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dapmaKoTepaneBTHYHa rpyna. AHTUHEONNACTUYHi 3aCO6M. [HLi aHTUHEONNacTUYHi 3acobu. IHriGiTopy NpoTeiHKiHaay.
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MokasaHns. \ ,

JlikyBaHHsi NPOrPECYIOYOrO FOPMOH-PELENTOp-No3uTMBHOro, HER2 HeraTMBHOTO paky MOMOYHOI 32031 Y KoMOiHaLLii 3 eK3eMECTaHOM Y XIHOK Y MOCTMEHOMay3HOMY Mepiogi, Y AKWX BILCYTHI LIBUAKONPOrPECYIOYi 3aXBOPIOBAHHS

BHYTPILUHIX OPraHis, AKLLO NONepesiHs Tepanis HeCTEPOITHUMM iHrBITOpaMy apomMaTasu Npussena 4o peumansy abo NPOrPecyBaHHs.

TlikyBaHHs NaLeHTIB 3 HUPKOBO-KMITUHHOIO KAPLIMHOMOO Ha Mi3Hiit CTai, y AKVX 3aXBOPIOBaHHS Nporpecye Ha Ti abo nicns VEGF-Tepanii (cnpsmMoBaHoi Ha GakTop pocTy eHoTeNiio CyauH).

TNikyBarHs HeonepabenbHIx abo MeTacTaTUuHIX, AOBPE Ui NOMIPHO ANDEPEHLII0BAHIX HENPOSHAOKPUHHIUX NYXAMH NIALNYHKOBOT 337031 Y AOPOCANX NALEHTIB 3 NPOrPECYIOUNM 3aXBOPIOBAHHAM.

JlikyBaHHs naLLieHTiB BikoM Big, 3 pokiB i3 cybeneHaMmanbHolo riraHToKNiTMHHO acTpoLwToMoto (CETA), nos'a3aHolo i3 Tybepo3Ho-cknepo3HiM komnnekcom (TCK), wo Bumarae TepaneBTUYHOrO BTPYYaHH, 38 BUHSTKOM XipyprivHOr

JlikyBaHHS BOPOCANX NaLEHTIB 3 HUPKOBOIO aHOMIONINOMOI0, NOBA3aHOK i3 TyBepO3HO-CKNepo3HUM komnnekcom (TCK), y sikix iCHye pusuk ycknapHeHb (Hanpuknag poamip NyXnuHW, HasBHICTb aHEBPU3MM, HasBHICTb AEKINbKOX NyXMH abo

1BOGIYHI MyXWHK), ki He NOTPEBYIOTH XiPyPriUHOTO BTPYYaHHS.
[lokas rpyHTYeTbCS Ha aHanisi aMiHu 06'eMy aHriomioninomm. Ta J_l eT K I/I
[o3yBaHHA.

HupkoBa aHriomioninoma, nos'a3aHa i3 TybeposHo-ckneposHum komnnekcom (TCK) eB e pO ﬂ | MyC
PekomeHpoBaHa f03a npenapary AdiHiTop ctaHosuTb 10 Mr 1 pas Ha 1o6y.
- HupkoBo-kniTnHHa kapunHoma (HKK), HeonepabenbHi abo MeTacTaTnuHi, 106pe 4 NOMIpHO AndepeHLinoBaHi HEMPOEHZOKPUHHI MyXAMHY MigLnyHKOBOI 3an03u (HEM) Ha niawilt cTagii Ta ropMOH-PELLenTop-No3UTUBHUIA Pak MOMIOYHOT

