy. Tepanio HeoGX0qMMO HAYUHATE Cpasy MOCIIe
MOCTaHOBKH JTHarHO3a, ¢ MOMEHTA BEIABICHHSA IIEPBOI0 CHMIITOMA, IIOCKOJIBKY ITIEPBOE ke 000CTpeHHe MOXKET IPUBECTH
K TSDKEJIOMY HeoOpaTHMOMY NOBPEeKASHHIO HepBHOH crucrembl. 3COHM xapakrepusyioTcs GHICTPBIM HAKOILIEHHEM
HEBPOJIOTHYECKOro NeQHIUTa ¢ KOKIBIM 000CTPEHUEM, K 3TO MPHBOAKT K OBICTPOI TIyGOKOM HHBANUU3aLMA.
CormnacHo ganHbIM TUTEPaTyphl, 50% nanuentoB ¢ 3SCOHM HysknaroTcs B HHBATHAHOM KOJISICKE YoKe depes 5 jeT, 62%
ITOJTHOCTRIO TEPAIOT 3PEHME; IIPU OTCYTCTBHU JICUEHHS CMEPTh HACTYTIaeT B cpeHeM uepes 17 siet. bonee 70%
[AallHEeHTOB, MOTy4YaBIIHX JiedeHue (caTpanusymal), He UMeH PelMANBOB HA MPOTHKEHHH YETHIPEX JIET YUacTUs B
OTKPBITHIX pacUIMpeHHBIX Hccaenosanrax SAkuraStar (73%) u SAkuraSky (71%) ¢ 6maronpusitbiM nipoduiem
Geszonacnocty. Ilpenapar carpamusymab onobpeH B 58 ctpanax, Bimodas PO. DddexTMBHOCTE Apyroro nmpenapara,
OKyIHM3ymaba, I JIeYeHUs ONTHKOHEBPOMHUEITHTACCOLMHUPOBAHHBIX PACCTPONCTE Oblila YCTAaHOBJIEHA B HCCIIEIOBAHUY
NMOSD Study 1, pannoMu3HpoBaHHOM JBOHHOM CIIEIIOM IL1a1ieG0-KOHTPOIMPYEMOM HCCIIENOBAHHUH, B KOTOPOE GBI
BKIIIOYEHBI 143 manuenTa. I1o cpaBHEHMIO ¢ MalAeHTaMM, IPUHUMABLIIAMHE IUIALe60, y NAalUeHTOB, TPUHAMABLIAX
9KyaM3yMal, CHU3IINCE FOJI0BBIE TTOKa3aTenn rocruramsauwmii (0,04 s axymusymaba o cpasaenuto ¢ 0,31 ms
1ane60), HeoOX0AMMOCTH IIPUMEHEHNS] KOPTHKOCTEPOM/TIOB IS JIeUeHUs OCTPhIX peruausos (0,07 ais sxyausymada
1o cparenmio ¢ 0,42 s 1wianeo) 1 IasMo3aMeIaroHX POLELYP.

6. CnusanpHas mpimeunas arpodus (CMA)

Ipenapars! s neyenns CMA:

Hpenapat KHBJIT* | B3H Dony «Kpyr Ro6pa fﬁ?eﬁéycﬁf o
Hycunepcen Ha Her Ha (netu mo 18 et + 1 ron) | 715 (B3pociibie)
Pucaurnam I[a{ Her Ma (netu o 18 sret + 1 rox) Ja (e3pocisie)
Onacemnoren abenapposex -| Her Her Ha (zetn o 18 met + 1 rox1) | Her

