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DT0 BTOpas U3 YETHIPEX cTaTei, OOHOBISIONINX CTAHAAPTHI
EBponeiickoro obmectBa no kucrozHomy ¢puodposy (ECFS) B
OTHOIIICHUHU OKa3aHUs MEIUIIMHCKOM oMol JroasM ¢ MB. Jlannas
CTaThs MOCBAIICHA BOMIPOCaM 00€CTICeUCHHS U TIOICPKAHUS 3I0POBBSI.
PykoBopsiiiiue mpuUHIIUIIBI COCTABIICHBI C UCIIOJIB30BAHUEM
JI0Ka3aTeIbHOM 0a3bl U C MHUPOKUM YIaCTHEM 3aMHTEPECOBAHHBIX
CTOpOH, BKJItouasi coodmectso MB. ABTopsl mpeaocTaBuiIn
MTOBECTBOBATEIHHOE OMMCAHUE TEMBI U 00JIE€e TUPEKTUBHBIE
YTBEPKACHUSI. DTH YTBEPKACHUS OBLITU MPOBEPEHBI C MOMOIIIHIO
METO/Ia SKCIIEPTHBIX OIICHOK, U TI0 UTOTY OBLIT IOCTUTHYT XOPOIIHIA
YPOBEHb COMIALICHUS B paMKaxX IMIMPOKOU IPyIIbl IO BCEM
YTBEPKACHUSIM.

DTU PYKOBOASIINE MPUHIUIIBI TOJYEPKUBAIOT BAXKHOCTh
MHOTOMPO(UILHON KOMaHIBI 110 JiedueHnio MB, a Takyke OnmuchIBarOT
pa3paboTKy Mojieei OKa3aHus MOMOIIH, BKIII0Yasi BUPTyaTbHbIC
KOHCynbTauuu. [loguepkuBaroTCss OCHOBBI MOAACPKAHUS 310POBbS,
BKJTIOYasi HEOOXOUMOCTh (PM3MUECKU aKTUBHOTO 00pa3a KU3HU U
CTPOTOro OTKa3a OT BCEX HEMEIULIMHCKUX CPEJCTB ISl MHT SN,
BKJIIOYAst 3JIEKTPOHHBIE CUTapeThl. PaccMaTpuBaeTcst mporpecc B
Teparnuu MOIYISITOPOM PErYIIATOpa TPAHCMEMOPAHHOHN MPOBOANMOCTH
ipu mykoBuciuaose (CFTR), Bkitouas BO3HUKAIOIINUE HEXKEIaTebHbIE
SIBJICHUSI 1 PEKOMEHIALINH 110 CHUYKEHUIO JT03bI U MPEPHIBAHUIO
JICUCHHUSL.

DTOT IOKYMEHT COJAEPKUT PEKOMEHIAINH, KOTOPbIE IPUMEHHUMBI KO
BCEM J10AsM ¢ MB, He3aBUCUMO OT BO3pacTa, COOTBETCTBHUS
TpeOOBaHUSM U JIOCTYIIA K TEPAMUU MOIYISITOPAMHU.
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1. BBenenue

3TO BTOpast U3 CEPUU U3 YETHIPEX CTaTei, OOHOBISIONIMX CTAHJAPTHI B OTHOIICHUH OKa3aHUs
MEAMIMHCKOM MOMOIIM JoasAM ¢ MykoBucuuznozoM (MB), koopaumnupyemsle EBponeiickum
obmecTBoM 1o kuctozHomy pubdposy (ECFS). Dtu crarbu ObUTH MOATOTOBICHBI aKaIEMUYECKUMU
Y MEAMLIMHCKUMM dKcIiepTaMu B obnacti MB B coTpynHuyecTBe ¢ 1toapmu, crpagaromumu MB,
u coobmmectsoM MB. Ilpenpinymas perakiMoHHas CTaThsl ONUCHIBAET CTPYKTYPY, COAEPIKaHNE U
HOBBIE pa3pabOTKU B paMKax 3Toi cepuM u3 4eThlpex crareif [1]. Ota crares «ObecneueHue u
MOAJEPKAHUE  30POBbS» WJUIIOCTPUPYET H3MEHEHus B JiedeHMM MB, ocHOBaHHBIE Ha
3HAUUTENBHBIX COOBITUSAX, MPOU3OLIE/IIINX 32 MOCIIECAHNE /1BA ICCATUIICTHS.

IlepBas ctarbst U3 cepuu 1oJ Ha3BaHUEM «CBOEBPEMEHHAs U TOUHAs JUArHOCTUKA» W3Jaraer
OCHOBHBIE HAalIPaBJIEHUS Pa3BUTUsI CKPMHUHTA HOBOpOXkAeHHBIX (NBS) [2], koTopblil B HacTosee
BpeMsI paclpoCTPaHUIICS Ha OOJIBIIMHCTBO CTPaH, B KOTOPBIX 3a0o01eBaeMocTh MB 3HaunTenpHa.
B pernonax c¢ naBHO cyliecTBYHOIIMMU Iporpammamu NBS B Hacrosiiee BpeMs O4YEBUIHBI
IIPEUMYLIECTBA PAHHEHN TUAarHOCTUKH.

NBS cnocoOcTByeT paHHEMY JCUEHHIO MaTO(PHU3HOIOTUYECKUX IMOCIEACTBUNA TUCHYHKIUU
perynstopa TpancMemOpaHHOU mpoBogumoctu npu mykoBuciumosde (CFTR), obGecreunBas y
monel ¢ MB omM4YHBIA HYTPUTUBHBINA CTAaTyC, 3aIIUTY ABIXATEIbHBIX IIyTEW OT XPOHUYECKON
MHQEKIUH 1 310POBBIN U aKTHUBHBII 00pa3 )KU3HU. ITH «0a30BbIe» MPUHIIHIIBI, JISKAIIHE B OCHOBE
neyenns MB, npuBenu K yCTOHYMBOMY yIyUIIEHHUIO MIEPCIIEKTUB U Onarononyuus oaei ¢ MB.

3a mocieaHee AECATUICTHE MOSBWIMCH HOBBIE pa3pabOTKH, KOTOpBIE HEMOCPEICTBEHHO
HampaBlIeHbl Ha YCTPaHEHHWE OCHOBHOTO MoJeKyilspHoro pnedexra npu MB. Tepanus
moxyistopamu CFTR, siBisiromasics Ha CETOAHSAIIHNAN I€Hb €AMHCTBEHHON JOCTYITHON BapUaHT-
cnenuduaeckoit repanueit (VST), u3MeHHNIa KIMHUYECKHE UCXOIBI y Jtouei ¢ MB, xoTopsie
HMMEIOT MPABO Ha TAaKOE JICYEHUE U UMEIOT AOCTYIl K Hemy [3].

Pexomenpanuu, conepkaliuecs: B HaCTOALLEM TOKYMEHTE, OTPAYKAIOT MEHSIOLYIOCS CUTYaLUIO
B 1eueHnu MB. Ecnu He yka3aHo MHOE, ONMCAaHHbIEC KOHLIECTIIIMY U TPUHIUIIBI JICYEHHS] OTHOCATCS
KO BceM JitoziaM ¢ MB, He3aBucuMO OT Bo3pacTa Wi NpuMeHeHus tepanuu monynsaropamu CFTR.
[Ipy HEOOXOAMMOCTH PEKOMEHJALMHU TakXKe TOAXONAT [UIi PpOJUTENeH WM  JIMII,
OCYILECTBIIAIOMIMX YXO 3a IeTbMU U MOJIOABIMU JItoApMu ¢ MB. MBI nognepxuBaeM COBMECTHOE
IIPUHATHE PEILICHUH C y4acTHEM Beex Jitofer ¢ MB u ux cemen.

JIronu ¢ MB u MeuimHCKe paOOTHUKH TOJKHBI yYUTHIBATh, YTO CPEAA, B KOTOPOI OHU KHUBYT
U paboTaroT, MeHseTCs. BakHO OBITH HENpenB3sITHIM K MHHOBAIIMOHHBIM IIOIXOAaM, a TaKXkKe
obecrieunBaTh B JIOOOH CUTyallud OKa3aHHE MOMOIIM Ha OCHOBAHMU HAWIYUIIMX UMEIOIINXCS
(akTHUECKUX TaHHBIX U COXPAHATH KAY€CTBO OKA3bIBAEMOM MMOMOIIIH.

[lepBpie Tpu pasaena 3TOKM CTAaTbU OXBATHIBAIOT OCHOBHBIE KOMIIOHEHTBHI MOAAECPKaHUS
3OPOBBSI: 00ECIIEUCHUE OTIUYHOTO COCTOSIHUS MUTAHUS (HyTPUTUBHOTO CTaTyca), MOAIepKaHue
3OPOBBSI JIBIXATEIBHBIX MyTeH W 3aHATUS (U3NYECKUMH YIPAKHEHUSIMH. 3aTeM aBTOPBI
paccMarpuBalOT MOJEIM OKAa3aHWs MEIWLMHCKOM IIOMOIIM, ONMUPAsCh Ha NPEAbIIyLIUe
pekomenpauuu  ECFS, u oneHuBalOT MNOTEHIMAN JUCTAaHUMOHHOM mnomomu. Hakowner,



OIMCBIBAIOTCS] BOMPOCHI MPUMEHEHHSI JIEKAPCTBEHHBIX CPECTB, BKIIOYAst pa3pabOTKH B 00IacTu
VST.

Panee Obl1a onrcana METOIOIOTHSL, UCTIOTIB30BAHHAS JJIsl CO3/IaHUS U JOCTI)KEHHS KOHCEHCyca
10 TOMY OOHOBJICHHIO U pacimuperuto ctannaproB ECFS B oTHoIIEHNN OKa3aHUS METUITUTHCKON
nomomy [2]. Bxparie, MeXIUCHUIUTUHAPHBIA NPOQMIBHBIA KOMUTET CO3Aall CTPYKTYDPY,
MIPUITIACHI aBTOPOB M PACCMOTpEN pabOThl U yTBEPXKIACHHUS aBTOPOB. YTBEPKACHUS MPOILIH
IIPOBEPKY C IOMOIIBI0 METOAA JKCIEPTHBIX OLIEHOK, IMPOJAEMOHCTpUpoBaB mnopor >80 %,
yKa3bIBAIONIMKA Ha KOHCEeHCyc. IIpoQuibHBIH KOMHTET pPaccMOTped BCE KOMMEHTapUH MU B
COOTBETCTBYIOIIMX CIIydasiX CKOPPEKTHpOBal yTBepxkaeHus (tabmuma 1). CnenuanaucTsl,
MIPOBOMBILIUE HKCIIEPTHBIC OLIEHKH, EPEUNCIICHBI B JOMOJHUTEILHON Tabnue 1, a pe3ynbTarsl
HKCTIEPTHBIX OLIEHOK MPECTABICHBI B IOTIOIHUTEIHHON Tabnuie 2.

2. JlocTaTouHOE MUTAHHUE
2.1. [lumanue maradenyes
Kpuc Cymum, Jumumpuii /lexnepk

B nmnocnenHue necATUneTHs COCTOSHUE MHTaHUSA (HYTPUTHBHBIM CTaryc) MIIaJEHLEB
MIPOIOJDKAJIO YAYUIIAThCsl, BO MHOTOM OJlarofapsi paHHEMY BHEJPEHUIO HY TPUTUBHOM MOJICPIKKH,
craBieil Bo3MoxkHoi Omaronaps NBS [4—7]. lannsie peectpa CLIA moka3sIBaloT, 4T0 MEeIUaHA
BECA OTHOCHUTEIIBHO K POCTY MJIAJICHIIEB IPEBBIIIAET PEKOMEHYyeMbIH 50-i1 IpOLEHTHIIb B IEPBBIE
JIBA TO/Ia KU3HH, OJIHAKO MEANaHa JJIMHBI Tejla OCTaeTcsa Hike oxkuaaeMoi [8,9]. TumarenbHbIi
MOHMTOPHHI, COIVIACHO MPEAbIAYIIMM PEKOMEHJAIUAM, CBSA3aH C YIy4YIIEHUEM I[OKa3aTesen
pocta. ONTUMAaNBHBIA POCT B paHHEM BO3pACTe BIMSIET Ha AOJITOCPOUYHBIE PE3yJbTaThl, BKIOYAs
¢byskuro nerxanus [10-15].

I'pynHOE MOJIOKO ABIISETCS JIyYIIUM IMUTAHUEM ISl BCEX JI€TEl IPpyJHOrO BO3pacTa, BKIHOUas
nerei ¢ MB (yrBepxnaenue 1) [5,16,17]. Yacrtota ciydaeB TIpyqHOIO BCKapMJIMBaHUS
BapbUpPYyeTCs, HO COOOIIAeTC s, YTO OHA HIXKe, 4YeM y miajaeHieB 6e3 MB [16]. Komanna nomorniu
npu MB* nomkHa mooumpaTe 1 NOAJIEPKUBATH TPYAHOE BCKAPMIUBAHUE H, €CIIM 3TO BO3MOXKHO
Ha MECTHOM YPOBHE, 00paIaTbCs 32 MOMOIIBIO K CIEHUANNCTY, HaIpUMeEp, K KOHCYJIBTaHTY MO
IpPyAHOMY BCKapMJIMBAaHUIO, HA PAHHUX CTAIuAX IuarHoctuku [13,18].

e *JIpumeuaHue HAayYHOTO KOHCYJIBTaHTa IIEPEBOJIA: 3/1€Ch U 110 BCEMY TEKCTY HUXKE aBTOPHI
nyOnuKay ucronb3ytoT yerossmeecs B Meautmie CILIA u EC nonstue «cystic fibrosis
care teamy, «komanaa rnomouy npu MBy». Peds uzer o MyJIbTHAMCIUIUIMHAPHON KOMaH/1e
MEIUIIUHCKUX CIIEUAIMCTOB M BCIOMOTAaTEIbHOTO NEepcoHaia, paboTaroImuX B IIEHTPE
MYKOBHCLH032.

Ilocne mNOCTaHOBKM JAMarHo3a HEOOXOIMMa BCECTOPOHHSAS TMONACPKKA M PETyJspHOE
HAOMIOIEHNE Y cTIelMaIicTa o muTanuio (aueronora) npu MB. [ToTpeOHOCTE B 3aMeCTUTENHHON
Tepanuu npenaparamu pepMeHToB nomkenynouHoi skenes3sl (PERT) momkna ObITH ompeneneHa
0e3 mpoMe IeHUS TTOCPEICTBOM KIMHIHUECKOHN OIIEHKH U u3MepeHus ¢pekanpHou amactasbl (FE-1)
1, €CJIM BO3MOXXHO, MUKPOCKOIIHH (heKaIbHOTO *kHpa. KirtoueBbIMH MOMEHTaMH, Koraa TpedyeTcs
MOJJIEPKKa B IUIAHE NIUTAaHUA U peKoMeHauui no no3uposke PERT B mitaneHuectse, sBIAIOTCA
M3MEHEHUS METOI0B KOPMIICHHMsI, HAIIPUMED BBEACHHUE aJIbTEPHATUBHBIX MOJIOYHBIX IPOAYKTOB U
TBEPIOU MHUILH.



[Tpu 3amennennn pocta peObEHKY sl ONTUMU3ALMY TTOTEHIIUAIA POCTAa MOXKET MOTPEeOOBATHCS
oboraleHne rpyJHOro MOJIOKa U TI00aBJIEHHE COOTBETCTBYIOIINX OOOTAIIEHHBIX cMecel [16].

o 20 % neteit c MB nMerOT MEKOHUEBYIO HEIPOXOIUMOCTh KHIIIEYHUKA (MEKOHHEBBIHN HUIIEYC)
BCKOpE IOCIIe POXACHUS, U MHOTHMM M3 HHUX TpeOyeTcsi XUpypruueckoe BMemareiabcTBo [19].
3anepxKa pocta MOXeT Habmonarbes mpumepHo y 40 % aereil rpynHOro Bo3pacta ¢ MEKOHUEBBIM
wieycom [20, 21]. D10 momuepkuBaeT HEOOXOOUMOCTH 3a0JaroBPEMEHHOTO IUIAHUPOBAHMS
MIUTAHUS, BKIIIOYas IAPEHTEPATIbHOE MUTAHUE JUI MIIQJICHIIEB, HYKIAIOIUXCS B XUPYPTrUYECKOM
BMematenbeTBe [21]. PanHee HampaBiieHHE K COOTBETCTBYIOUIUM CIICIIMAIIUCTAM U MIPUBJICUCHUE
KOMaH 16l ToMoly Ipy MB uMeroT BaskHOe 3HaYEHUE AJIs 3TUX ceMel (YTBepKIAeHue 2).