3ano3u.
PexomeHgoBaHa f103a AdiHiTopy cTaHoBuTb 10 Mr 1 pa3 Ha 8o0y. JlikyBaHHs MOBUHHO TPUBATYM AOTY, AOKM CMOCTEPIraETbCS KMiHiUHMA €GEKT a60 A0 NOABU HENPUAHSTHIX NPOSIBIB TOKCUYHOCTI.
MpoTunokasaHHa.
MigBuLLEHa Yy TAMBICTb [0 AKOYOI PEYOBMHM, IHLLMX NOXIAHUX panamiumuHy abo 4o Oyab-AKOi LONOMIXHOT PeYoBMHH. YyTAMBICTb A0 CUPONIMYCY.
MoGiuni peakuii.
[yxe yacTo: iHdexwji, iHbeKwii BEpXHiX AMXanbHIX LASXIB, CUHYCUTH, OTUTH; aHEMIs, TOOMBOLMTONEHIS; MIABULLEHHS PIBHS FIOKO3M, XONECTEPONY, TPUTMILEPHUEIB, 3HUKEHHS PIBHS TTIIOKO3M, 3HUXEHHS PiBHS GoCdaTis, aHOPEKCIs; NMOPYLIEHHsS CMAKOBMX BifUYTTiB, FONIOBHMI Ginlb, CySOMM; NepUKapLianbHII BUMIT; NHEBMOHIT, 3aULLIKa, enlicTaKeHc,
KaLuerib, MNeBpasbHuiA BUNIT; CTOMATHT, fiapes, 3ananeHHs Cnu3oBoi 060NOHKM, BioBaHHS, HYOTa; MLBMILEHHS PIBHIB anaHiHaMiHOTPaHCepasy Ta acnapTaTaMiHOTPaHChepasy; BUCUMaHHS, akHe, BYrpOBHIA AePMATHT, CyXIiCTb LKIPW, CBEPOIX, ypaXeHHs HIrTis; BTOMa, criabkicTb, nepudepuiHi Habpsky, rinepTepMis, rpuxa nicasonepawiiHoro
PYOLLS; 3MEHLUEHHS MaCH Tina, 3HUXEHHS PiBHA iIMyHOrnOGyNiHy G B KPOBI, NiABHILEHHS PiBHS NaKTaTAEriAPOreHasn, NopyLIeHHs PIBHS NEYIHKOBUX GEPMEHTIB.
YacTo: neitkoneis, nNiMoneHis, HeHTPONeHis, NaHUMTONEHis, koarynonaris, TPOMOOTUYHa TPOMOOLMTONEHIYHA NyPMyPa/reMONITUYHII YPeMiYHUiA CUHAPOM, reMonis; LykpoBui AiabeT, rinodocdatemis, rinokaniemis, rinepninigemis, rinokaniemis, rinokanbuiemis, Aerinpatalis; 6e3COHHS, TPUBOXHICTb; COHNMBICTb, BTPaTa CMaKOBMX BIg4YyTTiB;
KOH'IOHKTYBITH, HabpsK NOBIK, rinepemis oka; apTepianbHa rinepTeHsis, KpoBoTedi, niMdoLiene, Tpomboembonia BeH, TPOMOO3 TpaHCNNaHTaTa; TpoMGoeMBoNis NereHesoi apTepii, AUCMHOE, MMOTKOBI 3ananeHHs, NOPYLIEHHS AMXaHHS, KPOBOXaPKaHHS, IHDEKLLT HIKHIX AMXanbHUX WNAXIB; raCTPHT, BigYyTTA CyxocTi y pori, 6inb y XuBoTi, aucdaris,
[MCNENCis, NaHKPeaTuT, 3HIKEHHS aneTuTy, MeTeopuaM, 3anop, Ginb y POTOBI NOPOXHWHI Ta rOPTaHi; MiABULLEHHS PiBHS BinipyBiHY; AONOHHO-NIOOLWOBHMA EPUTPOAMSECTESINHMIA CUHIPOM, POXEBHIA NINLLIAI, epUTEMA, LLKIDHA ekchoniallid, OHIXOKNasis, ypaxeHHs WKipw, NoMipHa anonewis, paHesa iHdekLis, XipypriyHe ycknafHeHHs paHu; binb
y cyrnobax; nigBuLLEHHs PiBHS KPEATUHIHY, HUPKOBA HEOCTATHICTb (y TOMY YMCTIi FOCTPA HUPKOBA HELOCTATHICTb), MPOTEiHYpis, iHbeKLii Ce4OBMBIAHNX WNAXiB; BTOPUHHA aMeHopes | aucbanatc NT/OCT, ameHopes, nigsuieHHs pisHa JIT, HeperynapHi MEHCTpyauji, MEHCTpyaLii i3 3aTPUMKOIO, MEHOPATis, BariHanbHi KPOBOTEYI, KICTH SEUHIKA,
epekTUnbHa ANChyHKuis; Binb y rpyasx, Ginb, ApaTiBNMBICTb.
Heyacro: icTUHHa epuTpoLMTapHa annasis; rinoroHaauaM y YONoBIKiB (3HUXEHWIA PiBEHb TECTOCTEPOHY, MABMILEHHA GONIKYNOCTUMYMIOYOTO i MOTEIHI3yIOYOro FOPMOHIB); arpecis; 3acTiiiHa cepLesa HELOCTaTHICTb; NPUMAMBI, TPOMGO3 FMUBOKHMX BEH; TOCTPHIA PECTIIPATOPHUI AUCTPEC-CHHAPOM, NIETeHeBUIt anbBEONAPHUIA NPoTeiHO3; renaTwr,
NopYyLIEHHS GYHKLT NEYiHKM, XOBTAHWLS; aHTOHEBPOTUYHMI HAabpPsK; pabaomionia, Mianris; HeKPO3 HUPKOBMX KaHambLYB, NIENOHEPPUT; MOPYLLEHHS 3arOEHHS PaH, MOPYLIEHHS XOAM.
Piako: NeKoUMTOKNACTUYHMIA BaCKYAIT.
Hesigomoi yacToTy: rinepyyTAMBICTb; BriepLUE BUABNEHWI LLYKPOBHIA AiabeT.
Ynakogka. o 10 Tabnetok y 6ictepi, no 3 bricTepy B KaPTOHHIl KOPOOLI.
Kareropis Bignycky. 3a peLientom.
PeccrpauiiiHe nocsipuexna N2 UA/11439/01/01; UA/11439/01/02; UA/11439/01/03. Haka3s MO3 Ykpainu 29.11.2017 No1495
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1. Bissler J., Kingswood J., Radzikowska E, Zonnenberg B, Elena Belousovab, Everolimus long-term use in patients with tuberous sclerosis complex: Four-year update of the EXIST-2 study. PLoS ONE 12(8): e0180939. https://doi.org/10.1371/journal.pone.0180939. 2. IHCTpyKLis ANA MELUYHOrO 3aCTOCYBaHHS Npenapary
AdiniTop.
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OHKOYPONOrIA

ornaa

Jlon2ocpounoe ucnonb3oBanue aseponumyca | nauuexmos
C Komnnekcom mybepo3no2o CKNepo3a:
oOHOBREHUE NanubIX uccnegosanud EXIST-2 nocne 4 nem wadnigenus

MpepacTaBneHbl pe3ynbTaTbl UCCNEAO0BAHMUS [OJITOCPOYHBIX 3¢ PEKTOB 3BEpPONMMYCd Y NALMEHTOB
¢ no4yeyHoi aHrmuomuonunomoii (AMJ1), cBa3aHHOM ¢ KOMNNEKCOM Ty6epo3Horo ckneposa (TC)
unu cnopaaunyeckum numbaHruoneiommomarosom (JIAM).

Beegenue

TyOGepo3HBbIil CKIepO3 NPeACTaBAseT COO0I reHeTuyYe-
cKoe 3aboyieBaHME C YacTOTOU | cirydaif Ha 6 THIC. HOBO-
POXIEHHBIX, KOTOPOE MPUBOIUT K POCTY TAMAapPTOM B TAKUX
opraHax, Kak MO3T, TTOUYKHU, KoXa, JIeTKWe, T1a3a U Ceplle.
OxoJ10 20% MalueHTOB CTPAAAlOT OT Pa3BUTHUS B TOJIOBHOM
MO3re CyOaITeH IMMabHBIX TUTAHTOKJIETOYHBIX ACTPOILIUTOM
(C3I'A), pocT KOTOPBIX MOXET MPUBECTU K OOCTPYKIIMU XKe-
JIYAOYKOB, OCTPOii ruapouedantuu u cmepTu. IloBpex aeHus
KOXWU Pa3jMYHbIX TUIIOB, BKJIOYas (GUOPOMBI U JIMLIEBbIE
aHrno(GUOPOMBI, pa3BUBalOTCs Y >90% MalMeHTOB C ONHUM
WM HECKOJBKUMU MOPAXKEHUSIMU. AHTMOMUOJUTIOMBI SIB-
JISIIOTCS1 HanboJiee paclpocTpaHeHHbIMU CBsI3aHHbIMU ¢ TC
MTOYEYHBIMU TTOPaKeHUSIMU, KOTOPBIMK cTpanaioT no 80%
manreHToB. OHM Takke HabmonarTcesd y 33-50% GoMbHBIX
JIAM. O6b1yHO AMIJI TIpOSIBIISIIOTCSI KaK MYJIBTU(OKaIbHOE
NBYCTOPOHHEE OECCUMIITOMHOE TIOpakeHMe, HO TT0 Mepe
pa3pacTaHusi HOBOOOpa3oBaHUU 10 >3-4 ¢cM OHU CTalOT
CUMIITOMHBIMHU, COMTPOBOXAAIOTCS MOBBIIIEHHBIM PUCKOM
AHEeBPU3M, YTO MOXET IMPUBECTU K KpoBouzausiHuo. B AMJI
nouex, cBsizdaHHbIX ¢ TC uau ciopaguyeckum JIAM (cJIAM),
BBISIBJISIETCSI TIOBBIILIEHHASI aKTUBHOCTb MUILIEHU paraMu-
nuHa muekonurawomwux (mTOR), BeI3BaHHASE MyTalMSIMU
B reHax TSCI1 unu TSC2. KoHceHCycHBIE peKOMEHAaluu
o ieueHuto TC npenarator uHruouTopsl mMTOR B KauecTBe
MepBOIi TUHUM Tepanuu 0eCCUMITOMHBIX pacTyimux AMJI
NMaMETPOM >3 CM, B TO BpeMsl KaK CeJIeKTUBHAsI 9MO0J -
3alMs U Pe3eKIUS MOYKHU SIBISIOTCS MTPUEMJIEMBIMU IO/~
XOIAMM JIJIsI BTOPOI TMHUM TepaTinu.