Mo maumpiv Knunnveckux pexomenanuit mo CMA y nereit: «IIpsmMoro cpaBHeHHs JieKapCTBEHHBIX IPENAapaToB He
CyIIECTBYET B BHLY CJI0)KHOCTU Habopa IpyIit cpaBHeHus. Perierse o BLIGOPE npenapaTa J0KHO HPUHAMATHCS
JIeYAIIM BPa4OM-HEBPOJIOTOM C y4ETOM KojM4ecTBa Kormuit SMN2, ncxoqHoro GyHKIMOHATIBHOIO CTaTyca MalHeHTa,
IyTH BBEJICHHUS, KPATHOCTH IIPHEMa M JaHHBIX (apMaKOIKOHOMHYESCKUX UCCIIEOBaHMIT». PEKOMEHIyeTCs KaKk MOMKHO
paHplIe HAYUHATE MATONEHETHYECKYIO TEPAIHIo BeeM MaiuenTaM co CMA mociie MOJIEKYIAPHO-TeHETHYECKOTO
TMOATBEPXKACHUSA HUaTHO3a C NETBIO JOCTIDKEHUS HalWIy4lnero TepanesTudeckoro sdgdexra. ITo nannbiv KimuHuueckux
pexomennanuii 2024 roga mo CMA y B3pOcCIbIX: NTOKa3aHUEM K MPHMEHEHHMIO HYCHHEPCEHA H PHUCIUILIAMA ABJIAETCH
CMA Bcex Tunos, 6e3 orpaHrueH s 10 THITY 3a00JIeBaHus, BO3PACTY J1e0I0Ta WM TEKYIEMY BO3PACTY HAlUEHTa;
PEKOMEHJLYETCS KaK MOYXKHO PaHbIe HAUMHATE MaTOreHeTHYeCKyIo Tepaniio CMA BceM MalMeHTaM ¢ FeHEeTUMECKH
MOATBEPKAEHHBIM TMarHO30M (BHE 3aBHCHMOCTH OT BO3pacTa 1e6rota 3aboiieBanusl, TEKYIIEro BO3pacTa NalHeHTa 1
HCXOIHOTO (YHKIMOHATBHOTO CTAaTyCa) C LENBbI0 NOCTIKEHHUST HAMTYYIIIero TePaIleBTUYeckoro s(gexra. YunuTsipas
eMHbIE MATOPHU3UOIOTHIECKHE MEXAHU3MbI TEUSHIS U HEYKIIOHHO® Tporpeccuposanrie CMA Hpy pasiudHbX e
THIAX, TEKYIIee COCTOSHKE MTAMEHTa HE CIEAYET PACCMATPHBATh KaK IIOBOJ| K OTKa3y OT HaTOrCHETHHIECKON Tepalliy.
Io 370 Y& MPHIMHE HEKOPPEKTHO KCIIONB30BaHIEe KOHUEIIHMH «PeaCrIHTAIIMOHHOTO TIOTEHIMAIA» I ONpeieaeHuUs
HeoOXOIMMOCTH naToreHeTudeckoro neyenus npu CMA. @apMako3KOHOMUYECKHE ITPEMMYIIECTBA ATOreHETUUECKHUX
cpencTs Tepanuu ObLTH M3ydeHs! B pabore Kymukosa A.JO., IIpouenko M.B., Cepnuka B.I'. «D¢dexTuBHOCTS
rOCYIapCTBEHHbIX 3aTpat Ha jieuenrne CMA ¢ TOUKH 3peHus aHalH3a «BIUSHUA Ha Oro/uKeT» (TIpeCTaBIeHbI
pe3yJIbTaThl aHAJIM3A 3aTPAT W aHajIu3a BIMIHMA Ha O0/DKeT IpenapaToB HyCUHEPCEH M PHCIMITIAM, KaK JiIl JETCKOM

- TIOMYJISILIAU OONBHBIX, TaK U LTS B3POCIIBIX).

7. Dbonesnp [Homne (BIT)

BII cBazana ¢ maTomoruyeckiM HAKOIUIEHHEM [JIMKOTeHa H IPOAYKTOB €TI0 Meraboim3mMa B KieTkax. Beex
ITalMCHTOB C BH, HE3aBUCUMO OT BpEMCHU Havalla, OTIIMYAIOT HCYKIIOHHO HpOFpCCCI/Ipy}OIIII/Iﬁ XapaKkTep TCUCHUA