[IpueM mnuiM B paHHEM BO3pPACTE OIpPEAEsAET MOTECHIHUAIbHBIE JO0JTOCPOYHBIEC IMUILEBHIC
npuBbluky [21]. Ilens cocTouT B cOaTaHCHPOBAHHOM IMOAXO/E K BAXKHOCTHU JETCKOTO MHUTAHMUS,
n30erass mpu 3TOM YPE3MEPHOTO BHUMAHHS K YBEITUYCHHUIO Beca, KOTOPOE MOXKET BBI3BATH
HEHY)KHOE OECMOKONCTBO y CEMbH U HETaTUBHO MOBJIHSTH Ha MTUIIEBOE TOBEICHUE peOCHKA.

2.2. [loooepoicka npasuibHo20 nNUmMaHus, y008iemeoperue u nogedenue
D00u Jlanoay, Monuxa Muenyc, Tamvsna Ilpecciep

JlocTrKeHHe ONTHMAJIBHOIO CTaTyca MUTaHWs i jroned ¢ MB HampasieHo Ha pelieHue
npoOieMbl  HEAOCTAaTOYHOCTH INHUTAaHUS C  OJHOBPEMEHHBIM TNPU3HAHHEM  pacTylleH
pacpoCTPaHEHHOCTH H30BITOYHOTO Beca y Joel Bcex Bo3pacTtoB [22-25]. [lpusnedcHwme
JMETOJIOTa, CIEeUUATU3UPYIOLIerocs Mo NUuTaHuo npu MB, HeoOXoauMo Uil TOMOIIH JIFOISIM C
MB B pa3BUTHM U MOAJEPKAHUU 310POBBIX MPUBBIYEK MUTAHUSA HA NPOTSHKEHUU BCEH KU3HU
(yTBepxneHue 3), Ipu NOCTOSHHOW MOAJIEPKKE U WH(POPMHUPOBAHUH BCEX WICHOB KOMAaHIBI 110
yxony npu MB. Komanaa nomomu npu MB nomkHa urpars akTHMBHYIO POJIb B HaJI30pe 3a
IUTAHHUEM, a TaKKe B cOOpe NaHHBIX JUIS MOHMMAaHUS U3MEHEHUH MOTpeOHOCTEl B MUTAHUU Y
moner ¢ MB [3].

Hetssm u mozapoctkaM ¢ MB MoxeT moHamoOWTHCS TMOBBILICHHOE MOTpebieHue Oenka H
kajopuii [13—15,26]. YToObl MOBBICUTH MOTpedICHNE KaJopHid, 1roau ¢ MB vacto ynorpeonsior
HU3KOKAYEeCTBEHHBIE MPOAYKTHI C BHICOKOHM CTENEHbo nepepadbotku [27-29]. PasyMHO BKJIIOYATH
B palMOH TNPOAYKTHI, Oorarble NMUTATEIbHBIMH BELIECTBAMH, HO JionsM ¢ MB He ciemyer
II0JIaraTbCsl Ha AMETY C BBICOKUM COJEP’KaHUEM KHUPOB I INOJIyYEHUS SHEPTUH, MOCKOJIBKY
MMEIOLIUECS TaHHBIE HE CBA3BIBAIOT 3TO € MOJIb30M [uId 310poBbs pu MB [30]. Otu npoxykTsl
JOJDKHBI 00€CTIeYnBaTh MOCTYIUIEHHE B OPraHU3M HEOOXOJMMBIX IMHUTATENIBHBIX BELIECTB, TAKUX
KakK O€JIOK, TIOJIe3HBIC KUPbI, BATAMUHBI, MUHEPAJIbI, KJIETYAaTKA U CIIOXKHBIE yrineBosl [14,15,30].
Jronam ¢ MB, Haumnaronmm Ttepanuio Moxyistopamu CFTR, criemyer pexomeHIoBarhb
MIPOJIOJDKATH MPHUIEPKUBATHCS BHICOKOKAYECTBEHHOW cOaTaHCHPOBAaHHOM nueTHI [3].

Taoauna 1

YTBEpKICHUS

Ne YTBepxKACHUE

1 Bceskuii pa3, korga TpyqHOE BCKapMIIMBaHHUE BO3MOXKHO, €r0 CJEAyeT MOOLIPSATh U
MOJIEPKUBATh JJIsl MutazieHIeB ¢ MB.




2 Muanenus! ¢ MB, y KOTOpbIX HaOMIONAeTCsl MEKOHHEBBII MIIEYC, OABEPIalOTCs PUCKY Kak
KPaTKOCPOYHOTO, TaK U JIOITOCPOYHOTO AC(PHINTA MUTATEIBHBIX BEIIECTB U HYXIAIOTCS B
paHHEN MOIJEPIKKE CO CTOPOHBI KOMaH/bI 110 yxoAy pu MB.

O0s3aTenpHa MOIEPIKKA CIeMaINCTa 0 MUTaHuio pu MB.

4 Komanzaa noMowmu npu MB noikHa MOOWIPATH 310pOBOE MUIIEBOE NOBEJEHUE HA PAHHEM
JTare }XU3HU, YTOOBI CIIOCOOCTBOBAThH XOPOIIIEMY OTHOIIEHHIO K €/I¢ U IO3UTHBHOMY 00pazy
Tena.

5 3aMecTUTeNpHYI0 Tepamnuio npenaparamu (EpMEHTOB IMOPKEITYJOYHOM KeJe3bl CleayeT

HauMHaTh IPU HAJIMYUU KIMHUYECKHX IPU3HAKOB HENOCTATOYHOCTH IOKEIYIOUYHOU

JKEJIE3bI.

HyTtpuTuBHBIii cTatyc cieqyeT KOHTPOIMPOBAaTh IPU KayKJOM IOCEIIEHNN KIMHUKH.

7 Jlrogsam, noiyvaromum tepanuto moxyistopamu CFTR, ocoboe BHUMaHME CleAyeT yAesITh
HEOOXOIMMOCTH TpUeMa J00aBOK C COJIbIO U BUTAMUHAMH.

8 PexomeHnganmu rno GpuU3MOTEPANNH A1 OYMCTKU JBIXaTEIbHBIX MyTeH, BKITI0OYast PU3NIECKYIO
aKTHUBHOCTH U (PM3NYECKHE YIPAKHEHUSI, CIEAYEeT JaTh C MOMEHTA MIOCTAaHOBKU JMarHo3a.

9 ®wuszmorepanus Ui OYMCTKU JbIXaTeIbHBIX MyTEH IOKHA OBITh MHIUBUIYaTbHOU H
o0ecrneunBaTh OCHOBY IS CAMOCTOSITEIBHOTO JIeueHus JTroneit ¢ MB.

10 IMogpocTkam cleAayeT OKa3bIBaTh MOAJCPAKKY, YTOOBI OHM C OOJbIICH OTBETCTBEHHOCTBHIO
NOAXOOWIM K TEXHHKAM OYHMCTKM [bIXaT€JIbHbIX IIyTed, B LEIAX IOATOTOBKH K
CaMOCTOSTEIIBHON B3POCIION KU3HU.

11 Komanna nomoum npu MB momxna perymspHo oOcnenoBatrs Jitoneil ¢ MB Ha Hanmuume
PUHOCHUHYCHUTOB.

12 Jlronsm ¢ MB crienyer uzberatb KypeHust (AKTHBHOTO U TACCUBHOTO).

13 JIromgsim ¢ MB cnenyer nzberars UCTIONB30BAHMSI SJIEKTPOHHBIX CUTapeT (BEHIIMHTA).

14 PerynsipHble cTaHIApPTU3MPOBAHHBIE TECTHl C (PU3MUECKON HArpy3Kod (B COOTBETCTBUU C
ykazanusimu Paboueii rpynel o ynpaxkaeausM ECFS u PhySIIG) nomkHbI HCTOIb30BaThCS
JUTSI OTIPENIETIEHUS] PEKOMEH AL U TOJEPIKKH, IPENOCTABISIEMBIX KOMAHAOM 110 yXOAY NPU
MB.

15 Komanna nmomormu npu MB nomkHa noAIep>KUBATh JIOEH ¢ MyKOBHCIIHI030M B TOM, YTOOBI
OHU ObUTH (PU3MUECKU aKTUBHBIMH U PETYIISPHO 3aHUMAJIHCh CIIOPTOM.

16 Joctyn k wmHoronpouipHOW KOMaHAe momou npu MB u TecHO CBS3aHHBIM
CHEIMAILHOCTSIM OCTaeTCsl KIIFOYEeBBIM TpeOOBaHHUEM TSI Bcex Jirozeit ¢ MB.

17 Llentp MB nomkeH ananTUpoBaThCsl K YBEINYEHHUIO TPOAOIKUTENBHOCTHU JKU3HHU JIIOAEH €
MB.

18 Jltomu ¢ MB nomkHbl 00ydaThCsi MHOTOMpO(HILHONH KOMaHaoi mnomou npu MB u
II0JTy4aTh NOJAEPIKKY (B TOM YHCJIE YCIIYTH TEIEMEAULIMHEI ), YTOOBI JIy4llle KOHTPOJIUPOBAThH
CBO€ 3JI0POBBLE.

19 JluctaHMOHHAs MOMOLIb MPEAOCTABISAET BO3MOXHOCTh MOHUTOPHHIA M BMEIIATEIHCTBA
0e3 nocemieHus: OOIBHUIIBI, HO HEOOXOAMMBI TaTbHENIIINE UCCIEIOBAHMUS ISl OTIPEICIICHUS
ONITHMAJIbHBIX CTPATETUH.

20 BuptyanbHble KIMHMKM M yXOJ Ha JOMY IpelararoT ajlbT€pPHATUBY TpaJULHOHHBIM
YUpEXKIECHUSAM, HO HE JI0JKHBI 3aMEHATH BCE OUYHBIE OCMOTPHI Bpaua.

21 Tlo Mepe MOsIBIIEHUS] HOBBIX METOJOB JICUeHUsS poib (apmarieBra npu MB cranoBuTCS BCe
OoJiee BaKHOW B ONTHUMM3ALIMHU TOCTABKHU U TUIAHUPOBAHUSA MEIUKAMEHTO3HON TIOMOIITH.

22 JlocTynHBI pa3lu4Hble MOAXOMABI JJIi MOHHUTOPUHIA COOJIONCHUS PEXHMa JICUCHUS, U UX
CJIEyEeT MCIOJIb30BaTh OTKPBITO [ MOLIEPKKH Jirofel ¢ MB u ux cement.

23 Komanas! nomouy npu MB 1omkHbI paboTaTh COBMECTHO C JIIOABMH, CTpagaromumMu MB,
U HUX POJUTEISIMHM/ONEKYHAMH, YTOOBI IMOJIEPKUBATh COOJIONEHHE PEKOMEHIAUN TI0
JICYCHMUIO.

24 Hayano M mnpekpalieHWe Tepaluu JO0JDKHO OCHOBBIBATHCS HA HAWIyYIIMX HMEOLIUXCS
JTAHHBIX, U PELICHUE TOJDKHO IPUHUMATHCSI COBMECTHO C UEJIOBEKOM, cTpajarommm MB.
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25 JIrogam ¢ MB, umeromum nogxonsamue BapuanTel reHa CFTR, cienyer npeuioxuThb
tepanuto moayastopamu CFTR.

26 Jlns neredl paHHEro BO3pacTa M MIIAJCHIIEB HEKOTOPBIE METOABI JIEUEHUS MOAYJIATOPaMU
CFTR wmoryT emie He OBITh JHUIICH3HUPOBAHBI, U BApUAHTHI CJIEAYeT paccMaTpuBaTh Ha
WHIUBUYAJIbHON OCHOBE.

27 Ilpu Havane Ttepanuu Moxymsitopom CFTR mogam ¢ MB u ux cempsaMm cienyer
PEKOMEHJIOBaTh HE3aMEAJIHUTEIbHO COOOIIaTh KoMaHae mnomouw npu MB o mo0bix
3HAUUTENbHBIX U3MEHEHHUAX B (PU3HMUECKOM HITH IICUXUYECKOM 3/I0POBbE.

28 O60 Bcex HeXeNaTelbHbIX SIBICHHUSIX, BO3HUKIIMX B Xoae Tepanuu moxyistopom CFTR,
clielyeT cooOare B CUCTEMY IMOCTPETUCTPALMOHHOTO Haa30pa M B (hapMalieBTUUECKYIO
KOMIIaHUIO.

Coxpamenusi: MB — mykoBucuuno3, CFTR — perynsarop TpancmMeMOpaHHOM MPOBOAUMOCTH

npu mykosucuuaose, PhySIIG — Crenumanshas MexayHapoHas rpyria 1mo Gu3noTepanyu.

[Toompenue 310pOBOr0 MHILEBOTO IOBEIEHHUS Ha pPAaHHEM »JTale >XHU3HU CIHOCOOCTBYET
XOpOILIEMY OTHOLICHHIO K €€ U IMO3UTHUBHOMY o0pa3zy Tena (yrBepxiaeHue 4). IIpuHIMITBI
KOpPMJICHHSI MIIaJICHLIEB/JIeTell paHHero Bo3pacta ¢ MB 1 6e3 Hero cXoxxu, BKIIIO4asi pearupoBaHHe
Ha CUTHaJIbI T0J10Ja U OOUIPEHNE prueMa Uiy 0e3 yroBopos u noakyna [31]. BaxxHo nomorars
MaJICHBKUM JeTAM ¢ MB mpuciaymmBaThCs K CHTHaJIaM CBOETO Tesa M M30erath KOH(PpPOHTAIH BO
BpeMsI €/Ibl, TOCKOJIBKY 3TO MOXKET YBEIHMUUTh BEPOSITHOCTH MPOOIEMHOT0 MHUILEBOTO MOBEACHHS
B Oynymem [13,32]. ns nmereit crapmiero Bospacta ¢ MB moBeneHYeCKHe CTPAaTerHd MOTYT
YMEHBIIUTh KOH(IUKTHI M 3aJ0KUTh OCHOBY JUIS 3A0POBOTO THMTAaHUS BO B3POCIION KU3HHU.
Crparerun BKIIIOYAIOT B ce0s pacCMOTPEHHUE MpHeMa IMHUIIM KaK BO3MOXXHOCTBH JUIsl PYTHHBI U
obmenwus [33] u BoBneueHue uenoBeka ¢ MB B muranupoBanue nutanus [34,35].

Pexomennanuu juis mronedt ¢ MB, y koTopsIx ecTh goctyn k Tepanuu moayinsaropamu CFTR,
JOJDKHBI OBITH COCPEOTOYEHBI Ha O0ECIIEUEHNH OTIIMYHOTO MUTAHUS C YYETOM JIOJITOCPOYHBIX
PHCKOB BO3HUKHOBEHHUSI O)KMPEHHUs (HAIpUMEp, CepAECYHO-COCYIUCTHIX 3a00JIeBaHMIi), KOTOpOE
MOXeET OBbITh MOTEHIMAIBLHON MPOOIEMO 11 HEKOTOPBIX JIFOIEH.