Hccnenoanue EXIST-2 mokasaio mpenmyl1iecTBO 3Bepo-
JIMMYyca IT0 CpaBHEHMIO C I1J1a11e00 1o yactote oTBeTa AMIJI,
BpPEMEHU JI0 TTPOrPeCcCUPOBaHUSI U CKOPOCTHU OTBETA CO CTO-
POHBI ITOpaKeHU M KoxXU y mauueHToB ¢ AMJL, cBI3aHHBIMU
¢ TC unu cJIAM. IIpoMexXyTOUYHBII aHAJIU3 Pe3yJbTaTOB
MpOaJIEeHHOU (ha3bl UccIeqOBaHUS MPOAEMOHCTPUPOBA
CTabMJIBHOCTh COXpaHeHUs 3(PhHEeKTOB aBEpoJMMYca C Te-
YeHueM BpeMeHU. B HacTosi1ee BpeMs TOCTYHBI JaHHbIe
OKOHYATeJbHOI0 aHaIu3a npoasieHHoi dassl EXIST-2.

Memogbl

EXIST-2 — npocnekTUuBHOE ABOWHOE Clenoe paH10-
MHU3UPOBAHHOE MJaledo-KOHTPOJIUPYEMOE ¢ mapal-
JISTBHBIMU TPYMIIAMU MHOTOIEHTPOBOE MCCAETOBAHME
11T assl, MocBAIIEHHOE U3YYEHUIO 9BEPOJIUMYCa B 103¢€
10 MT/cyT MpoTUB mjaaieodo.

HccaenoBaHue He ObLIO OcTaHOBIEHO 9 ceHTs0ps 2011 .
OCJIe TOT0, KaK 3arjaHupPOBaHHBII TPOMEKYTOUHbBII 0030p
MoKa3zaJl BICOKY10 2 ()eKTUBHOCTb 1 0€30MaCHOCTh 3BEPO-
JIUMYyca, B TO BpeMsl KaK y MalueHTOB, MoJyyaBIInUX IJia-
11€00, COCTOsIHUE MTPOJOJIKAJIO0 yXyauarhbes. B nponieHHoR
(baze malmeHThl, paHIOMU3UPOBAHHBIE B IPYIIITY 9BEPOJIU-
Myca, TIPOIOJIKaJIM OTKPBITOE JICYSHHE TTPETapaToM B TOM ke
no3e. CHY>KeHMeE JO3bI 10 5 MI/CYT WJIW 5 MT Yepe3 IeHb 3a-
BUCEJIO OT NIEPEHOCUMOCTHU JieueHUs1. [TalilMeHThI U3 TPy bl
nane0o ObLIK MepeBeAeHbl Ha 3BepoIuMYycC B 103e 10 Mr/cyT.
IMponnenHas dasa mpogosxaaach B TeueHue 4 JIeT mocse
TOro0, KaK IMOCJASAHUM MalueHT ObLJI paHIOMU3UPOBaH, 00¢e-
CIIEYMB NEPUOJ TTOCIECAYIOLIEro HaOMoAeHUS OT 4 10 5 J1eT.
Kaxnplii mauueHT, MpeKpaTUBIINUI Tepanuio 3BEPOJIUMY-
coM, Tpoliie o0caeoBaHKe Yepe3 28 aHel mocie mocie-
HEro noJjy4yeHus npenapara 17151 OUeHKU 6€30MaCHOCTH.

Texymuit ananu3 EXIST-2 oxBaTbiBaeT Bce JaHHbIE Ta-
LIMEHTOB, MOJYYaBIIUX 3BEPOJUMYC BO BpeMsl OCHOBHOM
100 NpoaJieHHO# a3l uccienoBaHus 10 4 hespasst 2015 .

IlepBUYHOI KOHEUHOI TOYKOU OblJa YacTOTa OTBETA,
ompenesemMasi Kak cokpamieHue Ha 50% OoT MCXOMHOTO
YPOBHS B CYMMapHOM 00beMe LieJeBhIX moyedyHbIX AMJI
(>1 cM B HaubOJbBIIEM TUaMETPe) U OTCYTCTBUE HOBBIX
AMUI, yBenuyeHus oobema rmouyek Ha >20% 1 KpOBOTEUEH U IA
>2 creneHu, cBsizaHHBIX ¢ AMIJL. [lepBoHavyaabHbII
OTBET TpeboBajJ MOATBEPXKAECHUS MOBTOPHBIM MPT-
ckaHupoBaHueM. Bce pesynbrarel MPT-uccnenoBanui
aHAJU3UPOBAJUChH LIEHTPAJIU30BAHHO HE3aBUCUMbIMU

16

pamunojioramu. JI0mMOJHUTEIbHBIE KOHETHBIE TOYKU BKITIO-
JaJIv TIPOIOJIKUTEIBHOCTh OTBETA, BPEMSI IO OTBETA M IIPO-
rpeccupoBanust AMJI, momto marmeHToB ¢ >30% yMeHbIIIe-
HueMm oobema AMJI, 1010 MaluMeHTOB, MEPEHECIINX XHU-
pyprudeckoe yaajeHue OIyXoJid, a TakXKe 4aCTOTy OTBeTa
CO CTOPOHBI TIopakeHn Koxxu. Kpome Toro, oneHuBaaach
yactora otBeta COI'A (cokpamieHne Ha >50% cymMMapHOTro
00BbeMa 11eJIeBOI Oy XOJIM TTPU OTCYTCTBUM HOBBIX COI'A 6e3
YXYIIICHUSI IOPaXKEeHUsI ¥ OTCYTCTBUE HOBO VITH YXY/IIIIA0-
meiicsa ruapouedanuu). Y nauneHton ¢ JIAM npoBoauics
MOHUTOPUHT (pyHKIMH JerkuX. OLeHKa 6¢30acHOCTH Jie-
YeHMS BKJIOYaja PETUCTPAIlMI0O BCeX HEOIarOMPUTHBIX
COOBITHI U cepbe3HbIX TOOOUYHBIX 3¢ dekToB (I1D).