Oosie3nu u nosMopradHas natonorus. [Ipomomkaronieecs oTI0KeHUE IMIMKOTeHa B TKAHAX-MHIIEHAX HapyIaeT HX
GYHKIMIO B, B KOHEUYHOM HTOTE, IPHBOJMT K HEOOPaTHMbBIM CTPYKTYPHBIM H3MEHEHMSIM TKaHel 1 rudestn O0IbHOro
BIL. Ioaxoast k Teparuu BII oTpakessl B KIMHUUECKIX pekoMeranusax «bonesss [lommey, cormacHo XOTOpEIM
PEKOMEH/IOBaHO NPOBeieHHEe (PePMEHTHON 3aMECTHTEIHFHON TePaniH AIUeHTaM ¢ YCTaHOBJIEHHBIM Auardosom bIT
¢ TIETBIO 3aMeUTICHUS TIPOTrPeCCUPOBAHUS OOJIe3HH, YIYUIICHHUS COCTOSHNE KOCTHO-MBIIIEYHON CUCTEMBI K
CTAOUIN3ATIHH COCTOSHUS ABIXaTEIEHON CHCTEMBI, TIOBBIIICHHS BEDKUBAEMOCTH U YAJIHMHEHHS NIEpUOJIa UX XKU3HH
10 HACTYIUICHHS HEOOXOIUMOCTH B BEHTHIALIMH JIETKUX M Kpeciie-KonsAcKke. EXMHCTBEBHBIM ITperapaToM It
TIATOTeHEeTHYECKOM TeparuH SBIIeTCs alTIOKo3UAa3a anbga, npenapar 3apeructpuposat B PO. Ilpumenenue
ANTTIIOKO3MAa36! allb(a B KauecTBe (hepMEHT3aMECTHTENIFHOM TePaITHH SBIISETCS SKOHOMHYECKH 11es1eco00pazHbIM
BAPHMAHTOM JICUEHHs B CPaBHEHHH CO CTAHAAPTHOH Tepanueit («DkoHoMIIeCKoe Opems Gonesnu [Tomrte ¢ no3aHmIM
HauanoMm B Poccuifckoii ®eneparmmy Konour A.C., Bumom WLA., Bamsixuna 10.E., Ipockypun M.A., Kapros
0.1.): citygae manudecrarpmu bI1 B nerckom Bo3pacTe MpsMble MeTUIMHCKME 3aTpatThl Oblii Ha 11,4 %, a
HenpsAMbIe HEMETHIIHCKHE — TTo4TH Ha 40 % HybKe B CTydae TPUMEHEHHS alrIIOKO3Ua3E!l ab(a B CpaBHEHHH CO
CTaHIAPTHOHN CHMIITOMaTHYSCKOH Tepariei pu ropusoHTe Mogenuposauud B 1 roxa. B cioyuae manudgecrauun bI1
BO B3pOCJIOM BO3pacTe CTpaTeryd NMPUMEHEHHS alTIOK03u1a3bl abda BeicokoaddexTurHa, HO Oomnee 3aTpaTHA —
44,1 miH py0./nalueHT — B CpaBHEHUH CO CTaHAapTHOI Tepammeil. [Ipy 3ToM pacxons!l Ha KynIMpOBaHKE
ocnoxuaenwit BI1 ObUTH MeHBIIIe HATIOJIOBHHY TAKOBBIX TIPH CTaHIAPTe.

8. OO0weit npobieMoil mpu IeKapCTBEHHOM 00ECIIEHEeHUH s BeeX OphaHHBIX 3a007IeBaHMUI SBIAETCH OTCYTCTBHE
IIPEEMCTBEHHOCTH Teparyy Uil «BBITycKHUKOB» Ponna «Kpyr J[o6pa» 1 cBI3aHHbIE C 3TUM IIEPEPHIBHI B JICUCHHU.
IMepepsIBEI B Tepamyy HEAOILYCTHMBI, HAIIPUMED, IIPH CIISAYIONIMX 3a001eBaHIIX:

- iepepsiB B Tepanuy 1IHI" accormmpoBaH ¢ BHICOKOI BEPOSTHOCTBIO IIPOPBIBHOTO IeMOJIN3a;

- nepepsi nedeHus 3COHM moxeT npuBecTH K 000CTPeHHIO, KOTOPOS MOXKET IPUBECTH K 000CTPEHMIO,
yCyTyOIeHHIO HHBATHIU3ALNH U KI3HEYTPOXKAIOHIEMy COCTOSHHIO;

- B CITyJae IepephiBa B Tepanyui MHACTEHIH | paBUC BOZHIKAST PHCK IPOTPECCUPYIOIIEro YCyTyONeH!s] CHMIITOMOB
MHACTEHUH U MHACTEHUYECKHUX KPU30B; MHACTCHHYCCKUH KPH3 ABJIACTCS KU3HEYTPOXKAIOIIIM COCTOSHHEM,
KOTOPBIH MOXET IIPUBECTH K JIETATBHOMY UCXOY.