JlocTikeHHe ONTUMANIBHOTO (U3UYECKOrO pa3BUTHUS (HYTPUTHUBHOTO CTaTyCa) 3aBHCUT OT
CKOOPAMHUPOBAHHOM MOIACPKKU CO CTOPOHBI BCEH KOMaH bl oMoy npu MB, a pekomeHnganuu
JOJDKHBI OCHOBBIBATBCS HAa TEKYIIMX MCCIENOBAaHUAX, KIMHUYECKMX pPEKOMEHJIAIUAX U
COrNacoBaHHBIX Toukax 3peHus [13,36]. Komanma momomu mpu MB nomkza oOecneuuThb
BCECTOPOHHIOIO MOIEPIKKY 110 BOIPOCAM NUTaHUs, (PU3MOTEPArIeBTHUECKUX U ICUXOJIOTMUECKUX
acIieKTOB yxoJa. OTO BKIIOYaeT B ce0s MNperoCTaBICHHE PEKOMEHIAIMKA 10 MHTAHUIO U
¢u3nveckoil aKTMBHOCTH C Y4YeTOM HMHIUBUAYaAJIbHBIX CHOCOOHOCTE U  yCTpaHEHHE
MICUXOJIOTUYECKUX (PaKTOPOB, KOTOPHIE MOTYT HOBJIHSTH Ha MUIIEBHIC MPUBBIYKH [37].

2.3. Bamecmumenvras mepanus pepmeHmamu noOHceryOOUHOU dcelle3bl
Kpuc Cymum, Jumumpuii /lexnepk

Bbonee 80 % nroneli ¢ MB UMEIOT 3K30KpUHHYIO HEIOCTATOYHOCTD MOIKETYI0YHOM KEeIe3bl U
HYX/IAIOTCSl B 3aMECTHTENbHON Tepanuu ¢pepmeHTaMu nomkenynounoi xkenessl (PERT) [38].
3a0oneBaHne MOMKENYIOUYHOM kene3pl npu MB  mpensrcTByeT AOCTaBKE 3K30KPUHHBIX
(epMEHTOB, BBI3BIBACT CHIDKEHHE CEKpPEIMM OMKapOOHATOB M MPOAOIDKUTEIHHOE 3aKHUCICHUE B
MPOKCUMAJIbHOM  OTHENe JBeHaauarunepctHodl kumku [14]. Kiuauueckue npu3HaKH,



yKa3bIBAIOIIME HAa HEJIOCTATOYHOCTh MOKEITYAOUHON JKelle3bl, BKIIOYAIOT IJIOXYI0 MPUOaBKY B
BECE U YaCTbIH JKUIKUHN CTYJ, HECMOTPS Ha XOpOLIMi anneTut (yrBepxacHue 5). Huszkue ypoBHu
¢dexkanpHOI Amactasbl-1 (FE-1) B kane yka3pIBaroT Ha HEJOCTATOYHOCTD MMOKEITYJOUHON KEJIe3bl
(<100 MKT/T Kama) U TOATBEPkKAAOT HeobxoqumMocTh ucnonb3oBanus PERT [39]. V mroneit ¢ MB
¢ mpoMexyTouHbIM mokazaresneM FE-1 (100—200 MKr/t kasia) BIOJTHE BEepOSATHA TAaHKpPEeaTHIeCKast
HEJOCTAaTOYHOCTb, M IPU HAJIWYUM KIMHUYECKUX IposBieHUM HazHadyeHue PERT Taxke
1eecoodpasHo.

CootBerctByromas no03upoBka u aoctaBka PERT HeoOXomumbl st KOPPEKIIUN HapyIIeHUN
MUILLIEBAaPEHUS U BCAChIBaHUS NUTaTeNbHBIX BemecTB. PERT cienyer npuHumars co Bcel nUIIEH,
cozieprKallel KUpbl, OCNKH U CIOKHBIC YIIIeBOJbl. PeKOMEHIAIMK BapbUPYIOTCS B 3aBUCUMOCTHU
oT 103upoBKH U BpeMeHH rpueMa PERT, ocobenHo 3T0 KacaeTcst peKOMEHAyeMO# J103bI BO BpeMs
nepekycoB [14,40,41]. ®@akTopsl, BIUAIOINE HA JO3UPOBKY, BKIIOYAIOT KOJIMYECTBO MUIIEBBIX
KHpoB, ucnonbzyemyto ¢Gopmy PERT, yBenuuenue Beca u ximHMueckuid sdpdexr [14,42].
[Tpoextsl, B ToM uncie MyCyFAPP (mycyfapp.eu) u CF Tummy Tracker (cftummytracker.org),
OLIEHUBAIOT a0JJOMUHAJIBHBIC CUMIITOMBI y Jtofeil ¢ MB, 4ToOBI JiydIlie U3yuyuTh U ONPENEIUTh
no3uposky PERT.

PERT cocrosaT u3 numnassl, nporeassl U ammiasbl. CocCTaBbpl pa3IMyaroOTCsl MO JTO3UPOBKE,
coiep>kaHuio U (opme, BKITIOUask MUKPOC(EpHI, MOKPHIThIE KUIIEYHOPACTBOPHUMOI 000JIOUKOM,
TabJeTKH, TabJaeTKH 0e3 KUIIEYHOPACTBOPUMON 00O0JIOUKH, KAPTPUIXKH C JIUIA301 MIIH MOPOIIOK
[14,43]. JIromeit ¢ MB u i1, 0CyImeCTBISIONINX 32 HUIMH YXOI, CIeayeT HH(HOPMUPOBATEH O TOM,
yro cmeHa mnpenaparoB PERT MoxeT nepBoHa4aqbHO TNPHUBECTH K HApYILICHUSM pPaOOTHI
KEITyAOYHO-KUIIEYHOTO TPAKTA, KOTOPhIE MOKHO IIPEOI0JIETh ITyTEM KOPPEKTUPOBKHU JO3UPOBKH.
@depMeHTHI BBICBOOOXKAAIOTCS M3 KHCIOTOYCTHUMBBIX IpaHyd, Koraa pH B 1BeHaanaTunepcTHON
KHIIIKE IOCTUTAeT IpUMepHo 5,5 [44].

Cobmtonenne tpeboBanuit mo nmpumeneHuto PERT sBnsercs crmoxHOW 3amadeil, u 37ecCh
HEoOXOMM WHIUBUAYATbHBIA moaxoa. HoBble naHHBIE CBUIETENBLCTBYIOT O TOM, YTO TEparus
moxyistopamu CFTR MokeT BIuSAT Ha BBIPAXKEHHOCTh IOPAXKEHHUS SK30KPMHHOM 4acTu
MOJIKETYIOYHOM JKelie3bl Y HEKOTOpbIX Jtoneit [45,46]. [ns npumenenus PERT B 3Tom KoHTEKCTE
HEOOXOMMBI JOMOTHUTEIILHEIC CBEICHUS.

2.4. Monumopune npoepecca ¢usuieckoeo (HympumuerHo2o) cmamyca
D0ou Jlanoay, Monuxa Muenyc, Tamvsna Ilpecciep, Sun Mynk, Kesun CayzepH

HyTpuTuBHBIM cTaTyc cieayeT KOHTPOJIMPOBAaTh MpPU KaXKIAOM IOCEHICHUH KIUHUKU
(yrBepxxkaeHue 6). MOHUTOPUHI Beca M pocTa (AJIMHBI Tela B BO3pacTe A0 2 JIET) sABIAETCA
KJIIOYEBBIM KOMIIOHEHTOM JieueHusst MB i nogaepkaHusi ONTMMAJIBHOTO POCTa OpraHU3Ma B
JIETCTBE, a TAK)KE MAapKepoM OJIaromoiydus BO B3pOCIOH Ku3HU. st 1eTeil crapiiero Bo3pacra u
B3POCIIBIX clieAyeT paccuuTbiBaTh UHAEKC Macchl Tena (UMT) [14]. UMT u nepuentiiu UMT
(M z-TIoKa3areny) B OTPAHUYECHHOW CTENEeHHM 00eCHeyuBarOT ONpEACICHUE CBA3U JC(PHUIIUTOB,
M30BITKA WM U3MEHEHHUS Beca C JKUPOBBIMU HJIM HEXHUPOBBIMH OTIIOKEHUAMHU. OLEHKa COCTaBa
TeJa KaK 4aCTh OLEHKU HYTPUTUBHOTO CTaTyca MOXKET IPEA0CTaBUTh OoJiee YeTKYI0 HH(opMaIHio
1t momottu Joasim ¢ MB [47], ocoGernHO B koHTekcTe Tepanuu moaynstopamu CFTR [3].

HenpenB3saTblii MOHUTOPUHT Beca HEOOXOAUMO MPOBOJUTH COBMECTHO C CEMbEH uesloBeKa ¢
MB, a 3arem u ¢ HUM caMuM, Ul MOJAEPKKU OIMCAHHOIO NPABUJIBHOIO MUILEBOTO MOBEICHHUS.



OTO cloXHas 3a1ada, ¥ OHAa TpeOyeT KBaJHM(PHUUHUPOBAHHOTO COTPYIHUYECTBA BCEH KOMAaHIIbI
nomouy pu MB [36]. OueHb Ba)XKHO CpaBHUBATh TEMIIbI POCTA CO CTAHIAPTHBIMU IpaduKaMHu.
Ienn momxHBI OBITh MacIITAaOHBIMM, HO B TO K€ BPEMsl OTpaKaTb I'€HETHUECKUN MOTEHLIUAI
pocra.

VY nereil u B3pocibIX, Nodydarommx Tepanuto moayasatopamu CFTR, ynyuiienue cocrosHus,
YCBOEHHS NMUTATEIbHBIX BEILECTB U allleTUTa MOXKET NPUBECTH K YCKOPEHHIO YBEIMUYEHUS Beca
[48]. DT10 cnenyer mNpeaBUAETh M pPELIATh BOIPOC JEJIMKATHO, MOHMMAs, 4TO H3MEHUTH
YCTOSIBILIMECS IPUBBIUKY MUTAHUS CIOKHO.

BayxHO KOHTPOIMPOBATh YPOBEHD )KUPOPACTBOPUMBIX BUTAaMUHOB A, D 1 E B cbIBOpOTKE KpoBU
HE peke OJHOTO pas3a B ToJl, YTOOBI OLIEHUTHh HEOOXOAUMOCTh UX JOMOJHUTEIBHOTO Ipuema [3].
MynbsTUBUTAMUHHBIE TIpenaparbl, CIEeUUAIIbHO pa3paboranHble ansi MB, cramu Oonee
JIOCTYIHBIMA M MOTYT YIYYIIUTh COOJIONEHHE pEeKOMEHJauuid 1o JjedeHuto. llpuem s3TmX
IIpenaparoB U BausHue Tepanuu Moxyistopamu CFTR noxpa3zymeBaroT, 4To ypOBHM BUTAMHHOB
(ocoOeHHO BUTaMUHa A) WHOTJA MOTYT IPEBBIIATh HOPMAIbHBIN peepeHTHBINH AUana3oH, YTo
TpeOyeT KOPPEeKTUPOBKM WX JOMONHUTENbHOrO mpuema [49]. Crnemyer NOXYEPKHYTH
HEOOX0IMMOCTh MH(POPMUPOBaATh Jrofeil ¢ MB o mocieacTBHsX 4pe3MepHOro MOTpeOIeHHS
BUTaMUHOB [50-52].

Nmeercst HU3KUI yPOBEHB I0KA3aTEIHCTB B HEOOXOIUMOCTH TOOABICHUS COMU U €€ KOJTMYeCTBa
[53]. Omnako Anss MIIAACHIIEB M MAJCHBKUX JeTell 00OCHOBAHME SIBISETCS YOCTUTEIBLHBIM,
0COOCHHO TMpU cyOonTHUMAaNbHBIX MpubaBkax Beca [53]. KpoMe Toro, HEKOTOpBIE IETH CTapIIero
BO3pacTa W B3pOCIbIe, BEAYIINE OYCHb aKTUBHYIO KU3Hb, MOTYT MOJYYHTh IMOJIB3Y OT J00aBOK
COJIM, XOTSI TIOATBEPKAAIOIINE TaHHbIE Bce XkKe orpanndeHsl. [lorpeOHOCTh B conu y moneit ¢ MB
YBEJIMYMBACTCS B JKAPKYIO MOTOAY W B MEPUOIBI JTUXOPAJIKH. BOJIBIIMHCTBO «3alagHbIX» JUET
XapaKTepU3YIOTCsl BHICOKUM COZIEP>KaHUEM COJIM, U 3TO CJIEIYyeT KOHTPOJIMPOBATh U YUUTHIBATH
MpH KOHCYJIBTUPOBAHUU CEMEW MO MOBOMY J00aBOK coilv. BrusHue Tepamuu MOZYISATOpaMU
CFTR Ha cHMXEHUE MOTEPH COJIU MPHU MOTOOTACTICHIUN HEOOXOAMMO YIUTHIBATh MPU ONIPEICIICHUN
MOTPEOHOCTH B CONMM M PEKOMEHJANMi OTHOCUTENbHO muTaHus [3] (yTBepxkiaeHue 7).
AprepuanbHOe 1aBJICHUE TAKXKE CIEAYET 3aKUChIBATh MPU KaXOM MMOCEIIEHUN KIMHUKHU JIOMISIM,
nonyvaromuMm tepanuto moxynsropaMmu CFTR [36], yuuTbiBas BIMSHUE HA BOAHO-COJIEBOM
roOMEeO0CTa3 U UMEIOIIHUECS IaHHbBIE O TUIIEPTOHUH Y YYACTHUKOB KIMHUYECKUX HCCIIETOBAaHUMN (CM.
paznen 7.2).

Jluetnueckne pexoMeHganuu (morpeliieHue Kaublus W BUTaMUHA D) JODKHBI OBITH
HarpaBJIeHbl Ha 00eCTiedeHrne U TOMJIEPKKY POCTa U MPOYHOCTH KocTel. OeHKa MUHEepaIbHOM
IJIOTHOCTA  KOCTHOM TkaHu (MmetogoM JIDPA, JByX»HEpreTMyeckoil  pEeHTreHOBCKOM
abcopOImoMeTpun) AOKHA OBITh MPOBEACHA A0 IMOJOBOTO CO3PEBAHUS IS YCTAHOBIICHUS
MCXO/IHBIX JTAHHBIX, @ 3aT€M IOBTOPATHCS C YaCTOTOU, ONpPENeIIeMO HCXOMHBIMU PE3yabTaTaMH
[54]. Pesymbratel JIOPA Takke NpeaoCTaBISAIOT IMOJE3HYI0 HMH(POpPMALMIO O COCTaBe TKaHEH
opranuzma. Buramun K HeoOxomum mamsi ¢GopMHpOBaHUS KOCTeH; OOHAKO Tpedyrorcs
JOTIOJTHUTENbHBIE UCCIIE0BAHMS, YTOOBI ONIPEEIIUTh 10CTOBEPHBIM OMOMapKep sl MOHUTOPUHTA
noTpeOHOCTEH B JOMOTHUTENLHOM ero BBeaeHu# [50].

3.Ha NYTH K ONTUMAJTBbHOMY 3A0POBLI0 JICTKHX; 0CTABATHCA HaA IIAr' Biepeau



3.1. Quzuomepanus 01 ouucmKu ObIXAMeEIbHLIX nymel
Jluza Moppucon, Bpenoa bammown, Canopa I ypcau, Ksmpun bpayn
3.1.1. Paboma c cemveti om 0uazHo3a 00 nepexooa 80 83pOCIVIO HCU3HD

[Tocne mOCTaHOBKM AMArHo3a CreuanucT mo ¢puzndeckoil peadmimranyu npu MB u uiens
CEeMbH JOJDKHBI pa3paboTarh IUIaH (PU3MOTEparuud U METOJOB OYMCTKU JIBIXAaTENbHBIX IMyTen
(MOJIT) [55,56] (yrBepxkaenue §). st OUMCTKHU JbIXaTENbHBIX MyTEH CIIEAYeT MCIOJIb30BaTh
(bu3noIOrMUECKUe MPUHIUIIBI M COOTBETCTBYOIIYI0 Bo3pacty MOUII [57-60]. CymectByer psin
(bu3HOTepaneBTHUECKIX BMEIIATeIbCTB, THUIMOB W KoMmOuHarmii MOJIIL [57], npu sToMm
(bakTHuecKue TaHHBIE IS IPAKTUYECKOTO PYKOBOJICTBA OTpaHUYeHbI [61-64].

dusnoTepaneBTh (CIENUATNUCTHI IO GU3NUECKON peadmInTai/ KUHE3UTEPANeBThI) JOJKHBI
HAINpaBIIATh U MOJAEPKUBATh poaUTENeH B o0ecrieyeHnr MeHstommxcs norpednocteit B MOII
U TIPOBOJIMMOI Tepanmuu B uX cembe [65—67]. Pomurenu nereét ¢ MB mpuoOperaroT OmbIT U
aJlanTHPYIOTCS K M3MEHEHHSIM 110 Mepe pocTa U pa3BUTHA UX pebdenka [68]. C panHero Bo3pacrta
¢u3noTEpaneBTUYECKOE JICUCHNUE TIOMOTAET JETSAM MPOBOIUTH JICUEHUE C TMOMOIIBIO B3POCIbBIX,
MOJ] UX HAOIONEHUEM U C TIOCTETIEHHBIM yBEITMUYEHHUEM HE3aBUCUMOCTH, TTO3BOJISIONIMM JIOCTUYb
CaMOOpPraHU3alliy U MOBBICUTH YBEPEHHOCTH B cede [57,59,69]. [lereit cienyer yuuTh MOHUMATh
COCTOSIHME CBOUX OPraHOB JIbIXaHUs, CIEAUTh 38 CUMIITOMAMH, OCO3HABAaTh XapaKTep BbIACICHUN
U3 JAbIXaTeJIbHBIX MyTEH U COOTBETCTBYIOUIMM 00pa3om koppekruposarb MOJII [59,70].