Pesynbmambl

B o6meit canoxHocTtr 112 manveHTOB MOJYYUIU
0 KpaliHelt Mepe OmHY 103y 3BepOIUMYyca U OBIIN BKITIO-
YEHBI B 3TOT aHaJIU3: 79 OOJIbHBIX M3HAYAJIbHO OBLJIM paH-
JOMU3UPOBAHBI B TPYIIY 3BepoJuMyca U 33 mepelrin
M3 TPYIIIHI TJ1a11e00 Ha OTKPBITYIO Teparuio 3BepoJuMy-
coMm. Ilo cocTtosguuio Ha 4 deBpansg 2015 r. 83 mauueHTa
(74,1%) 3aBeplInau Tepamnuio Mo IPOTOKOIY UCCIiea0Ba-
Hus. KeHIIUHBI cocTaBIsLIn 65,2%, cCpeIHUil BO3pacT
MallMeHTOB HA MOMEHT BKJIIOUEHUS B MCCIEIOBAaHUE —
32,2 rona. bonee natu ouaros AMJI B HauaJjie nucciaeno-
BaHMA HaOmoganuch y 59,8% mauueHTtos, 29,5% umenu
noueuyHyo AMIJI pazmepom 8 cm. O01Iast cyMmMa o0beMOB
ouaroB AMJI cocraBuna 92,1 (nuamason 2,8-1611,5) cm?.
Bonee 1/3 manuenTtos (37,5%) moaBepTauch OmMepanumu
B CBsI3M ¢ ocjioxkHeHusimu AMJI 1o Havaia Tepanuu sBe-
POJIMMYCOM; MeIraHa YPOBHS KJIYOOUKOBOU (pUABTpALlUU
UCXOIHO cocTaBuia 86 (nuamna3on 23-178) mi/mun/1,73 M2,
Y 50 nauunenTtos (44,6%) umencs onuH ouar COTA.

CpeHsist MPOAOJIKUTEIbHOCTh UCCIICIOBAHMSI COCTaBMIIA
47,2 Mecsilia, MeIMaHa JUIMTEIbHOCTH TePAITUU 3BEPOJIU-
MycoM — 46,9 mecsiia (nuama3oH 0,5-63,9). CpenHsist mo3a
cocrasasna 8,7 (nmanasoH 1,9-19,3) Mr/cyT npu oTHOCHU-
TeJIbHON MHTEHCUBHOCTH N03Bl (OTHOIIEHHWE BBOIMMOM
JIO3BI K 3arTaHupoBaHHoM) 0,86. boxbmmHcTBo (82,1%) ma-
LIMEHTOB TIOJTyYaii 9BepoumMyc 2,8 rona, 12,5% — 4,5 rona.
Hecats (8,9%) maueHTOB MpeKpaTUIA UCCIeI0BaHNE N3-32a
I13. MpumepHo 80% NMalMEeHTOB HYKAAJNUCh B OIHOM TIpe-
phIBAHMU TIpYeMa /UM COKpAIleHU U O03bI, HauboJjee
pacrmpocTpaHeHHOM puuKnHOii yero obau I19. 3a 4 roga
ucciaenoBaHus nmpuMepHo 60% MalueHTOB MOIyYaiu 3Be-
poaumyc B g03e 10 mr/cyTt, okosio 30% — ot 5 no 10 mr/cyT
(B ocHOBHOM 5 Mr/cyT) 1 10-15% mammeHToOB IpUHUMATIU
ot 0 10 <5 Mr/cyT (B OCHOBHOM 5 MT uepe3 ieHb) — 13 58 ma-
IIMEHTOB, KOTOPBIE ITOJIyYa Il 3BEPOJIUMYC He MeHee 4 JleT.

lMoyve4yHble aHTMOMUOAUTNIOMbI

M3 112 nauueHToB ¢ ogHoi neaesoit AMJI nonTeepx-
JNEHHBINA OTBET JOCTUTHYT Y 65 (58%; 95% moBepUTEIbHBINI
unrepsai, 1N 48,3-67,3%). CpeaHee BpeMs 10 JOCTUKEHWST
otBeTa cocTaBuio 2,89 mecsitia (95% AU 2,79-3,19). Jyurnii
o601t pesynbrar crabunuzanuu AMJI (Mexay cokpaiie-
HHeM 00beMa ropakeHust <50% OT UCXOIHOIO YPOBHSI U YBe-
JnyeHrneM oobeMa <25% OT UCXOIHOr0) ObLI 3apEruCTPUPO-
BaH y 34 mauuenTos (30,4%; 95% AU 22,0-39,8%); y omHOro
nalyeHTa 3abojeBaHue MPorpeccupoBasio B TedeHue 18 Hen
rmocJie HavaJia Tepanuu ssepoiaumycoM. Y 12 (10,7%) naum-
€HTOB OllEHKa OTBEeTa HEe MPOBOAMIACH, B OCHOBHOM M3-3a
OTCYTCTBU S UCXOJHBIX UBMEPEHU 1 00BEMa MOYEK.

o kpaiiHeit Mepe 0HO COKpallleHHE OT UCXOIHOTO YPOBHSI
B cyMMe 00beMoB nopazkeHnit AMJI HaGonanock y 98 (97%)
n3 101 olleHHBaEMOTO MallMEHTa B IEPUOJ UCCIIETOBAHUS.
Cunxenne oobema AMJI Ha ypoBHe 30% momaepXnBaaoch
y 75% maimentoB. Co BpeMeHeM J0JIsl TTAllMEHTOB, JOCTUT-
LIMX COKpalleHus: o0beMa Ha 50%, yBennuuiach (puc. 1).
AHaIN3 MOATBEPANII, UTO O0JIee MPOAOTKUTEIbHOE JICUEHUE
acCOLMMPOBAIOCh CO CHUXKEHHUEM 00111ero oobeMa 0uyaroB
AMUJI, ocobeHHO B TeyeHHe 3 MecC ITOCiie HadaJjia JICUeHU.
B Teuenue nepBbix 3 Mec ObLI0 3apUKCUPOBAHO CHUKEHME