- Helipopubpomaros 1: rpepriBaHye JieueHHs y NalMEeHTOB JETCKOro Bo3pacra ¢ HelipopubdpomaTosoMm 1 moxer
TIPUBECTH K aKTHBHOMY POCTY TUIEKCH(OPMHBIX HelpohuOpoM, KoTopbie MOryT 00e300paxuBaTh BHEIIHE, MEIIATh
(YHKIHOHUPOBAHHUIO )KU3HEHHO-BKHBIX OPraHOM M CHCTEM BIUIOTH J0 Pa3BUTHS KU3HEYTPOXKAIOIIMX COCTOSHHUMH.

Jnst pemmienns taHHOM 1TPOGIEMBI HEOBGXO/IUMO BKIIOYEHHE B TEPPUTOPHATHHYIO ITPOrPaMMy IOCYAapCTBEHHBIX
rapaHTUi perioHa cTaThi, pukcHpyromeil GuHancoBbie 0013aTeNbCTBA MO 00ecHeYeHHIO Op(haHHBIX MAIMEHTOB C
yKa3aHHeM KOHKPETHBIX HO30JIOTHi Ha ocHoBaHMM cBeteHuil or Donma Kpyr {obpa o marmenrax nocrurmux 19 mer.
st oTHX nenell BO3MOXXHO HHULIMHPOBATH NPEAIOKEeHNe PacIipUTh [lepedeHs )XU3HEYTPOKAIOHHMX U XPOHUIECKUX
MPOrPECCUPYIOMUX peakuX (ophaHHBIX) 3a00IeBaHKH, TPUBOIAIIMX K COKPANICHHIO MPOAOIDKUTENEHOCTH KI3HH
rpaxaad Wik ux uusastugHoctH ([lepeyenn-17) (Biroyas B HEro pejikue 3a00eBaHusA, HMEIOIHECS B
SMUIEMHUOJIONHIECKOM. Iepevyre MUH3Apasa U MMEIONIYE 3aperHCTPUPOBaHHEIC Ha Tepputopin PO nekapcTBeHHBIS
TperniapaThi 11s Teparuu). Takoi IOAX0 1 HOIIEP)KHBAETCS HEKOTOPHIME PETHOHAMH (HATIPUMED, 3aKPEIEH B
PEKOMEHIANMAX IO Pe3yNbTaTaM MPOBEACHHUS TEMATHYECCKUX KPYTIIBIX CTOJIOB B OPraHax 3aKOHOAATENLHOM BIACTH
cybwexroB PO, B wactHOocTH, Bostoroackoit, MockoBckoit, Mypmanckoi, CmosneHckoit obnacreii, KpacHogapckoro u
Xabaposckoro kpaes)*. OUHAHCUPOBAHHE JEKAPCTBEHHOTO 00ECTIEUSHHS MAI[HEHTOR ¢ 3a00JIeBAHUSMHE, BKITIOYSHHBIMH
B [lepeuens-17, spnsercs meneBbM, ITO3BOJIAET TOYHO IIAHAPOBATH H KOHTPOIHMPOBATH JIEKAPCTBEHHOE ODecrieyeHHe.
Brurrouenue B Ilepeuens-17 HOBBIX 3a00NeBanmii U BHECEHHE HOBBIX IMAITHEHTOB B PETHUCTP MPOTPAMMEI HE YBEITHUHUT
($hUHAHCOBYIO HAarpy3Ky Ha OFOJDKET, TaK KAk JaHHBIH mar GakTHYecKU MepeHanpaBuT B IPOTPaAMMY yiKe
CYUISCTBYIONIHE PACXOMBI Ha MAIHSHTOB-MHBATH/IOB C PEIKUMH 3a00JIeBAHUAMH.

C yBaKEHHEM,

Xamxunue A K.

* ExxeronHsiii 6romieTeHs DKCIEPTHOTO COBETA MO pefkuM (opdannbiM) 3adonesanmam Komurera 'ocynapcTBeHHOM
Jymsl 110 oxpase 310poBes, 2022r.