YerpemiieHus poauTeNel U 1eTei MOTyT 3HAUYUTEIbHO Pa3IndarhCs, 0COOEHHO B BO3pacTe OT
8 o 18 net. GU3HOTEpaneBThI JOKHBI TIOHUMATh 00€ TOUKH 3pEHHS U TOMOTraTh ()OPMHUPOBAHUIO
obmux nener [71]. IlpaBo MoNoABIX JIOZE HAa y4acTHE B COBMECTHOM IMPHUHSATHH PEIICHHM,
IIPU3HAHHOE HAa MEKyHapOJHOM YPOBHE, PacIIUPsIET BO3MOKHOCTH yesioBeka ¢ MB [72] u moxer
CIO0CcOOCTBOBATH COOMIOACHUIO PEKUMA JICUCHUSI.

Perynspuelii nepecMoTp (U3MOTEPANEBTUYECKUX (KUHE3UTEPANEBTUYECKUX) MPOLEAYp H
KOPPEKTUPOBKA JICYCHHS TIO3BOJIAIOT CEMbSM pa3BUBaTh XOPOIIHE MPUBBIUKH, IPOLEIYPHI
JICUCHUST W MOTHBAIMIO TMOJACPKUBATH COONMIONCHHWE peKoMeHmanuid Bpada [57,59,69,73].
Heo6xonumo perynspHoe HaOmiofeHUe Ui MOCTOSHHOM ONTHMHU3AIMH JIEYEOHBIX MPOLEAYD,
4TOOBI aJaNTUPOBATHCS K MEHSIONIMMCS TOTPEOHOCTAM U MUHUMHU3UPOBATh CIOKHOCTD JICUCHHS
[59,74]. Cuwmxenue wunteHcuBHocTH MO/III crmocoOGCTByeT COOMIONEHHIO pEXHUMA JICUCHUS
[75,76].

WupuBuayanu3anus Je4eHHs C y4EeTOM JIMYHOTO OIbITa YEJIOBEeKa, €ro MpeIroyiaraeMoi
MIOJIE3HOCTU M TPEANOYTEHUN MOXET IOMOYb YEJIOBEKY IpHJIEpKUBaThCs pexuma [55,74]
(yrBepxnenue 9). UnauBHIya bHbIHN IUTaH JICUEHUS JOJDKEH COOTBETCTBOBATH HOBOM KOHIICTIIUH,
TO €CTh OBITh «MATKHM, 3()(pEeKTUBHBIM, MOTUBUPYIOLIMM U caMocTosTeabHBIMY (GEMS, ot anr.
Gentle, Efficient, Motivating, Self-supporting) [74], ¥ HOJDKEH BKIIOYAaTh COOTBETCTBYIOIILYIO
BO3pacTy PU3NYECKYI0 aKTUBHOCTh U (DU3HUECKHE YIPAKHEHUS.

3.1.2. Aoanmayus memooo8 ouucmxu ObIXamenbHblX nymeu y O0emel cmapuieco 803pacma u
83POCTIbIX

[To Mepe B3pocaeHus eTei crapiiero Bo3pacta ¢ MB ux cienyer noompars U NOAAEPKUBATh
B camocroarenbHoM mnpumeHeHnn MO/II mocpencTBoM COBMECTHOTO NPUHATUS PELICHUN
[62,77], mOBBIIIEHUS] YBEPEHHOCTH B ce0€ M TOTOBHOCTH K IIEPEXOAY K MPOLEIypaMm sl B3POCIBIX



¢ MB [78] (yrBepxkaenue 10). [lepexon A0MmKEeH BKIIOYATH paHHEE MOAKIIOUEHUE KOMAHJIbI JJIs
B3pPOCIIbIX, COTPYAHUUECTBO MEXy KOMaHAAMH U B3aUMOJECHCTBHE C MOJIOABIMH JIIOAbMU [ 79—
81]. Yerkas, BbICOKOKauecTBEHHass HHpopMmanus o MeTonax (u3nueckoi peaduIuTaIuy,
aZlcKBaTHas NOAJEpKKa U YIPEKIAIOUIee PYKOBOACTBO JUIS JIUL], OCYLIECTBIISIOIIUX YXOH, U
MOJIOABIX JIIOAEH OyAyT CIOCOOCTBOBATH YCIEIIHOMY MEPEXOAy K MpOoIeaypaM Ui B3POCIBIX C
MB u MoryT yny4muTh npouecc nepexozaa [82]. MotuBaunoHHble 0eceibl MOTYT IOMOYb 3TOMY
npotueccy [83,84].

3.1.3. I[Io0x00vl k ouucmre ObixamenvbHblxX nymeu 0Jisk NPOOYKMUBHBIX NAYUEHINO8

OuncTKa ABIXaTETbHBIX ITyTeH OKa3bIBaeT IOJIOKUTEIBHOE KPAaTKOCPOYHOE BIHUSHHE Ha
TPAHCHOPT CIM3U U PEOJIOTMUYECKHE CBOMCTBA MOKpOThl [64,85,86]. CymectByer Maio
JI0Ka3aTeNbCTB B IOJb3y KAaKOro-TMOO OJHOTO METOoJa B OTHOIIEHUH KPATKOCPOYHBIX
KIMHUYECKUX APPEKTOB, XOTs O0Jiee aKTUBHBIE METO/IbI, TAKHE KaK IMOJIOKUTEIHHOE IaBJICHUE Ha
Bbitoxe (PEP, ot anrn. Positive Expiratory Pressure), CHIKalOT 94acToTy 00OCTPEHHUH JIETOYHBIX
cumntomoB (OJIC) mo cpaBHeHuio ¢ Oolee TACCHUBHBIMH METOJAaMH, TaKUMH Kak
BBICOKOUACTOTHAS OCHWUIALUS rpyaHo kieTku (xwier) [87]. HWuauBmayanuzamus u
xomOunupoBanre MO/IT st moneit ¢ MB [88] MokeT MOBBICUTE 3PEKTUBHOCTD U YITyYIIUTh
COOITIOZICHHE PEKOMEHAAIINI 10 JieueHuto [89].

[TpropuTETHBIM BONIPOCOM HCCIENOBaHUA A Jroaeit ¢ MB Obu10 TO, MOTYT JIM peryisipHble
¢usnueckne ynpaxHenus 3amenutb MOJIl [90], HO HEOOXOAUMBI OMOJHUTEIHHBIC
nokazarenscTBa [91]. Bo Bpems o6ocTpenus BaxkHO, 4T00bI Jitonu ¢ MB MOTTH rpaMOTHO OYHILATh
JBIXaTeNbHbIE IyTH, TIOCKOJIBKY Y YeJIOBEKa MOXKET OBITh MOBBIIICHHOE 00pa30BaHUE MOKPOTHI Ha
(oHe CHIKEHHUS YHEPTEeTHUECKUX (PO3MOKHOCTEH /U1 PU3NUECKUX YITPAKHEHUH.

Jlia Tex, KTo MMEET Ha 3TO IpaBO M MMeeT JocTyn, Tepanus mopyiastopamu CFTR okasana
3HAUUTENILHOE BIUSHHE HA JTIOJICH ¢ BRIPAXXCHHBIMHU 3a00JI€BAHUSMU JAbIXaTEIbHBIX Iy TEeH, TPUYEM
MHOTHE W3 HHUX TIepecTalu MNpOoAyLUUpoBaTh MOKpoTy. [lonrocpounsie s¢dextsr VST Ha
XpOHMYECKYI0 MH(peKuuto npixarenbHbix myteil u OJIC manousBecTHsl, 1 MonsaM ¢ MB crnenyer
npoaoixkarh ucnoiab3oate MOJII [92-94].

3.1.4. Bepxuue ovixamenvhvie nymu; npoonemvl U peulenus

Haunbonee yactbiM 3a007eBaHMEM BEpXHHUX JbIXaTENbHBIX MyTed y mrofei ¢ MB saBnsercs
xpoHuueckuii puHocuHycut (XPC), mpu 3TOM NOJIMIO3 HOCA CUUTAETCS YAaCThIM OCJIOKHEHUEM
[95]. Komanna nomomu npu MB pomxHa perynspHo obcnenoBars mioneit ¢ MB Ha Hammuune
puHOCHHYCcUTOB (yTBepkaeHue 11). [IpakTnuecku Bce B3pocible U I€TH cTapiiero Bo3pacta ¢ MB
UMEIOT peHTreHoaorndeckue npusHaku XPC, onHako JIMIIb y TPETH OTMEUAIOTCS CUMIITOMBI |8,
95-97]. XPC MoxeT NpUBECTH K MOBBIIIEHHON PEaKTUBHOCTH OPOHXOB, XpOHHUUECKON HH(pEKIUN
HWDKHMX JBIXaTENbHBIX TyTeH U yBenuueHuto yactoTsel OJIC BenencTBre NOCTHA3aIBHOTO 3aTEKa,
YTO OTPULIATEIHHO BIMSIET HA Ka4yeCTBO XU3HU [97]. ®u3noTepaneBThl (KHHE3UTEPANIEBTHI) MpU
MB urpatot BaxxHy0 poib B oueHke U JeueHun XPC [88].

BamunupoBansbiii  onpocHuk  SNOT-20/22  gBnsercs oOmMM —~ WHCTPYMEHTOM  JUIS
pacniozHaBanusgs XPC u 3a0oneBaHMN BEpXHHUX MAbIXAaTEIbHBIX IyTEH, ONpEENICHUs] CTENCHH
TSKECTH, OBICTPOTO HampasieHus: Ha obcnenoBanue K JIOP-Bpauy U OLIEHKH OTBETa Ha JICUCHHE
[88,95].



NMerorcs nokazarenbcTBa B 10163y IPOMBIBAHUS HOCA (OPOLIEHMS) 1 MECTHBIX CTEPOUIOB IS
obneryenns cuMntomoB [88, 95]. [IpeanouTUTeTHB N30TOHUYECKUE UPPUTAIIHOHHBIC PACTBOPHI,
B 4aCTHOCTH 3¢ pekTHBHOCTh NokazaHa s 0,9 % pactBopa xinopuna Hatpus [95]. Hexotopbim
monsiM ¢ MB Moxer OBITH Ie7eco00pa3sHO MPUMEHEHHE TONMHWYECKHUX CTEPOMIOB, HO
nokazarenpHas 0aza HemocratouHa [98,99]. Dd(heKTUBHOCTh TOBBIMIACTCS, €CIH BO BpeMs
IIPUMEHEHHUS UCIIOB3YETCsl CUjla TSKECTH, KOoIa 4esnoBek ¢ MB pacronaraer rojioBy 3a Kpaem
KpoBatu [95].

Nwmeromuecss naHHbIe MOATBEPXKIAOT 3(H(HEKTUBHOCTH TOCTAaBKH PACTBOPOB IS MECTHOTO
pacTbUICHHS B TTa3yXH C UCTIOJIB30BAHUEM CIICIIMAIBLHOTO HeOynaiizepa s ma3yx Mo CpaBHEHUIO
CO CTaHmapTHBEIM HeOynaizepoM [96]. ToOpaMUIIMH WM KOTUCTHH MECTHOTO NPHUMEHEHUS,
BBEJICHHBIC B Ta3yXH, MOTYT YMEHBIINTHh WH(MEKIHIO, BBI3BAHHYIO Pseudomonas aeruginosa
[100,101]. HazanbHOe pacmbuleHHE AOpHA3bl anb(pa MOXKET yMEHbIIUTh cumnrtoMbl XPC u
yAy4YIIUTh KauecTBo u3HU [102]. Heobxomumel nanpHEHINE HCCIET0BAHUS, YTOOBI YCTAHOBHUTD
BCE€ MPEUMYIIECTBA TUX METOAOB JICUCHHUS.

Xupypruyeckoe BMEIIATeIbCTBO, TaKO€ KaK (PyHKIIMOHAJIbHAS 3HJOCKOIMMUYECKasi XUPYpPIrHs
Hoca U HocoBbIX mazyx (FESS, or anmi. Functional Endoscopic Sinus Surgery), MoxeT ObITb
s dexTuBHBIM I Tofeil ¢ MB, y koTopbix MeaukameHTo3Hoe JeueHne XPC HeappeKTuBHO.
ITonunel HOCOBOM MONOCTH peUUAUBUPYIOT puMepHO y 80 % nroneit mocie nonumakroMuu [95].
Tepanus monynstopamu CFTR, no-suanMomy, 3HauuTenpHO yayumaer cumnromsl XPC u
peHTreHojornyeckue nokazarenu [95,97,103].

3.2. Yucmuiii 6030yx
Pocc JIonuenu, Kesun Caysephn, Jluza Moppucon
3.2.1. Kypenue cueapem u eeunume

Jloka3zarenbcTBa TOro, 4TO JIIoAsIM ¢ MB He ciieqyeT Kyputb, OHO3HAuHBI (yTBEpKIACHUE 12),
U MBI peKOMEHAyeM JfosiM ¢ MB Taxoke n3berarb 3JIeKTPOHHBIX CUTApeT (TaKkKe U3BECTHBIX KakK
AJIEKTPOHHBIE CHUTapeThl, BEUIIbI WM 3JICKTPOHHBIE CUCTEMbI NOcTaBku HuKoTMHA [DCIH])
(yrBepxkaenue 13). B mpomnuiom pexkomeHaanuu ObUTM MEHEE YeTKHUMH U MHOT/IA TOICP KUBAIIN
AJIEKTPOHHBIE cUrapeThl. JleTH Bce yallle MOABEPraroTCsl BO3ACHCTBHIO CUTApET, IPUUEM Cpenn
MOJIOABIX JIFOAeH HaOmonaeTcst ObICTPBIA POCT UX UCHOIB30BAHUS M PErYISPHOTO YHOTPEOICHHS
[104]. DnexTpoHHBIE CUTapEThl TEHEPUPYIOT Map 3a CUET HArpeBa KUAKOCTH, B KOTOPOH MOXKET
OBITh OYEHB BBICOKAsi KOHLIEHTPAIUsI HUKOTHHA, YTO BBI3BIBACT CUIILHYIO 3aBUCUMOCTbD. [1ap Tarxke
MOJKET COJEPXaTb PAaCTUTENIbHBIN INHMLEPUH, MOIMATUICHINIMKOIbL U MHOXKECTBO XMMMUYECKHX
apomaru3aropoB. [loib30BaTesb MOKET MOABEPTHYTHCS BO3AECUCTBUIO TOKCUUHBIX J03 TAKEIBIX
METaJIOB, BKJIIOYasi HUKEIb, CBUHELl M KaaMuil. B HacTosiiee Bpems CylIeCTBYET MHOXKECTBO
YCTPOMCTB JUIsl TAKOTO THMA KypEeHHs, HEKOTOPbIE M3 HMX OAHOPA30BbIE, 3 HEKOTOPBIE MOXHO
JIETKO MOAU(UIIMPOBATH JIJIsl HCTIAPEHUS JPYTUX BPEIHBIX BEIECTB, BBI3BIBAIOIINX PUBBIKAHUE,
TaKNX Kak KaHHAOWC.