CyMMapHOro oobeMa HoBooOpasoBaHuii Ha 46% (95% AU 37-
54%) 1o cpaBHEHMIO C UCXOMHBIM. TpH MOCICAYIOIINX MeCsILIA
JIeYeH U sl PUBEITN K HeOobIIoMy — <2% — cokparieHuio (95%
I <1-2%) B cyMMapHOM 00'beMe IO CPABHEHMIO C HCXOTHBIM.
IIporpeccupoBanue AMJI HaGmonanoch y 16 manueHToOB
(14,3%; 95% IW 8,4-22,2%) (puc. 2). [IpparmHamMu iporpec-
cUpoBaHUs ObLIM yBeandyeHue pasmepa AMJI (6 manrieHToB)
U yBeandyeHue oobema novek (10 maureHToB); 9 yHacTHUKOB
TIPOIOJIKAJIN Teparmunio, HECMOTPST Ha TIPOrpecCupoBaHMe
3a00JIeBaHM S, U3-3a HAJTUYUS KIMHUIECKON TOJb3bI. [Tpo-
TPECCUPOBAHUIO 3a00JI€BaHMS TIPEAIIIECTBOBAJIO CHUKEHE
J03bl UK npepbiBanue Tepanun 'y 13 (81,3%) us 16 mauu-
eHToB. TONBKO Y 2 13 65 MalMeHTOB, MMOJYYMBIINX UCXOTHO
MNOATBEpXAeHHBIN oTBeT AMIJI, B mepuon uccienoBaHus
Ha0J1I01aJI0Ch MTpOrpeccupoBaHue 3a00ieBaHKs, 3a(UKCU-
POBaHHOE IO CPABHEHUIO C MUHUMAJIBHBIM JOCTUTHYTHIM
oobemom AMJL. [IponoiaKuTenbHOCTD TIEPUOAA OT IEPBOTO
oTBeTa 0 nporpeccupoBanuss AMJI uinu nocienHei 10-
CTYITHO PEHTTEHOJIOTMYeCKOM OLIEHKY BapbrpoBaiach ot 3,0
1o 55,5 Mecsia.

Cy63neHAMMAaAbHbIE TMTAHTOKAETOYHbIE
ACTPOLUTOMBDI

Cpenu 50 malMeHTOB ¢ OMHUM UCXOIHBIM TTOpaKeHUEM
COTA pasmepoM 1 cMm yacToTa oTBeTa coctanuia 48% (24/50;
95% U 33,7-62,6%) u 42% nauuentos (21/50; 95% AU 28,2-
56,8%) mocTuriv ctabuan3aiuu 3abojieBaHus (y 5 olieHKa

IIponomkenue na ctp. 18.
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Bpems, Hepn 12 24 48 96 144 192 240
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Puc. 1. YpoBeHb OTBETO AHIMOMMUOJNIUIMOMbBI MOYKU HO TEepaAnuio
3BEPOJIMMYCOM C TE4YEHUEM BPEMEHU
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Puc. 2. Bpems no nporpeccupoBaHus
CGHIMOMMOJIUNMOMBbI MOYKH

100 -
90 >50% yMeHbleHne
80 ¥ basmepos

87,5

70 762 739 14
{2'{,? 74 (2 o

>30% yMeHbLieHne
pasmepos

Nauuentsr, % (n)
o
]

Bpems, Hep 12 24 48 96 144 192 240
Bpems, mec 3 6 11 22 33 44 55
Bce naunente, n 37 39 43 42 41 25 16

Puc. 3. YmeHbLueHue o6bema CITA Ha poHe Tepanum
3BEpPONIMMYCOM C TEHEHUEM BPEMEHU Y NALMEHTOB
C AHFTMOMMOTMMOMAMM MOYKU

Tematn4Humn Homep ° Jluc



OHKOYPONOrIA

ornaa

Jlonzocpoynoe ucnonb3oBaHue aseponuMyca |y nauuesmos
C KOMINEKCOM MyOBpO3HO20 CKNEp03a: OHOBNEHUE faHHbIX
uccnegosahun EXIST-2 nocne 4 nem Haontgexus

IIponoskenue. Hauamo na ctp. 16.

He nmpoBoauiack). Habmtonanoch MocTerneHHOe CHUXKEHME
cpenHux oobemoB COI'A ¢ TeueHneM BpeMeHnu. boiee mo-
JIOBUHBI MMALIMEHTOB MepeHeCcIn coKpalleHue oobema COIA
Ha 30% B pa3auYHbIC IEPUOJIbI, T0JIS MALIUEHTOB CO CHUXKE-
HueMm oobeMa COI'A Ha 50% co BpeMeHeM yBeIMYMBallach
(puc. 3). Cpennee Bpemst 1o otBeta COI'A cocrasuiio 8,31
Mecsiiia. Hu y omHoro u3 24 manMeHToB, OTBETUBIIIMX Ha Jie-
yeHue, COI'A He mporpeccupoBajia BO BpeMsl UCCIeA0OBaHNS.

M3meHeHne PYHKLIMU A€TKMX

V 29 manuenTtoB ¢ JIAM, KoTOpbIe MoTydyaar 3BepOTUMYC,
00beM popcrpoBaHHOTO BbIIOXa 3a 1-10 cekyHay (FEV)),
(hopcuposannas xusHenHas emkocTh (FVC) n DL, co Bpe-
MeHEeM yMeHbIIAUCh He3HAUUTeIbHO. CpeqHee TPOLEeHTHOe
usmenenue FEV, cocrasnano -3,45% ot ucxonHoro Ha 24-ii
Henene, +5,88% Ha 96-it u £9,00% Ha 192-ii Henene. Cpen-
Hee npoleHTHoe u3MeHeHue B FVC 6b110 0% Ha 24-ii He-
nene, £1,25% na 96-it n £4,29% na 192-it Henene; cpenHee
npoleHTHoe u3meHenue B DL cocrapiano +2,69, +10,19
u £10,62% cooTBeTcTBeHHO. KpoMme Toro, HaGI01a10Ch
YBEIMUCHHE OOIIET0 M OCTATOYHOTO 00'beMa JIETKUX.

OGcyxpenue

Texymunit ananus pe3yabratoB ucciaenosanus EXIST-2
MOATBEPXKIAET JA0JATOCPOUHYI0 3 (HEeKTUBHOCTD U Oe3omac-
HOCTb 9BepouMyca y nauueHToB ¢ AMJI, ca3anHoii ¢ TC
wiu cJIAM. Peakuus AMJI Ha neyeHue npoaoiKana yayd-
matbes ¢ 41,8% B 0CHOBHOI (hase uccieanoBaHus (MearuaHa
MPOIOJIXKUTENBHOCTH JleueHus 8,8 mecsaua) 10 58% B mpo-
JieHHOM (pa3e (MenmaHa 46,9 Mecsa). KnmuHmdaecku 3HaunMOe
cokpauienue pazmepoB AMIJI coxpaHsisioch 1o Mepe MpoJo-
JKEHM ST JICUEHUST: aHAIU3 MPOJAEMOHCTPUPOBA 3HAYNTE b-
HOe coKpalleHre o0beMa HOBOOOPa30BaHUIi B MEPBbIE 3 MeC

JICYeHU I U HETIpEPBIBHOE, HO MEeHee BhIPaKeHHOE CHUKEHUE
no3xe. Habmonanich HU3KMe moKa3aTen MporpeccupoBa-
HUS B TIEPUOJ UCCIeA0BaHUS. 3a 4-JIETHIOO MTPOIOIKUTEb-
HOCTb JICYEHU S DBEPOJMMYCOM OCTOXHEHUSI, CBSI3aHHBIE
¢ AMJI, Ob11M peIKUMU, HU OIUH TMALIMEHT He MEePEHEC CBSI-
3aHHOe ¢ AMJI KpoBOM3IUSIHUE.

Tepanus 2BepoJMMYCOM TaKKe Oblja CBsI3aHa C yCTOM-
YUBBIM cokpaleHrueM oobema COI'A u yMeHbIIEeHUEM
nopaxeHuil Koxu. B moarpynmne mauuentoB ¢ TC-
accounupoBaHHBIM JIAM yacToTa CHUXXEHUS PYHKIUU
JIETKMX Obly1a HUXe oxuaaemoii. B miaiie6o-koHTponupye-
MOM JBOTHOM CJICTIOM MCCJIe[IOBAaHUM Y MalineHToB ¢ JIAM
TMOKa3aHo, 4To exeronHoe chmxenne FEV, cocrapnger 10%
y NallMEHTOB, MPUHUMAIONIMX T1anedo (n=43), Toraa Kak
B TEKYIIEM UCCJIEI0BAHIH COOOILAIOCH O CHIKCHUU Ha 5,9%
TOCJIe TIOUTH IBYX JIET JIeueHUsI 9BepoIuMycoM. [ToydeHHbIe
JaHHbIe TTOATBEPXKAAIOT CTAOMIbHOE KIMHUYEeCKOe BO3/Iei-
CTBHE 3BepoIMMYyca Ha pa3anuHble nposiBaeHus TC.

HonrocpouHblii mpoduab 6€30MacHOCTU dBEPOJIHU-
Myca ObIJ COMOCTaBUM C paHee ONMMCAHHBIM B KJIMHUYE-
CKUX UCCJIeNOBaHU X, Tae 9BepoaumMyc usyyasucs npu TC.
T umenu MecTo y 60IbIIMHCTBA MALIMEHTOB, HO, KaK Ipa-
BUJIO, MOJJIEXATNU YCTPAHEHUIO TTYTEM KOPPEKIIUU 03bI.
Tlocne nmpekpaiieHus nmpuema riamedo OblIO TPYAHO OT-
JUYUTh uCTUHHBIE [1D 3Beponumyca ot nposieHuit TC
(HanpuMmep, MH(PEKMHY ObLIM PABHO PACTPOCTPAHEHbI KAK
B rpyrrie mnJjaiebo, Tak ¥ B TpyIIie 3BEpoJiMMyca B IBOMHOM
caenoii base nccaenoBanus). Hekotopblie u3 HUX, OIHAKO,
ObLIM MpeacKa3yeMbIMU WUJIM U3BECTHBIMU [1D nHrnouTo-
poB mTOR (Hanpumep, ameHopes, s13BbI BO pTY). [Toutn 3/4
MaluMeHTOB 3aBEPIUIMIU 3TO A0JITOCPOYHOE UCCIeT0BaHUE
B COOTBETCTBUU € MPOTOKoJoM. CTOMATUT ObLJI Hanbosiee
yacTbiM [1D 3Beponumyca. Yactora Bo3HUKHOBeHUs [1D
BCEX TUIOB YMEHbIIAJach ¢ TeueHueM BpeMeHu. [Toueu-
Hasl GYyHKIIMS OCTaBajach CTAOUIbHON Y OOJbIIMHCTBA

MalMeHTOB, HE COOOIIAIOCh O CIyYasX KPOBOTEUEHM S, CBSI-
3aHHBIX ¢ AMJL. ¥ onHOro namueHTa npoBeaeHO YPreHTHOE
XUPYpruuyeckoe BMeEIIaTeNbCTBO ¢ 3MOOJM3alLIUEi
(B TeueHMe Mepuoa UCCIAEeNOBaHMS), ellle ONUH MallueHT
nepeHec He(pIKTOMUIO (TOCIIe TPeKpalleH s JTCUCHUST).

EnvHCTBEHHBIN ciyyail aMOoaU3alMK MPU MearaHe
MPOAOCKUTETbHOCTU TEPATIU SBEPOJTUMYCOM OKOJIO 4 JIeT
yKa3bIBaeT Ha TO, YTO JIEYeHHE OBbIJIO YCITEIHBIM, W TIpe/-
rmoyiaraeT HeOOXOTUMOCTH TOJITOCPOYHOTO MHTUOMPOBA-
Hust mMTOR 1151 npepoTBpallleHus Uan 3aMeIJIEHU S poCcTa
OTYXOJIM, COXpAaHEHUS TTOUYeYHOM (DYHKIIUKM U CHUXEHUS
norpedbHocTu B sMOonu3anusax. CokpalieHue 4acTOThI
KPOBOMBJIUSHUI MOXET ObITh BbI3BAHO BOCCTAHOBJIEHHUEM
6oxee noaxonsiieir ock MTORCI B MyTaHTHBIX COCYIU-
CTBIX MEePUILIUTAX, TEM CAMbIM MO3BOJIsASI MPEIOTBPATUTD
peMoJeIupoBaHue COCYI0B U 00pa3oBaHUe aHEBPU3MHBI.
Heob6xoaumbl 1onosiHUTENbHbIE aHTMOTpaduyecKre qaH-
Hble JJI51 OLIEHKHW BO3JAEHCTBUS Tepaluu 9BEPOJUMYCOM
Ha cocybl. [TaliueHThl, BKIIOUEHHbIE B 3TO UCCEIOBAHUE,
OBLIIM TTOABEPKEHBI BHICOKOMY PUCKY YXYIIIEHUS COCTOS -
HUS MMOYEK, TTOCKOJBKY y OOJBIIMHCTBA U3 HUX UMEIUCH
O6osbiine aAByctopoHHue AMJI B Hauase uccienoBaHus.
YcroityuBbie KIMHUYECKHE OTBETHI Ha 9BEPOJUMYC CO CTO-
poHbl AMJI u npyrux natojorunyeckux nposisiaeHuit TC,
TakMX Kak nopaxeHus koxu, COT'A u JIAM, noaTBepx-
JaloT MOTEHIMAJ 3BepoJiuMyca MOAU(DUIIMPOBATH Teve-
Hue 3aboseBaHus Yy 00JabHbIX ¢ TC. YuuTbIBast BhIpakeH-
HbIl 9D beKT aBepoMMyca, MOKa3aHHbBIM MpU MEPBUYHOM
aHaJju3e, MPoAoJKeHe puemMa 1jaiedo B KOHTPOJbHOI
rpymniie OblJI0 HEATUYHBIM, YTO OMPaBAbIBAET OTCYTCTBUE
TPYIIbI J1a11e60 B MpOoAJIeHHON ¢a3ze.

Texymuii aHaaU3 NOKa3aJ, 4TO Tepanus IBEPOTUMYCOM
ocTaBajach 3(p(eKTUBHOI U 0e30MaCHOIi B TeUeHHe MpH-
MepHo 4 jieT. O0mas oneHKa pUCcKa/MPeuMyIIecTB JeYeHns
NMOATBEPKAAET UCNOJIb30BAHUE IBEPOIUMYCA B Ka4eCcTBe
JKU3Hecnoco0Horo Bapuanta B repanuun AMJI, cBsa3anHoi
¢ kommiaekcom TC wiu JIAM.