JloArocpouHbie TOCIEACTBYS YIOTPEOICHNUS 3TUX OTHOCHUTEIHHO HOBBIX MPOMYKTOB IO CHX
MOp HESICHBL. DJIEKTPOHHBIE CUTapeThl MOTYT BBI3bIBATh BOCHAJICHHUE JIETKUX, OKUCIUTEIbHBIN
CTpecC, MPUBOASIINUNA K TTOBPEKICHUIO U HEKPO3Y IMUTENHSI, TUIIEPPEAKTUBHOCTH JIbIXaTEIbHBIX
myTeii ¥ W3MEHEHWIO 3amMTHbIX cui yenoBeka [105]. CormmacHo naHHBIM JaOOPATOPHBIX
WCCJICIOBAHUM, >KUIKOCTH I DJIEKTPOHHBIX CHUTapeT MOTYT Hapymarh (yHKIIMIO HOHHBIX



KaHaJoB, BKJIrouas snutenuanbHblii HaTpueBblll kaHan (ENaC) u CFTR, a Takxke comepxarb
BBICOKHE YPOBHU aKpOJICHHA, YTO CBA3aHO C XpOHUUECKUM OponxuToM [106].

3.2.2. Kypenue xanvana

KanpsiH Takke U3BECTEH KaK IIUIIA WM Hapruie. YenoBek BABIXAET bIM, IPOXOIALINMI uepes
BOJY B yallle, C IMOMOIIbIO KYPHUTEIbHOM TPYOKH C JUIMHHBIM TMOKMM HUIaHroM. OTa ¢opma
KypeHUsl SIBJISIETCS TPaJWIIMOHHONW B apaOCKUX CTpaHax M cTaHOBUTCS mnomyssipHoi B CILIA u
EBponie [107]. Pa3znuusble ycTpolicTBa M Marepuasbl LUIaHTa Uil KajlbsHa (IIOPUCTBIE U
HETIOPUCTHIE) MOTYT BIHATH HA BO3JCHCTBUE IbIMAa U XUMHUECKUX BEUIECTB, 0COOCHHO HUKOTHHA
u yrapHoro rasza. Ilo »tum mpuumnHam no6ouyHsle 3()(eKkTsl MOTYT OBITH MEPEOLEHEHbI WIIH
HenooleHeHbl. KpoMe Toro, BIaXKHOCTb, CBA3aHHAS C KYpeHHEM KallbsHa, CIIOCOOCTByeT Oojee
DTyOOKOMY BJIBIXaHHMIO BELIECTB, MOTEHIMAILHO yBeanuuBas nodounsie 3¢pdexrsr [107]. Ceanc
KypeHHsl KajbsiHa OOBIYHO MPOXOAMT B KOMIIAHMM M 3aHUMaeT 45 MHHYT, BKIIOYas JOJITHE
DIyOOKHE «3aTsHKKW» W MCTIONB30BaHUE O0OPYIOBAaHUS COBMECTHO ¢ ApYruMH jroasmu [107].
CunraeTcs, 4YT0 KOHIIEHTpAIMs CMOJ, BIBIXaEMbIX BO BpeMs 3TUX CEaHCOB, Oosee ueM B 35 pa3
BBIIIIE, YEM IIPU BBIKYpUBaHUM 0/1HOU curapeTsl [108]. CoBMeCTHOE HCTI0JIb30BaHNE MYH/IITYKOB
BO BpeMs1 KypeHUs KaJlbsHa MOXET CII0OCOOCTBOBATH NEpeiaue MaToreHoB, onmacHeIx mpu MB [109].

JIromsim ¢ MB crienyet uzberars Bcex (popM KypeHHUs/BIBIXaHUS TaPOB, BKJIIOYAs SJICKTPOHHBIE
CUTapeThl U KaJbsHBI.

3.2.3. IlaccusHoe KypeHue

Tabaunblii 1M B okpysxatomiei cpene (ETS) Takke U3BECTEH Kak MacCUBHOE WIJIM BTOPUYHOE
Kypenue (mocnoBHo ot aHrl. second-hand smoke). ETS mpexacraBnser coboit koMOMHAINIO
«OCHOBHOTO JTbIMa», BBIJIBIXa€MOTO KYPUJIBILUKOM, HITH «[TOOOYHOTO JIbIMa» OT TJICIOIIETO KOHIIA
CUrapeThl, TPYOKH MU CUTaphl, WK Tabaka B KanbsHe. [I0004YHbII AbIM COepKUT Ooiee BHICOKHE
KOHIIEHTpAI[MM HUKOTUHA U KaHUEPOreHOB, ueM ocHOBHOU nbiM [110]. IloBrOpHOE BO3aEHCTBHE
ETS yBenuuuBaeT pucK paka JErKMX y HUKOIA He KypuBIIUX B3pociubix Ha 20-30 % [106]. He
cyliecTByeT Oe3omnacHbix ypoBHeu BozaeictBus ETS nmns moneit ¢ MB Bcex Bo3pactoB
(yrBepxkaenue 12).

4. [loBceTHeBHASI AKTHBHOCTH
Tomac Paomke, 3ou Catinop, Anna Muoonrmon
4.1. Obocnosanue Heobx0OUMOCmMuU uzuteckoll AaKMUBHOCMU U PUIUYECKUX YIPANCHEHU

@dusnueckasi akTUBHOCTh BKJIIOYAET B ceOsl MOBCEIHEBHYIO KU3Hb U OTIBIX, a YIPAXHEHUS
IIEJICHANPABICHHBl U CTPYKTYpUPOBAHbI Ui YIydlleHus (usnueckoidi (GOpMbI UM OYUCTKH
IbIXaTeNbHBIX TyTel. Tur, MmpomoKUTENbHOCTh M MHTEHCUBHOCTH YNPaKHEHHH 3aBUCAT OT
JUYHBIX 1enei. Pu3nueckue ynpakHEeHHsT 00Jer4aoT MYKOUMIMAPHBIN KIMPEHC, 3aMeISIOT
MIPOTPECCUPOBAHUE CHIDKCHHUS (PYHKIMM JIETKMX W MOBBIMIAIOT CHOCOOHOCTh K (DU3NUECKOM
HarpysKe, CHIKEHHE KOTOPOH SBISIETCS MPOTHOCTUYECKUM (PAKTOPOM TPAHCIIAHTALIUY JIETKUX H
cmeptu y mronei ¢ MB [111-114].

BcemupHast opranuzanus 34paBOOXpPAaHEHHS] PEKOMEHAYET YyAeNsITh He MeHee 60 MHUHYT
YMEpPEHHOW U BBICOKOW (PM3MUYECKOM aKTUBHOCTH B JIEHb JJIS IeTeH MIKOIBHOTO Bo3pacta u 150



MUHYT B HEZIEIIIO JUIsl B3POCIIBIX, BKJIIOUAsl IPOBEACHNUE 3aHATUN 10 YKPEIUIEHUIO MBI 2—-3 pa3a
B Hezemo. JloIIKoIbHUKAM cieyeT yAensaTh He MeHee 180 MUHYT B I€eHb Ha pa3/In4yHbIE BUIbI
JESTEIBHOCTH U COKpAIllaTh YKPaHHOE BpeMs (TEIEBU30p, KOMIIBIOTEP) MAaKCUMYM J10 OJITHOTO Yaca
B JIeHb [66]. OTu QyHIaMeHTaIbHbIE pEKOMEHIAIMH 10 (PU3NYECKOM aKTUBHOCTH U M30ETaHUIO
MAaJIOMOJBHXKHOTO 00pa3a KM3HU aKTyallbHbl U BaKHBI aJs mioneid ¢ MB. [lpu pexomennanuu
¢u3nUecKoil aKTUBHOCTH HEOOXOAWMO YUYHMTHIBATH COIYTCTBYIOLIME 3a00/€BaHMs, CBA3aHHBIC C
MB, Ho nmonu ¢ MB 10mKHBI CTPEMUTHCS MAKCUMU3UPOBATh CBOIO (PU3MUYECKYIO aKTHBHOCTH 32
CUeT YBEIWYCHHUS TIOBCEAHEBHOW aKTUBHOCTH (OCOOEGHHO OT YMEPEHHOH 110 BBICOKOH
MHTCHCUBHOCTH), H30€raHus cuasuero oOpas3a >KHM3HH, Yy4YacTHS B CTPYKTYPHUPOBAaHHBIX
TPEHHUPOBKAX M BBEICHUS B TPUBBIUKY IMMO3UTHBHBIX JOJTOCPOYHBIX CTpaTreruil (pu3n4ecKoi
aktuBHOCTH [115, 116]. CnenyeT paccmarpuBaTh ¥ NOOIIPATH APYTUE NOAXOABI K YIIPAKHEHUSM,
HalpyUMep TPEHHUPOBKU C COINPOTHUBICHUEM (C OTITOLIEHUSIMU WIM JaXe MOAHATHEM Beca),
KOTOpbIE MOTYT CIIOCOOCTBOBaTh HAapAIlMBAaHUIO MBILIEYHOW MacChl U U3MEHEHHIO COCTaBa TeNa,
€CJIM 3TO LIEIEeCO00Pa3HO.

HoctynHocts Tepanun Monyinstopamu CFTR orkpeiBaer nepen mroneMu ¢ MB HOBblE
BO3MO)KHOCTH BECTH aKTHBHBIM 00pa3 JKM3HH, HO TaKkKe M co3maeT npobmemsl. Hampumep,
HEKOTOpBIE pearupyroT Ha Tepanuto moaynaropamMu CFTR upe3mepHbimM yBenuuenuem Beca [117],
KOTOPBIH, MO-BUAMMOMY, IPEACTABISIET COOOM KUPOBYIO, @ HE MBIIICYHYIO MACCy, YTO SBISETCS
BOXHOH NpPOOIEMOii, MOCKOIBKY paclpOCTPaHEHHOCTb OXXUPEHUS HEYKIOHHO pacTeT CPeau
mozei ¢ MB [8,24,118,119].

Hns mioneit ¢ M30BITOYHBIM BECOM peryisipHas (u3Mueckass aKTUBHOCTb M (U3NYECKHE
yIOpaKHEHHUs]  ABISAIOTCS  KIIOYOM K  MHUHHMH3ALUMU  pPUCKA  CEPIEYHO-COCYIAHCTHIX H
MeTtabonmueckux 3adoneBanuii [120—122], comyTcTByromux 3a00IeBaHU, KOTOPBIE CTAHOBSATCS
Bce Oonee akTyaJdbHBIME Ui moael ¢ MB Gonee crapero Bo3zpacra. Hekoropsie monu ¢ MB
PELIWIA U3MEHUTh CBOM CXEMBI JICUEHUS! M UCIIOJIb30BaTh (PU3NUECKHE YIPAKHEHHUS B KauyeCTBE
3aMEeHbl TPAJAUIIUOHHON Teparuu OYUCTKH AbIXaTeIbHbIX MyTel. JJonrocpounas 3¢dekruBHOCTD
¢U3NYEeCKUX YNPKHEHUH B KayecTBE TEPalmMHM OYUCTKH JIbIXaTeNbHBIX IyTeld Tpedyer
JTanbHEHIINX HCCIENOBaHUN, a KpaTKocpouHble 3¢ (EKThl B HACTOAIIEE BpeMs H3y4yaroTcs B
kinHnueckoM uccienoBannu ExXACT (NCT05482048) [123,124].

4.2. I[1o0x00b1 K oyeHke U MOHUMOPUHZY dPDEKMUBHOCTNU YNPAIHCHEHUL

JlocTynHbl 0000ILIEHHBIE PEKOMEHAAMU MO CTaHAAPTH3HPOBAHHBIM (PYHKIIMOHAIBHBIM H
n1abopaTopHBIM TecTaM ¢ (U3NUECKOM Harpy3koi, cnennduynsv it MB [125,126]. [Tokazanus
K TECTUPOBaHMIO C  (U3MYECKOM Harpy3kod  BKJIIOYAIOT  ONpeAeTeHHE  a’dpOoOHOM
MIOJATOTOBJIEHHOCTU M (WJIM) MBIIIEYHON CHJIBI, OLICHKY NOTEHLUAJIbHBIX PUCKOB, CBA3aHHBIX C
(GU3NYECKUMH yNIPaKHEHUSIMA, MOHHUTOPUHI MPOrPECCHpPOBaHUS 3a00JieBaHMs, Ha3zHAYCHUE
MHAVBUAYAIbHBIX YIPAKHEHUI M OLEHKY peakUMM Ha IporpaMMbl ynpaxkHeHu# [125,126].
TectupoBanue ¢ (pU3NYECKON HArpy3KOH TaKXKe MOXKET CIY>KUTh HHCTPYMEHTOM MOTHBAIIHH.
JIuHaMU4YecKHe T[0Ka3aTeld, TaKhe KaKk CHOCOOHOCTh K (PU3MUYECKOH Harpyske, MOTYT
NPEIOCTAaBUTh LEHHYI0 MH()OPMAIMIO O B3aMMOCBS34X B ()YHKIMOHHPOBAHHMHM MHOTHX CHUCTEM
OpraHoB  (CEpIE€YHO-COCYAUCTOM, OMOPHO-ABUTATENbHOM, JbIXaTelbHOM). OTH  METOAbI
obecrieunBaroT OoJee MoJIHOE MTOHUMAaHUE COCTOSIHUS 3/10POBbSI UEIOBEKa.

Pabouas rpynna no ynpaxuenusm ECFS (EWG) u CrnennanbHasi MeXIyHapoaHas TpyIma mo
¢uznorepanuu (PhySIIG) npemnarator HeOONBLION psJ TECTOB € (U3MYECKOM HaArpysKoi,



BBITIOJIHSIEMBIX TIOCJIEIOBATEIbHO W B COOTBETCTBUM C BBICOKMMHU CTaHjmapramu [126]
(yrBepxnenue 14). KapauonynsMonansHbiii Harpy3oussiil Tect (KITHT) no3Bonsier onpenenuts
a’pOOHYI0 TOATOTOBICHHOCTh M TOMOTAeT OICHUTh CHMIITOMBI, CBSI3aHHBIE C (HU3MUECKOU
Harpyskoi [125]. Ecim KIIHT mnpoBecTu HEBO3MOXKHO, IOOCTYIHBI CTaHAApTU3UPOBAaHHBIE
PEKOMEHAALNH I JPYTUX MEHEE CIOXKHBIX TecToB [125,126].

4.3. Cmpameauu no00epicKu u 8e0eHUst AKMUBHO20 00PA3a HCUHU

Komanna nomouu npu MB nomkHa nponaranupoBaTh aKTUBHBIN 00pa3 ku3Hu Jitoeit ¢ MB
c camoro panHero Bo3pacta [115]. ®dusznueckas aKTUBHOCTh CEMbU BJIMSET Ha JIOJITOCPOYHBIC
CTpaTeryy MOBEICHUS, CIIOCOOCTBYSI IO3UTUBHOMY BOCIIPHSTHIO U MIPUBEPKEHHOCTH 3I0POBOMY
obpaszy sxu3uu [127]. Jereit ¢ MB mnoompsior y4acTBOBaTh B KIYyOHBIX MEPOIPHUATHUSX,
MHTETpUpyst pu3nueckue ynpaxxHeHus B IOBCEIHEBHYIO XKHU3Hb (yTBEepKIAeHUE 15).

Komanna momomu npu MB pomxkHa npoBepsATh CIOCOOHOCTh K (DPM3NYECKON Harpyske H
IIporpecc B KaXJAOW KIMHHUKE, B HJEal€ COBMECTHO C IICHXOJIOIOM, KOTOPBII IIOMOXET B
IIOCTAaHOBKE LIEJEH, CaMOpEeryisiliud U TNPEeoJOJIeHUM MNpemsaTcTBUi u Heygad [127]. Eme He
ornpenenieH Hanbosee d(PPEKTUBHBIN TUII, TPOJODKUTEIBHOCTS U MHTEHCUBHOCTD YIIPAKHEHUN
g moaeit ¢ MB [113,115]. IIporpamMmsl JOKHBI COCTABISTHCSI MHANBUIYAIBHO U HaXOIUTHCS
0] LIEJIEHAIIPABIEHHBIM PYKOBOJCTBOM Il OIIPEAEIIEHHBIX MOArPYIII C YYETOM BO3pacTa, 1oa,
TSDKECTH 3a00JI€BaHNs, BHEJICTOYHBIX OCJIOKHEHUH, JOCTYITHOCTH M TICUXOJIOTHYECKUX (PaKTOPOB,
o0yCJIOBNUBAIONINX CcTpaTerun Qu3ndeckord aktuBHOocTH [115,128]. Ilnmamsl ¢usndeckoit
aKTUBHOCTH M YIIPAKHEHUN TOJDKHBI pa3paldaThIBaThCs MOCIe KOHCYJIBTAlUU ¢ YeaoBekoM ¢ MB
u ero cembed [127], yunTeiBasi MHAMBUAYAIbHbIE MPEANOYTEHUS B OTHOLIECHUM OKPYXKECHHS,
METOUKH, MPOJOKUTETLHOCTH, UHTEHCUBHOCTH U 4acToThl. Hannuue Be1OOpa, pazHoobpasue u
YHUBEPCAJIbHOCTh MOYET IOBBICUTH BOBJIEYEHHOCTb, YIOBOJBCTBHE U  JIOJTOCPOYHYIO
MIPUBEPKEHHOCTh (PU3MYECKON aKTUBHOCTH, a TAK)KE MOXET CIIOCOOCTBOBATh YBEPEHHOCTH B ceOe
1 aIalITUBHOCTH B NIPEOJOJIEHUM BHE3aNHbIX Heyaad [115,127].

Jlis mrozeii ¢ 6oree MO3THUMU WITH TSDKEIBIMU 3200JIeBaHUSMH JIETKUX, 00yCIIOBICHHBIMU MB,
¢usnueckre ynpakKHEHUS MO-TIPEKHEMY BaXKHBI, XOTS PEKOMEHIAIMH JIOJDKHBI OBITH Oonee
MparMaTUYHbIMHU U JIOJKHBI pacCMaTpUBAThCs aJIbTE€PHATUBHBIC BMEIIATEIbCTBA, TAKUE KAK €3/1a
Ha BeJOTpeHaxkepe u cuioBble TpeHUpoBku [115]. IlocnenoBarenbHoe WHGMOPMUPOBaHKE
KOMaHJIoW 10 yXxomy mpu MB cnocoOCTByeT OnarompusiTHBIM H3MEHEHHSIM B COCTaBE TKaHEH
OpraHu3Ma M YBEJIMYEHHUIO MBIIIEYHON Macchl (CKENETHBIX MBI Yy JitoAeil ¢ MB, xoropsie
MHTEHCUBHO 3aHUMaroTcs (uszndeckumu ynpaxuenussmu [20]. Jlrogeit ¢ MB MoxHO yOenuts B
ToM, 4TO (u3uUeckas aKkTHBHOCTH Oe3omacHa [129,130], ompenenuB WHAWBHIYaIbHBIC
cooOpakeHHs 0€30MacHOCTH € MOMOIIBIO TECTOB € (PU3NYECKOM HArpy3KOd M OLIEHKH OMOPHO-
JIBUTATEJIbHOTO ammapara ¢ MOCIEIyIOIUM COOTBETCTBYIOIUM oOyueHueM. [lepBoHayaibHOE
HaOMIOZIeHWE 3a BBIMOJHEHHEM MPEANHMCAHHBIX IMPOrpaMM (JUYHO MM  TMOCPEACTBOM
TenemMeuuuHbl [20]) TO3BOIUT OTCIIEKHUBATh BO3ACHCTBHE, YINOBOJIBCTBUE M IPENOTBpALICHHE
HEXKENATeNbHBIX (U3UOIIOTUYECKUX PpEaKIHid, KOTOpPhIe MOTYT HETaTUBHO TMOBJIHATH Ha
JOJTOCPOYHBIE CTpaTeruu (puzndeckoil aktuBHOCTH [115]. Pekomenmyercst peryasipHo MpoBepsITh
MIPOTPECC C UCIOIBb30BAHUEM PEKOMEHIOBAaHHBIX TECTOB, YTOOBI KOPPEKTUPOBATH NPOTpaMMy H
MaKCUMHU3UpOBaTh noib3y [91,115].

[TporpaMMbl PU3NYIECKUX YIPAKHEHUH Y4aCTO CabOTHPYIOTCS, U TI0O MEPE B3POCIICHHS YEIOBEKa
cTparerud HeoOxomumo pasBuBarh U amgantuponatrh [131]. Komanga momomtu npu MB nomkHa



paboTarh C TAIMEHTOM, BBIABISAS (DAKTOPHI, BIUSIONINE HAa COONIOACHHE PEKOMEHIAIM TI0
JICYCHUIO, B TOM YHUCIIE (PAKTOPHI, CIIOCOOCTBYIOIIUE JICYCHUIO, CTUMYIIHUPYIOIINE U yCUIMBAIOLIIE
¢dakToppl, a Takke (HU3UUECKHEe M TCHXOocouuanbHble Oapbepsl. [logmepikka nommKHA OBITH
COCpEIOTOYECHA Ha CTPATErHsiX MPEOAOJICHUs TPYAHOCTEH W TMOBENEHYECKHX CTpATeTusX s
MOBBIIIEHUS] MOTUBAIIMH. DTH CTPATETUH MOTYT BKJIIOYaTh MOCTAHOBKY LI€JE€H M CAMOKOHTPOJb,
MHTETPALUIO CTPYKTYPUPOBAHHBIX YIIPAXXHEHUH B TOBCETHEBHYIO )KU3HB U BIMSIHUE HA CTPATETHH
¢u3nueckoil aKTUBHOCTH B JOJNTOCcpouHOil mepcmektuBe [127, 128, 132-134]. Ludpossie
CpeAcTBa W HOCHMBIC YCTPOWCTBA SBIAIOTCS LIEHHBIMH WHCTPYMEHTAMHU CAMOKOHTPOJNS U
MotuBaiuu [ 132], ogHako HEOOXOAMMBI JaIbHEHIIINE UCCIIEAOBAHMS, YTOOBI ONIPEACTUTD JTyIIHHA
MHCTPYMEHT OLEHKH (U3NYECKOM AaKTMBHOCTH M ero 3((eKTUBHOCTH B CTUMYJIHUPOBAHUH
BoBJIeueHHOCTH [135].

5. Padora ¢ komanaoi nomomu npu MB u ApyrumMu MeIMIMHCKMMH CHEeNHAJINCTAMHA
5.1. Oorcudanus u mooenu okazaHus NOMOWU
Uszabenv Dascax, Kpuc /le bex, Oopu Yancapo, Jomunux Ilyeon bepmpan, Ckxomm benn

Mogenp oxazaHus oMo joaiM ¢ MB ocHoBana Ha neHtpe MB u CTpyKType, BIiepBbIE
onucanHoil B Ctangaprax ECFS 2014 roga B oTHOIIEHNH OKa3aHUs MEIULIMHCKOM momornu [136].
Yernex okazaHus MOMOINM Ha 0a3e EHTPOB B OTHOIICHHUH YIYUIICHUS! BBDKUBAEMOCTH U IPYTUX
KJIFOUEBBIX KIIMHUYECKUX [TOKa3aTeslel O4eBU/IEH, U IPUHLIUIIBL, JIEXKAIINE B OCHOBE 3TOM MOJIENH,
OCTArOTCS aKTyaldbHBIMH W ceromHs [137]. OgHako ymMecTHO 3amyMaThcsi 00 WM3MEHEHUSAX B
TPaAMLIMOHHOW  MOJENM  OKa3aHUs  ITIOMOILM, YYMTHIBAas  IIOCTOSIHHOE  YBEJINYECHHE
IIPOAOJDKUTENBHOCTH kU3HU [137) (yTBepkaenue 17), monb3y s 340pOBbsl MOCIE Hadaya
npuMmeHenns moayasatopoB CFTR [138] 1 HOBble OAXOB! K OKa3aHUIO TOMOIIH, BOSHUKIINE Ha
¢one manmemun Covid-19 [139]. M3menenus, Onaromaps KOTOPBIM JieT4e CTAHOBHUTCS
OCYILECTBIATh yXOA Ha JOMYy M peXe IoCelmarb JieyeOHble YUPEKICHHUS, MOTYT OBITh
aKTyaJbHBIMU U IPUBETCTBOBATHCS JIOABMU ¢ MB M X ceMbsMH, HO HE JOJKHBI CTaBUThH O]
yrpo3y KaueCTBO MEAULUHCKON oMomu. CTpaTeruu, KOTOpbIE CIEAYET paCCMOTPETh, BKIHOUAIOT
(dopmMHpoBaHUE ceTeil ¢ HEHTPAIbHBIM CHEIMATU3UPOBAHHBIM y3JIOM (XaOoM), perHOHaIbHBIMU
KJIMHUKAaMU ¥ TUCTAaHIMOHHOMN MOMOIIBIO, KaK OIIMCAHO B CIEAYIOIINX pa3eax.

Kakast 661 MOJIeNTb OKa3aHuUs IIOMOIIM HU ObLIa IPUHATA, MHOTOIPO(HIbHAS KOMaH/1a TTOMOIIH
npu MB ocraercs kimtoueBod. Peub uaeT o MynbTUAMCUMILUIMHAPHOW KOMAaHAE MEIMIIMHCKUX
CMELMAINCTOB M BCIIOMOTATEIbHOIO MEPCOHaa, PadOTAOMIMX B IIEHTPE MYKOBHCIHI03d), U
JOCTYTI K 3TOW KOMaH/e SBISETCS 00s3aTeNbHBIM TpeboBaHueM s Jroaeit ¢ MB (yTBep:kieHue
16). Komanna nmomomu npu MB obecrieunBaer nonaep:xky, HeoOXoqumyo JroasaM ¢ MB u ux
CEMBbSIM B ITOBCEIHEBHOM *U3HU (YTBEpXkAECHUE 18), U B €€ cOCcTaB NOJKHBI BXOAUTH NE€AUATPHI-
MYJIBMOHOJIOTH WJIM ITyJbMOHOJIOTH, OONaaromue crnenuatbHbMA 3HaHusAMu 1o MB. ITomumo
3TOr0, B KOMaHay noMouiy npu MB 10/1KHBI BXOOUTH KIMHUYECKUE MEACECTPHI, CIELUAINCTHI IO
¢usnueckoil peabmuTanuy Npyu 3a00J€BaHUAX OPraHOB JAbIXaHHS ((PU3UOTEPATIeBTHI), TPECHEPHI
mo ¢usuueckoit akrtuBHOCTH/ (Qusuonorn JIDK, naueronmoru, KIMHUYECKUE TICUXOJIOTH,
COLlMaJIbHbIe PAOOTHUKM (M CHEIHMATUCTBI MO paboTe € MOJOACKBIO), MHUKPOOHOJIOTH U
(apMmareBThl, KaX/Ibli U3 KOTOPBIX TOJDKEH UMETH OIBIT OKa3zaHus oMol npu MB [136]. Xots
(GYHKIMH STHX CHEIMAIMCTOB XOPOLIO H3BECTHBI, OHHM MPOJODKAIOT MEHSTHCS BMECTE C



u3MeHeHueM cutyauun ¢ MB (cMm. pasgen 6.1 o Bo3pacraromeil ponu ¢dapmareBToB,
cneuuanuzupyronxcst Ha MB). CrienmanuctoB 1o padboTe ¢ MOJIOIEKbIO BCE Yallle IPUBJIEKAIOT
K paboTe B MEOUIMHCKUX YUPEKICHHUIX Ui MOJACPKKH MOJIOJBIX JIIOAEH C XPOHUYECKHUMH
3a00JIeBaHUSIMH Ha UX IIyTH BO B3pOCIy0 *H3Hb [ 140].

C pasButuem moxaynstopoB CFTR kpaitne BaxkHO, 4T0OBI Bee moan ¢ MB umenu goctyn K
tectupoBanuio rena CFTR aiisi TUarHOCTUKY M TIOTy4eHUs! UH(POPMALIUU O TOM, TOJXOAST JIK OHH
s npumerenus MonysTopoB CFTR [3]. Kpome Toro, komanaa momoru npu MB nomxHa ObITH
OCBEJIOMJICHA O BO3MO)KHOCTH Hcmonb3oBaHus MoxnyinstopoB CFTR, crocobax HazHaueHHs,
BO3MO)KHBIX OCIIOKHEHUSX, B3aUMOJCHCTBUM JIEKapCcTB U mocienyomem Habmonenun [3]. Kak
TOJBKO OyleT TOATBEPXkKIAEHO COOTBETCTBHE uesnoBeka ¢ MB KkpuTepusM HCIOIb30BaHHSA
moxaynsatopoB CFTR, xomanga momomu npu MB nomkHa 00CyauTh C HUM TNOTEHIUAIBHOE
BO3/JICHCTBUE U HA3HAYEHHUE MOMYJIATOPOB.

OueHp BaXHO, 4TOOBI KOMaHAa moMmomu npu MB umena BO3MOXHOCTb CBS3aThCS CO
CHEUMATNCTAMH W3 TECHO CBS3aHHBIX OOJIaCTel, BKJIIOYAsl KIMHUYECKYI0 TEHETUKY U
panuonoruto. [IpouHbie CBA3M TaKkKe JOKHBI OBITh YCTAHOBJIECHBI C IIMPOKHM CIIEKTPOM IPYTUX
MEAMIMHCKMX W XHPYPIUYECKHUX CIELMAJbHOCTEW, BKIIOYAs TacTPOIHTEPOJIOTHI0 U
renaToyioTHIO, SHAOKPHHOJIOTHUIO C ONBITOM JiedeHus auabera, cBs3aHHOro ¢ MB,
OTOPHHOJIAPUHTOJIOTHIO, KAPAWOTOpPAKAIbHYI0 M OOIIyI0 XUPYpPrHIO, WHTEPBEHIIMOHHYIO
PanuoJIOr IO, CTICIUATN3UPOBAHHYIO aHECTE3UIO U 00e300IMBaHIe, PEBMATOIOT IO, ICUXUATPHIO,
MHTCHCUBHYIO TEpaluio, YpPOJIOTHUIO/HE(PPOIOTHIO, YCIYTH MO TOMJCPKKE POXKAAEMOCTH H
THHEKOJIOTHYeCKue/akyiepckue ycenyru [136]. M3-3a pacrtymero ymcina OepeMEHHOCTEH ¢
MOMEHTa TOSBJICHUS TPOWHOM KOMOWHUPOBAHHOM Tepanmuu TNpenaparaMmu 3jeKkcakadTop—
te3zakadrop—uBakapTop (ETI) [141] HE0OX0OMMO YKPEIUIATh CBSA3M C aKyILIEPCKUMH OpHraiamu,
OKa3bIBAIOIIMMU TIOMOIIIb MTPU OEPEMEHHOCTH C BHICOKOM CTETIEHBIO PUCKA.

Yenmyru o TpaHCIUIAHTAIUY JIETKUX U TICUEHU JIOJDKHBI OBITh JIETKO JOCTYITHBI U O0CYXKIaThCS
B OTHOIIECHUM KOHKPETHBIX CIy4aeB C YIOpOM Ha crnenududHeie s MB ocinokHEHHS,
IIPOCBELLIEHUE U PAaCCMOTPEHUE HaJIEXKAILEro ucnonb3oBanus moayasitopoB CFTR y manuenTos
nocie TpaucraHtauuud [142,143]. YuuteiBas pocT BbDKMBaeMocTu Jitofaed ¢ MB, ombit
MEPBUYHON METUIIUMHCKON TTOMOIIU JOKEH OBITh HHTETPUPOBAH B CXEMY OKa3aHHsI IIOMOIIH TPU
MB, ocobeHHO B OTHOIIEHWH 3a0o0leBaHWi, HE CBs3aHHBIX ¢ MB, u ckpuHuHTa s
npodunakTuky 3a0oaeBanmii. Takxke clieayeT yCTaHOBHUTD CBSI3H CO CHEIUAIUCTAMU, UMEIOIIUMU
OTIBIT PA0OTHI C BO3PACTHBIMH COMYTCTBYIOIIMMH 3a00JI€BaHUSMHU.