CI'IMCOK NUTepaTypbl HAXOAUTCS B peAaKLUMH.
CraTbhs ne4aTaeTcs B COKPALLEHMM.
Bissler J.J., Kingswood J.Ch., Radzikowska E. et al. Everolimus
long-term use in patients with tuberous sclerosis complex:
four-year update of the EXIST-2 study. PLoS ONE 12 (8): e0180939.
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HOBOCTU BO3

BO3 pekomeHAayeT NpekpaTUTb UCMONb30BaHUE aHTUOUOTUKOB
B XXMBOTHOBOJ CTBE

BceMupHas opraHmnsaums 3apasooxparerus (BO3) pekomeHayeT hepmepam, npeanpustiam
B OTPaC/IM XMBOTHOBOACTBA M MULLEBON NPOMbILLNIEHHOCTM OTKa3aTbCs OT NPaKTUKW perynap-
HOrO MCMONb30BaHWs aHTUOMOTNKOB (AB) y 3A0POBbIX XMBOTHbIX A8 CTUMYSIMPOBAHWS POCTa
1 B NpOUNaKTUYECKUX LiensXx.

HoBble pekoMeHaaumm BO3 HanpaBneHbl Ha coxpaHeHue 3 dekTuBHOCTK AB, nMetoLw X
Ba>kKHOE 3Ha4yeHe B 34paBOOXPaHEHMM, NyTeM COKPALLEHNA HEONPaBAAHHOMO UCNOMNb30BaHMS
aHTMbOaKTepManbHbIX NPenapaToB B XKMBOTHOBOACTBE. B HEKOTOPLIX CTpaHax npumepHo 80%
obulero notpebneHns Ab NpUxoanTCs Ha XXMBOTHOBOAYECKMNI CEKTOP, FAe 3T MeANKAMEHTbI
MCMONb3YI0TCS B OCHOBHOM 1151 CTUMYNMPOBAHMS POCTa 340POBbIX 0CODEN. M3-3a YpeamepHoro
1 HeHaZNeXallero UCrnosb3oBaHus Ab y psafia Bo3OyauTenen TaxebiX MHMEKLMIA yKe pa3Buiach
YCTOMYMBOCTb K MMEIOLLMMCS NleKapCTBEHHbIM CPELICTBAM, @ Ha CTaamMm pa3paboTkn HaxoamnTCs
NV HECKOSbKO NepCnekTUBHbIX NpenapaTos.

Mo pe3ynbTataM cucTemMaTnyeckoro o63opa, onybnmMKoBaHHbIM B XypHane The Lancet
Planetary Health, MmeponpusaTis no orpaHu4eHnio NprMeHeHns Ab B NpOAOBONBCTBEHHOM XM-
BOTHOBO/ACTBE CMOCOOCTBOBANN YMEHBLLEHWIO KONMYECTBA PE3NCTEHTHBIX LITAMMOB OaKTepui
Ha 39%. C y4etom 3T0ro ¢ 2006 1. B EBponenckom Coto3e 3anpeleHo 1cnonb3oBaHne Ab ans
CTUMYNMPOBaHMS POCTa B XMBOTHOBOACTBE. KpoMe Toro, B OTBET Ha 3anpochkl NoTpebutenen
HekoTOpble KpyMHble onepaTopbl pbiHKa NPUAEPXMBAIOTCH NONUTUKL MPON3BOACTBA «HNCTOMN»
MsACHOM npoaykumn (Boobue 6es AB).

C 2005 r. BO3 perynspHo nepecMaTpmBaeT nepeyveHb NPOTMBOMUKPOOHbIX NpenapaTos,
KPUTMYECKU BaXKHbIX OS5 NeYeHns YenoBeka, YToobl COAencTBOBaTh MX paumoHanbHOMY Npn-
MeHeHWIo. B lokyMeHTe 5-ro nepecmoTpa, onybnvKoBaHHOM B anpere TeKyLLero rofia, Cambii
BbICOKMI MPUOPUTET Cpeam KpUTUYeCKM BaxHbIx Ab NprcBOeH XMHOMNOHaM, LedanocnoprHam
(HaumHas ¢ Il nokoneHus), Makponuaam, Ketonnaam, rmmkonenTuaam v NoAMMUKCUHAM (KO-
CTUHY). Mo MHEHMIO 3KCNepToB, 3TV AB ABAIOTCA «NOCeAHeN HaaexXaoM» B ne4eHNn MHheKUNR
Y YemnoBeka, BbI3BaHHbIX LUTaMMaMu GakTepuii C MHOXECTBEHHOW NNeKapCTBEHHOM YCTOMUYMBOCTBIO.

MoyTn 3 MAH YenoBek UMEIOT JOCTYN K Tepanuu renatuta C

B Hayane HosbPsA B bpa3ununmn coctoancs BceMmpHbIn camMmnT no renatuty. OpraHu-
3aTopamu opyma BbICTynunm BO3 1 BceMmnpHbIn anbaHC no renatuty. Llensio Meponpusatng
ObIN10 NPU3BaTh MUPOBOE COOBLLECTBO K peLlnTebHbIM AeNCTBUSM N0 6OpbOE C 3TUM FPO3HbIM
3aboneBaHMeM, KOTOPbIM Ha CErofHs CTpagaloT bonee 325 MIH YenoBek B Mupe. pu 3ToM
eXerofjHo renatut obycnosnveaeT Oonee 1,3 MiH neTanbHbIX NCXO40B. B cammuTe NpuHsann
ydacTve 900 generatos 6onee yem 13 100 CTpaH, B TOM YMCIIE MUHUCTPbI 34,PaBOOXPAHEHNS,
PYKOBOAUTENN HALMOHANbHbIX NPOrpaMM M NpeAcTaBUTENM NaLMEHTCKMUX OpraHn3aLmm.
Mo nToram KoHbepeHLUMM 0OHOBNEHbI 0653aTeNbCTBa rNobanbHbIX NAPTHEPOB MO ANUMUHALMM
BMpPYCHOro renatita k 2030 r.,, oTpaxeHHble B cTpaTernv BO3 v Liensax B 06nactu yCToNYMBOroO
pa3sutmna OOH.