Perymsipable mocemieHnss ¥ OLIEHKH, COCTAaBIIAIOLIME KaueCTBEHHYIO INomolls npu MB Ha
IIPOTSHKEHNUN BCEH JKHM3HM, KaK YKa3aHO B HECKOJIIBKMX PYKOBOASIIMX JOKyMeHTax [136, 144],
ObuTH CBsi3aHBI C TOBBIIEHHEM BbDKHBaeMocTH [137]. IMamgemust Covid-19 mpuBena
WHTErpalli BUPTYaIbHOM MOMOIIM C KOHCYJIBTAI[USIMU IO TOJIOCOBOM M BUJIEOCBsI3U [139]; MbI
paccmMoTpuM  3TO  janee B pasgene 5.2, CrnegyeT  HpeIOKHUTb — BUPTYaJbHBIE
MYJbTUAUCIUIUIMHAPHBIE KOHCYJAbTAllMd C BO3MOXHBIM HCIIOJIB30BAHUEM MOJKIIFOUYEHHBIX
MEIUIMHCKUX YCTPOUCTB U OLICHUTh UX C TOUKHU 3PEHHUS PUCKOB U MPEUMYILIECTB ISl YETIOBEKa C
MB. 310 gact uHpopMaIHIO 00 ONTUMAIEHOM UCIIOIB30BAaHUH TUCTAHIIHOHHOTO MOHUTOPUHTA U
MEAMIIMHCKOM MTOMOIIIH, YTO BCE eile TpedyeT manpHeiero udyueHus [145,146] (yrBepxkaeHue
19). Opranu3zanus oMo JOKHA OCYILIECTBIATHCS MHANBUIYAIBHO AJIS Ka)KJI0TO YeJoBeKa C
MB, wucxons u3 ero morpedHOCTei u mpennoutenuii [147,148]. Komanna momonu mpu MB



JOJDKHA PEryJsipHO CBA3BIBATHCA C MALMEHTAMU J0 M IIOCIE IMOCCIICHMs KIMHHUKU, a TaKXKe
MIPOBOAMTH PETYJSIPHBIE BCTPEUH 1O OIIEHKE KauecTBa Il 0OCYKAEHUS U OOHOBICHHS OOIIMX
CTpAaTerii, TAKUX KaK KOHTPOJIb MH(EKIHA, TPOTOKOJIBI JICUCHHSI U MOCIEAYIOIET0 HaOMI0neHUs

[136].

3naHus, TOMEUICHUS U KOMITbIOTEPHAst HH(PACTPYKTYpa AOJIKHBI TO3BOJISTH KOMaHIE TTOMOIIH
npu MB obecnieunBarh 3QQPEKTUBHYIO TUArHOCTHUKY, KOMIUIEKCHYIO IIOMOIb, JICYCHHUE H
uccnenosanusd [136]. Llentpst MB nomxubl npusnekats jroae ¢ MB k yuacTuro B perucrpax
MB, uT0OHI JIydIiie MOHATH OO0JNE3Hb U YCOBEPIICHCTBOBATH KIIMHUYECKYIO TIOMOIIb TOCPEACTBOM
KJIFOUEBBIX TOKa3aTesnel u cpaBHUTENbHOro aHanusa [149]. Unensl komanasl nomoinu npu MB
JOJDKHBI OBITH B Kypce coObITui 110 TeMe MB mocpencTBoM MoCTOSHHOTO Mpo(dheCCHOHATBHOTO
pa3BUTHS, TOCEIICHUS KOH(EepeHLUH, yyacTHs B ayguTax W KIMHUYECKUX HCCIICOBAHMSAX,
BKJItOYasl KiIMHU4Yeckue ucnbiTanus [136]. Llentpsr MB n0mkHBI COTpyaHUYATh C APYTUMU
LIEHTPAMH, KaK Ha HAIlMOHAJbHOM, TaK U Ha MEKIYHAapOAHOM YpPOBHE, a TaKXE CBSI3bIBATHCA C
MECTHBIMH WJIM HAI[MOHAJIBHBIMUA OPTaHU3AIMSAMM, MPEACTABIAIONIMMH MAI[MEHTOB, YTOOBI
Ipeaararb JIOIOJIHUTEIBHBIE PECYpPChl I NMOANEpKKU oae ¢ MB m ux cemeir. MeHee
HSKOHOMHUYECKH OJIaroroylyuyHble PETHOHBI JODKHBI CTPEMUTHCSI BHEAPATH NEPETOBON OIBIT IS
o0ecriedeHnsT PAaBEHCTBA M BBICOKMX CTaHAAPTOB MEIUIMHCKONH momoud. OpraHuzanuu
nanueHToB U ECFS noMoraror nepeaBarb CTaHJapThl SKOHOMHUYECKH OJ1aronojlydHbIX PETHOHOB
JUIsl yIIy4dIIEHUs Pa3sBUBAOLICHCS MEIULIMHCKOM MOMOIIM JIoasIM ¢ MB, nmoanepxuBas pasBUTHE
HaBBIKOB U pacripeneneHue pecypcos [136]. Bece mupe npusHaeTcs HEOOXOUMOCTh YITyUIICHHS
JMArHOCTUKU U JICUEHHUS B CTpaHax C HU3KOW 3aboneBaemocThio MB [150] m B perunonax c
OrpaHUYEHHBIMU pecypcaMu. B 3Tux cTpaHax gake nmpu MOCTaHOBKE JMAarHO3a TOCTYH K 0a30BBIM
METOZaM JICUEHUS 3aTPyJHEH.

Hactynun nepuon 3Ha4MTENbHBIX MepeMeH B coobmiectBe MB. Hecmotpst Ha 310, GazoBas
cxema yieueHust MB ocTaercs Kir0o4eBbIM (aKTOPOM K JOCTHXKEHHIO XOPOIIUX Pe3YJIbTaToB IS
moneit ¢ MB (pucynok 1). Kpaiine BakHo, yTOOBI KOMaHIbl nomomiu npu MB paboranu
COBMECTHO C JIIOIbMH, 32 KOTOPHIM OHHM HAOJIOJAIOT, YTOOBI OKa3bIBaTh IOMOIIL Hamboiee
MOIXOSAIINM 00pazoM 6e3 yiiepoa Jist KadecTna.

5.2. [lomenyuan oucmanyuoHHOU NOMOwU
Llapnomma 200u, Muxasne Jymum u Unan [Llypep
5.2.1. Jucmanyuonnsiii MOHUMOPUHE

JIMCTaHIIMOHHBIM MOHUTOPUHI MOXKET IOIOJHATH OYHYIO IOMOIUb B LieHTpax MB, nomoras
paHHEMY BBISBICHHUIO KIMHUYECKUX MPU3HAKOB YyXy[uleHHs cocTosHus [151] m mopnepkuas
cobmonenne pexxuma sedeHus [152]. JlocTynHbl pa3nuyHble METOAbl Ul JUCTAHIIMOHHOTO
MOHUTOPHHTa KJIMHUYECKOTO TMporpecca, BKIOYas (YHKUMU JIETKUX, >XU3HEHHO Ba)KHBIC
MOKa3areNy, KauecTBO CHa, (PU3NYECKYI0 aKTHMBHOCTb, POCT/BEC M Ppe3yibTaThl, COOOIIaeMble
naueHTamMu. BanmuaHoCTh U HaIeKHOCTh Pa3IMyaloTCsl B 3aBUCUMOCTH OT METOJa U yCTPOICTBA,
a MHTEpIIpeTalys U NocIenyoee HaOMoIeHHe 3aBUCAT OT LI€JIM MOHUTOPHHTA (CM. TabauILy 2).

XOTd JUCTAaHIMOHHBIH MOHUTOPHHI BO3MOXKEH, IPH €ro NPUMEHEHHH HeoOxonuma
OCTOPOXHOCTh. BBI3BIBaCT 00ECIIOKOGHHOCTh HHU3Kas BOBJICYEHHOCTb, OCOOCHHO Cpenu
MIOAPOCTKOB, M OTCYTCTBUE YIIY4YIIEHUs KIMHUYECKUX PE3YIbTaTOB IIOCIE BMELIATEIILCTB,



OCHOBaHHBIX Ha MoHuTopuHre [152-154]. VYcunenue HaOMIONEHUST MOXET NPUBECTH K
0€eCITOKOICTBY O 310pPOBbE, UTO MOXKET OOYCIIOBIMBATh U30eTraHue PEryisipHOi onieHkH [155].

JlocTyneH psii TOYHBIX CIIMPOMETPOB AJIs IPUMEHEHUS B TOMAIIHUX yciaoBusaX. CyliecTByer
HECOOTBETCTBUE MEXIY H3MEPEHUSMHU HAa JOMYy U B KIMHUYECKUX YCIOBHUSX, IO3TOMY INpHU
CpPaBHCHHMH pe3yJAbTaTOB  HEOOXOAMMO  coOMomath  ocTtopoxkHOCTh  [156].  Cyrtounas
BapHabeIbHOCTh IMOKa3aTelel TaKKe BIHMSIET HAa HAACKHOCTb, M €€ CIIEAYeT YYHTBHIBATH IPH
UHTEepHpeTanuu pesynsratoB [157-159]. HeoOGxomumbl JONOJHUTENbHBIE JaHHbIE 00
WH/IMBUYaIbHOM BapHaOelIbHOCTH C UCIOJIb30BAaHHEM JHCTAHIIMOHHOTO MOHUTOPHMHIA, KaK C
IIOMOIIbIO0 TEXHUKH, TaK U C MOMOIIBIO YCTpPOHCTBA. MOXKET OKa3aThCsl MOJIE3HBIM MPOBEICHUE
TECTOB, HAIPUMEP CHHPOMETPUH, BO BpeMs BHICOCBS3H. HeoOXOmuMmbl HCCIEIOBAHUS IS
OIIpENENCHUs] ONTUMAJIbHBIX CTPATErMii MOHMTOPHMHIAa M IOCJIENYIOIIMX BMELIATENbCTB IS
YAYYIIEHHUS KITMHUYECKUX Pe3yJIbTaToB, COACHCTBUS BOBICUCHHOCTH U OalaHCca JOMOTHUTEIbHOM
Harpy3Ku OT JUCTaHIMOHHOTO MOHUTOPHUHIA U MOJIb3bI 1 Jironen ¢ MB.



Cozmare u (wnn) moanmepkuBath IeHTp MB co cnenmanucramu, OONagarOIIMMHU BCEMH

HEOOXOIMMBIMU 3HAHUSAMH, B KOMaHie oMoy npu MB, ynenss oco6oe BHUMaHUe:

*  aKTyaJbHbIM 3HaHMSIM O npuemsieMocTd Tepanuu moxymnsropamu CFTR, nHazHauenuw,
BO3MEIICHUH, KOHTPOJIE HaJ COONIOACHUEM PEKUMa JICUCHHSI, IEPEHOCUMOCTH;

*  IIOCTOSHHOM MOJJAEpKKe Jrofel ¢ MB, He nMeroImuX A0CTyIIa K TEPAUA MOAYJIATOPAMU
CFTR unu npaBa Ha MCIOJIB30BAHNUE TEPAIINY;

*  KOHCYNIbTAlLIUSM, JallTUPOBAHHBIM K MOTPEOHOCTSIM U TSHKECTH 3a00JIeBaHUS YEIOBEKa C
MB;

*  KOMOMHHUPOBaHHIO OYHBIX U BUPTYAJIbHBIX KOHCYJIBTALINH;

*  QJanTalMy YCIyr K pacTylMM noTpebHocTsM moneit ¢ MB (manpumep, oOpasoBaHue,
pabota, ceMbs, MyTEIECTBHUS U JOITOCPOUHBIE TUIAHBI);

*  YIPABIEHUIO DKCIIEPTHBIMU 3HAHUSMHU KOMaH/Ibl U OLIEHKON KaueCTBa;

*  PAa3BUTHIO AKTUBHOU UCCIIEN0BATEILCKOU CPEBI.

Pa3zBuBaTh WM TOANEPKUBATh MPOYHBIE CBA3M CO BCEMH HEOOXOAMMBIMU METUIIMHCKUMU

CIeLUATUCTaMHU, yAeTsisi 0c000€ BHUMaHHUE:

* CB3M C TEPBUYHOH MEOUIIMHCKOW TMOMOINBIO U  PACHIMPEHHOMY CKPHUHHUHTY
COITyTCTBYIOIIMX 3a00JIeBaHUI;

*  aKyLIEepCTBY;

*  BO3PACTHBIM M3MEHEHHSM U OCIIOKHEHUSM, CBA3aHHBIM ¢ MB;

*  JIOCTYITy K yCIIyraMm IO TpaHCIIJIaHTaIUH.

Pucynoxk 1. KiroueBbsle NpyHIUIBI MEJULIMHCKOM oMoy npu MB
5.2.2. BupmyanbHvie KIUHUKU

Hcnonb30BaHNe BUPTYyaIbHBIX KIMHUK 115 jtedeHuss MB yckopuiiocs u3-3a mangaemun Covid-
19, mpu 3TOM HHTEpec ObLT MOAAEPKaH OCYIIECTBUMOCTBIO U MIPEUMYILeCTBAaMH 1 Jroaeit ¢ MB
U KOMaHJ MeIUUMHCKUX crnenuanuctoB [159,160]. IlpeumymiecTBa BKIIOYAIOT CHHKEHUE
(MHAHCOBO/TPaHCHIOPTHOM HArpy3KH, CHI)KEHHE BIMSHHS HA JOMAIIHIOK JKU3Hb U CHIKCHHE
pHCKa TEPEeKPECTHOrO 3apa)keHus. BUpTyanpHbIE KIMHUKH CHOCOOCTBYIOT YCTOMUMBOCTU H
TMOKOCTH U SIBJISIFOTCS SKOHOMHMYECKH AS(PQPEKTHUBHBIMH, XOTS JOCTYHN K (HHAHCUPOBAHUIO
000pyI0BaHUsI MOXKET OBITh 3aTpyaHeH [161]. JlocTymHOCTB M yyacTHe B BUPTYaJIbHBIX KIIMHUKaX
pa3InyarTcs B 3aBUCUMOCTH OT PACOBOM, dTHUYECKOM M COLMAIBbHO-DKOHOMUYECKOW TIPYIIIbI
[162], mosTOMY MOAENH OKa3aHUS MEIUIIMHCKOW MOMOIIHM JOJIKHBI YUHTHIBATh 3TO, 0OecIeunBast
IIpU HEOOXOIUMOCTH JOMOJIHUTENBHYIO TMOAJNCPKKY. BupTyanbHble KIMHUKK M YXOJ Ha JOMY
IIpeUIararoT aJbTEpHATUBY TPAAULIMOHHBIM YUPEKICHHUSIM, HO HE JOJDKHBI 3aMEHATh BCE OYHbBIE
ocMoTpsl Bpaua (yrBepxknaeHue 20). BpeneHue HOBBIX METONOB  JICUEHUS  JOJDKHO
KOHTPOJIMPOBAThCSI HETIOCPEICTBEHHO B KIIMHUKE.