CyLiecTBeHHOE CHUXeHWe LeH Ha npenapaTbl 419 NeYeHns renatuTta, B TOM Y1ce 3a cHet
MCMOMb30BAHWS FeHepUKOB, MNO3BONNO0 PACWNPUTL JOCTYN K HEOOXOAMMOMY JIeHEHUIO.
B TeyeHne nocnenHmx 2 net pekopaHoe YMCOo No4en — 3 MIH YenoBek — CMOMV NONy4Y Tb
Tepanuio B cBA3n c renatntom C; B 2016 1. 2,8 MIH YefloBeK Havanu NoXmM3HeHHoe fieyeHne

renatuta B 1 1,76 MnH nauveHToB ¢ renatutom C cTanu NpuHMMaTb HeobxoamMble npe-
napathbl, Toraa kak B 2015 . nofo0HY0 BO3MOXHOCTb MMeNu ToNbko 1,1 MITH 60MbHbIX. DTN
BaXKHble BeXV — Wb NepBble Warn Ha nyTm goctmxerns k 2030 r. uenun no obecneyeHuio
Hagnexawmm neveHmnem 80% HyXOalOLWMXCA B HEM.

Mo cocTosaHMio Ha 2015 rog 06 MHMKLMPOBaHMM BbIN OCBEAOMIIEHbI MPEANONOXUTENBHO
Kax bl 10-1 naumeHT ¢ renatutoM B 1 kaxapln 5-1 6onbHow ¢ renatutom C. [ins GbicTporo
paclWVpEeHNs oxBaTa Tepanmen HeobxoanMOo NOBbICUTL 0ObeM NPeAOCTaBNEHUS YCIYT MO TeCTU-
POBaHMIO 1 ArarHocTvke renatnta B n C.

B 2015 . noka3zaTenu MHPUUMPOBaAHNSA renaTMToM B cpeain AeTelt B BO3pacTe A0 5 NeT CHK-
3nnuncek 0o 1,3% no cpaBHeHWio € 4,7% B LOMMMYHM3aUNOHHbLIV NEepUOL, YTO B 3Ha4YUTeNb-
HOW Mepe 00bACHAeTCA Bo3pacTaloler BocTpeboBaHHOCTLIO BakKLMHALMK MPOTUB renatnTa
B. TeM He MeHee ycnyrn no yMeHblUeHWio Bpeaa Ans nuu, ynoTpednsiowmx MHbeKUMOHHble
HAPKOTUKW, N MHDEKLNOHHBIA KOHTPOSb BO MHOTUX Cy>0ax 34paBOOXPaHEHMS OCTaOTCS
Ha HM3KOM YpPOBHe, YTO B rNobanbHOM MacliuTabe exerofHo NpMBOANT K NosiBReHuio 1,75 MH
HOBbIX Cly4YaeB MHPULMPOBaHMA BUpPYycomM renatmuta C.

Moppepxka ceMbsiM B yxofe 3a 607bHbIMU fieMeHLuen

MaumeHTbl C AeMEHLMEN NOCTeNeHHOo TePSAIOT NaMsATb M CMOCOBHOCTL pellaTh ObITOBbIE BONPOCH!,
a Tak>ke MOryT NPOSBASATL arpeccuio, anaTuio, Apyrue Buisl npobneMHoro nosefeHus. Hanbonee
4acToON NPUYMHOW JeMeHUMM ABNaeTca OonesHb AnbLrenmepa (60-70% cny4yaes). B ocTanbHbIX
(20-30%) cny4asx MMeeT MeCTo cocyamcTas aeMeHuUms. MNockomnbkKy AeMeHUMs YacTo NpUBOaNT
K MHBaNMAHOCTM N 0OYCNOBAMBAET 3aBMCMMOCTb OT OKPY>KalOLWMX, C 3TUM COCTOSIHMEM TPYAHO
CMPaBUTLCS Kak BOMbHbIM, Tak U X POACTBEHHMKAM 1 NTMLAM, OCYLLECTBASAIOLWINM YXO.

D deKTUBHbIX CNTOCOOOB NeYeHNs 1 NpefoTBPaLLeHUs NPOrpeccMpoBaHNS AEMEHUMN Ha ce-
rOOHSA He CyLLecTByeT, MO3TOMY Tepanuns CBOLAMUTCA K KYNMPOBaHMIO CUMMNTOMOB. 10 OLeHKaM,
0KOJ0 47 MITH YenoBekK B MVpe 60sbHbI AeMeHLMen (13 HUX 0KONo 58% NPOXMBAIOT B CTPAHAX
C HU3KUM 1 CPeHMM YPOBHEM [OXO0B), MO NPOrHo3am skcnepTos, K 2050 I. MX KONM4eCTBO
focturHet 131,5 MiIH. HecMoTpst Ha CTpeMUTENbHbIR POCT 3ab0eBaeMoCTu, AEMEHLMS 10 CUX
nop He NpM3HaHa NpUopUTETHON NPobIemMon 0bLLECTBEHHOIO 3APaBOOXPaHeHWS, TO eCTb Nof-
Llep>XKa ¥ MOMOLLb, CTONb HEOOXOAMMbIe BOMbHBIM U VX CEMbSAM, He NPeaoCTaBAfIOTCS.

B Mae rocynapcTsa — 4neHbl BO3 npuHsnv nepBbIvi rmobanbHbii NiaH no bopbbe ¢ gemeHumen
Ha 2017-2025 rT., B KOTOPOM COLEPXUTCSA NMPU3bIB Pa3BMBaTb NOAAEPXKKY OONbHbLIX AEMEHLIMEN
N UL, OCYLLEeCTBAALWNX yxoh. PaHee BO3 Havana TeCTMpOBaHMe 3KCNePUMEHTANIbHOWM OH-
NarH-NporpaMMbl iSupport Ans nuL, oCyWecTBASIOWMX yX0[ 3a O0NbHbIMY AeMeHUMeN, 1 XAeT
OT3bIBOB M0 Hel. B nporpamme npencTaBneHa 0CHOBHas HhopMaLms o 6onesHu 1 pearmpo-
BaHWK Ha NpobnemMHoe noBefeHre, a Takxke 0 TOM, Kak NiLa, OCyWecTBASOLLMe YXO4, MOTYT
(1 DonXXHbI) NomMorats cebe.

B onybnukoBaHHoM BO3 gokymeHTe «KOMMANEKCHbIN yX0[ 3a NOXWIbIMA TOObMW: PYKO-
BOZICTBO MO MEPONPUATUAM Ha YPOBHE ODLLMH, CBA3AHHbBIM CO CHUXEHWEM MHAUBUOYANbHOIO
noTeHUMana» coaepxXarcs pekomeHaaumnmn no peleHnio npodnems! AeMeHUUN ANs OpraHoB
06LecTBeHHOro 3paBooxpaHeHKs. Tonbko KOMMNeKCHas JONrocpoYHas cmcTemMa yxoaa, agan-
TUPOBaHHas K MECTHbIM YCNOBUSM, KYNbTYpe 1 pecypcam, No3BonnT 60NbHbIM eMeHLen BECTU
LLOCTOMHbBIN 00Pa3 XM3HN.

OdomumanbHbiin cant BO3: www.who.int

Moarotosuna Onbra TarapeHko