UroObl pemmTh mpoOieMbl 0€30macHOCTH U obecrnednTh S(PGEKTUBHBIA MOHMTOPHHT,
BUpPTYyaJbHbIC KIMHUKUA JOJDKHBI KOMUPOBAaTh «TPAJAULMOHHBIC» OYHBIC KIMHHUKH, BKIIOYAS
o0ecriedeHHe MEXIUCUUIUIMHAPHBIX OLIEHOK, TMpPOBEPKY (QYHKUUU JIETKUX, CKPUHUHT
NICUXUYECKOTO  3/10pOBbSl, MOHUTOPUHI aHAJIW30B KPOBHM, HYTPUTHBHOTO CTaryca H
MUKPOOHOJIOTHYECKHX IMOKa3arened. MenuuHcKre paboTHUKH, crieranu3upytomuecs Ha MB,
JOJDKHBL  OBITH OOy4eHBl HPUHIUIAM JWCTAHIIMOHHOTO KOHCYJIBTHPOBAaHUS, O€30MacHON H
COZIEP)KAaTeNIbHON KOHCYJIBTallUM W PAcClO3HABAHUS CHUTHAJIOB, KOTOPHIE YKAa3bIBalOT Ha



HEOOXOIMMOCTh BMEIIATEeNILCTBA MM OYHOI KoHCynbrauuu (puc. 2). [Tocne manaemun Covid-19
OOJIBIIIMHCTBO LIEHTPOB BBENU TMOPUAHBIA MOJXOA, IPU KOTOPOM OanaHC MEXAY JIMYHBIMH U
BUPTYaJIbHBIMU KOHCYJIBTALUAMMU OIpenessieTcs yeaoBekoM ¢ MB u komanon nomomu npu MB,
TpeOOBAHUSAMHU €XKErOJHOTO CKPUHMHTA M MHIUBUAYAIbHBIMU KIMHHYECKUMHU MOTPEOHOCTSIMHU.
HeoOxomumbl nanpHE#Me KpymHOMAcCIITaOHbIe OKA3aTeNIbCTBA, OTPAXKAIOIINE OMBIT JIOCH C
MB, Onaromaps uemy OyneT BO3MOXHA ONTUMH3AIMSA THOPUIHBIX MOJAETEH, KOTOpbIe

MUHUMU3HPYIOT HATPY3KY MPU COXPAaHCHUH Ka4eCTBA.
5.2.3. Ambynamopunas nomows

[To mepe ymyudreHus pe3ylbTaToB JeueHus troaeil ¢ MB HaOmogaercs TeHISHINS B CTOPOHY
NPUMEHEHHUS MPOQUIAKTHYECKHX aMOYJIaTOPHBIX WM TOJUKIMHUYECKUX BMEIIATEIbCTB IS
YIy4IlIEHUs 3710POBbSl U KauecTBa XKM3HU. K HMUM OTHOCSATCS mporpaMmbl ynpaxkHeHuiu [163],
TcuXoNiorndeckas nmoanaepxka [ 164], Mepsl mo odecredeHn o cOOMONCHUs pexknmMa JiedeHus [ 152],
MPOCBEIIEeHUEe 0 MoBoay auabdera [165] u koHTpodb Beca. BupryanbHble opMarsl yCTpaHsIOT
HEOOXOIMMOCTh CErperaliid Ha OCHOBE MNpoOieM HH(PEKIMOHHOTO KOHTPOJII M MO3BOJISIOT
OKa3bIBaTh I'PYIIIOBYIO IOMIEPKKY, paHEee HENOCTYNHYIO M jironed ¢ MB. V mpaktukyromux
Bpayel, BXOMAIIMX B COCTaB KOMaHIbl nomomu npu MB, Takxke €CTh BO3MOXKHOCTB JISI
IIPOBEJCHMS OLIEHKH, IIOAAEP>KKU M BMEIIATEIbCTBA HA IOMY Y denoBeka ¢ MB.

Taoauna 2

Kparkoe onucanuie METOA0B TUCTAHIIMOHHOTO MOHUTOPUHTA

Meron [IpeumymectBa OrpaHudeHus Texymuii YPOBCHb
JIICTAHI[OHHOTO JIOKa3aTeIIbHOCTH
MOHHUTOPUHTA
CrmpomeTpust B * Y100CTBO B UCIIOIE30BAHUH * HecrabunpHas HaJIe)KHOCTH n  OIHOIEHTPOBBIE u
JIOMAIIHIX * CHmxeHHe HHGEKIHOHHOTO BOCIIPOU3BOANMOCTD MHOTOIICHTPOBBIE
YCIIOBHSX pucka * JIoCTYyIIHO HECKOJIBKO ITPHUOOPOB HCCIIETOBAHUS
* MaJieHbKMI ¥ NOPTAaTUBHBIN * B pa3HbIX Iprbopax MCIONB3YIOTCS Pa3HbIE
pudop TEXHUKHU
* IozBomsier TIPOBOJUTH + CromMocTs Iprbopa 1 yCTPOKUCTB Ha 3aMEHY
HU3MEpEeHHs Jalie * He MOXET HCTIONB30BaThCS
B3aUMO3aMEHSIEMO c KITMHIYECKOI
CIHMpOMETpUEH
* BeposTHOCTB HETOYHOTO pacuera
IIPOTHO3UPYEMBIX 3HAYCHUH pu
HCTIONB30BaHUN MCTOPHUUECKHX MOKa3aTeneh
pocta (0COOEHHO TS ACTEH)
MounutopuHT * Y1006CTBO B HCTIOIB30BAHUH * HecrabumpHas HaJIeKHOCTh n  OpHOIEHTPOBBIE u
JIOMAaIlHEeH * MaJieHbKM ¥ NOPTAaTUBHBIN BOCITPOU3BOIUMOCTD MHOTOLIEHTPOBBIE
¢bmugeckoit pudop » Hamame HeCKONBKUX MPUOOPOB 3aTPyNHIET — HCCIIEIOBAHUS
aKTHBHOCTHU * Heckonmpko BapwaHTOB B CTaHIaPTH3AIHNIO
3aBUCHMOCTH OT BO3pacTa u * OrpaHn4eHHas CBSI3b JAHHBIX C CHCTEMaMHU
YPOBHS HEeoOX0oIMon 37paBOOXPaHEHHUS
nHpopMaIu * BricokoTouHBIE MPHOOPHI UMEIOT BBICOKYIO
CTONMOCTH
Onenka kadectBa  * Pammee BBISIBJICHHE * HecrabunmpHoe yuactme B MOHMTOpHHTE, OIHOIEHTPOBEHIC u
YKI3HHA/CUMITTOMOB 3a00eBaHHs 0COOEHHO Y TTOJJPOCTKOB MHOTOLIEHTPOBbIE
* [loBBIICHHOE BHHMAaHHWE K * OTCcyTCTBHME  CTaHAAPTH3AIMM  OLCHOK  HCCIIENOBAHHUS
pe3yabTaTaM, COoOOIIaeMbIM CHMIITOMOB

nanqueHTaMu



C6op MOKpOTHI

B

Pesynbrarel  gOCTYHHBI 10

OrpanndeHHass  CBSI3b  PE3yNBTATOB  C

Heckonbko

JIOMAITHUX KIIMHIYECKOro 0030pa CHUCTEMaMHU 3PaBOOXPAaHCHUS HCCIICIOBaHUHA B OJHOM
YCIIOBHSIX * BO3MOXKHOCTB IEpechUIKH B * HemocraTtouHOCTh BBIOECNCHUS MOKPOTBI y  LEHTpPE
uentp MB JeTedl W JIoAeHd, IMOIyYaloUUX TEeparuio
moxymstopamu CFTR
* 3aBUCHMOCTD  yCIYyT  TEPECBUIKA  OT
MECTOIOJIOKEHHS/CTPAHbI
[Tynbcoxkcumerpus * Tounocts npudopa * OrpanndeHHass Moib3a 3a HCKIodeHHeM Heckonbko
* MaJieHbKMI ¥ NOPTAaTUBHBIN BEIPAXXEHHBIX 000CTPEHUH HCCIICIOBaHUHA B OJHOM
pudop LIEHTpe
Wzmepenue * Jlerko JIOCTYITHO * HecrabumpHast TOYHOCTH W3MepeHHH B MHOXKECTBO HE
pocra/Beca OOJNBIIMHCTBY JIFONEH 3aBACHMOCTHU OT  CBSI3aHHBIX c MB

CoBpeMEHHBIC JaHHBIC IS

TI0JTE30BATENs/000PYTOBAHHS

HCCICIOBAaHUN B OIHOM

OLICHKU POCTa, IOJIC3HBIC * He MOXET HCIONB30BaTbCAd  LIEHTpPE
UL OIpeaeICHUS B3aMMO3aMEHIEMO c KIMHUYECKUMU
MoKa3arenei GbyHKIIH H3MEPEHHIMHI

JICTKHX

6. IlpuMeHeHMe JTeKApPCTBEHHBIX CPEICTB

JlekapcTBa IpeACTABIAIOT 3HAYUTEIBHYIO YacTh MOBCEAHEBHOM KU3HU Jitofer ¢ MB u uineHoB
ux cemeil. OOOCHOBaHHME KakKJOTO BMELIATENbCTBA JOKHO OBITH SCHBIM, a JOKa3aTelIbCTBa
JOJDKHBI PETYIISIPHO aHAJIM3UPOBaThCs. B 3TUX pasgennax Mbl pacCMaTpUBacM pacTyIlyl0 poilb
¢dapmarieBra B KOMaHe 1o yxoay rnpu MB, npoGrnemMy noaiepku coOII0aeHUS PeKUMa JICUCHUS
U PacTyIIyI0 BaXKHOCTb CTpATETH MpeKpalleHus/Havyaa jedeHus. Hakonery, Mbl paccMaTpuBaeM
pa3pabotku B obmactu VST, npu stom Ttepanus momynsaropamu CFTR B Hacrosimiee Bpems
SBJIIETCS IPU3HAHHBIM M BaKHBIM BMEILLIATEIBCTBOM Ul MHOTHX Jitoaen ¢ MB.

6.1. Ponv ¢hapmayesma 6 komarnoe no yxooy npu MB
Amanoa besan, Kapuna Xancen

Ponp ¢apmarnesra, cnenmanusupyomerocss Ha MB, cTaHoBuTCs Bce 0Oosee BaXXHOM B
ONTUMH3AIMK 00ECTICUeHUs JICKapCTBAMU M UX MpuMeHeHus (yrBepxkaenue 21). Meponpustus,
OTIpe/IeTICHHBIC B paHee OMyOJMKOBAHHBIX CTaHAAPTaX MeAUIUHCKOW momorniu [136,166—168],
OAPOOHO OOBSICHEHBI M H3JIOKEHBI HUXKE.

dapManeBT SABISIETCS KIIOYEBBIM YIEHOM KOMaHAbl TOMOIIM pu MB, KOHCYIbTHPYS IO BCEM
acreKkraMm JiekapcTBeHHOM mnomomu. dapmanesr, cnenuanusupyromuiics Ha MB, nommken
MIPOBOAMTH 0OCIIEIOBAHNE KaXI0TO YenoBeka ¢ MB H 3amONHATE MOTHYIO0 HCTOPHIO OOJNE3HH HE
pexe OJHOTO pa3a B rofd. JTo OyneT BKIIIOUATh OLEHKY COOTBETCTBYIOIIMX B3aUMOJACHCTBHMA
JICKapCTB; TPYAHOCTEH C COONIOZCHHEM pEXUMa JICUeHUs WM TOBEICHUSA TPH TIpUEME
MEIMKaMEHTOB; JIEKapCTB, MPUEM KOTOPHIX MOXKHO MPEKPATHTh; MPoOJIeM ¢ NMPUMEHEHHEM H
JOCTYITHOCTBIO JIEKapCTB, OCOOEHHO HOBBIX JDKCHEPHKOB. DapmalneBT [ODKEH IPOBEPSThH
JIEKapCTBa HAa COOTBETCTBUE TEKYILIUM JAHHBIM B paMKax €XerogHoN poBepKu. B pernonax, rae
HeT (papmareBTa, crenMagu3upyomerocs Ha MB, 3Tu 3agaumM JODKHBI OyAyT B3sATh Ha ceOs
Apyrue 4ieHbl KOMaHIbpl NoMomM Inpu MB, uTOo noTeHIuanbHO NOBIMSAET HA KadeCTBO
MEIULIMHCKON IIOMOIIN.

JIromu ¢ MB mony4aror JiekapcTBa pa3lTUuHBIMUA CIIOCOOaMU, BKIIIOYAst OOJIbHUYHBIC alTeKH,
amOyJIaTOpHBIE alTeKH, OOIIECTBEHHBIC alITEKU U CITYKObI 10CTaBKHU Ha JioM. [lomydyenue 6a30BbIx
JIEKapCTB OT HECKOJBKHMX MOCTaBIIMKOB MOXKET OKa3aTbCs 3aTpyaHUTENbHBIM [169]. locTynm k



00IIIECTBEHHBIM alTeKaM OCOOCHHO BakKeH s Jrofeil ¢ MB, u npenocrapnsieMble UMU YCIIyTH
JOTIOJHSIOT YCIYTH, OKa3biBaeMble B OoibHMIIE. CBA3b MEXKIy IBYMS CIIy:KOaMH JIOJKHA OBITH
YETKOU, YTOOBI 00ECTIEUNTh HAMTYUIIyIO OAIEPKKY uenoBeKy ¢ MB. @apmarieBT JomKeH ObITh
TOTOB OTBETUTH JIOAIM ¢ MB mim ApyruM MEIMIIMHCKUM CIIEMATNCTaM Ha BOIIPOCHI, CBSI3aHHbIC
C JICKapCTBaMH.

dapmarnieBT, crienuanu3upyroumiics Ha MB, JoKeH NMpUCYTCTBOBaTh Ha BCEX COOpaHMSIX
KOMaH 1bl ToMo1y mpu MB, 4ToObI BHOCUTH CBOM BKJIa/1 IO TEMaM, CBS3aHHBIM C JICKAPCTBAMH,
1IoMOraTh KOMaH/ie B pa3paboTKe U COOMIONEHHH HAyYHO 0OOCHOBAaHHBIX PYKOBOJCTB B paMKax
CIIy’)kObI W B JIOOBIX CHUCTEMax COBMECTHOTO MEAMLMHCKOTO oOciykuBaHus. dapmariesr,
crienManu3upyromuiicas Ha MB, Takke uMeer XOpolIHE€ BO3MOXHOCTH JUI MOIIEPKKHU

KIIMHHUYCCKUX I/ICCJIeI[OBaHPIfI.

Okpy:xawias cpeaa (118 KoMaHasl o yxoay npu MB u desioBeka ¢ MB)

YMeHBIINUTH (POHOBBI IIyM

YMEHBIIATH TOMEXHU/TIEpeOon

Ob6ecmieunTs yroOHOE PACIIONOKEHHUE

Ob6ecrieunTs yeAUHEHNE — OT APYTHUX JIIOAEH U OT CEMbH/IOMAIITHIX >KUBOTHBIX, €CIIH HEOOXOIUMO
B03MOXXHOCTD OLICHUTH TOMAIIHIOI 00CTaHOBKY — PacCMOTPETh BOIPOCH 0OCCIICUSHUSI 3aIIUTHI
Hanets ynoOHyT0 omexay 1 n30eraTb OTBICKAIONMX (JOHOBBIX (JaKTOPOB

TexHuuyeckue acmeKThbI

Ob6ecnieunts 3¢ QeKkTHBHOE ayAnoBU3yalIbHOE 000PyIOBaHIE

CootBercTBYyIOIIEe MOAKITIOUCHNE K IHTepHETy ¢ JOCTaTOYHON CKOPOCTHIO

VY1ounuts y yenoBeka ¢ MB, paboraet/mocTaroueH i 3ByK U H300paKeHHE

3anaHupOBaTh Pe3ePBHBII BapHAHT CBSA3U HA CITydail cOOsI COSTMHEHNS

B cirygae BO3HHKHOBEHUS TpoOIIeM, TIPEK/Ie €M IPEKPATUTh KOHCYIBTALNIO, CIIELYeT YOS qUThCS, YTO BRIIIOJHEHO YCTPAaHEHHE
HETIONAT0K

KommyHnuxanus

Y4uTHIBaTh, IPOBOAUTCS JIM KOHCYJIBTALUS OJUH HA OAMH C 4eI0BeKOM ¢ MB nny ¢ HUM U enie HeCKOAbKMMU Y4aCTHUKAMU —
COOTBETCTBYIOIIM 00Pa30M CKOPPEKTHPOBATh CTIIIb OOIIEHUS B CIIydae TPyNIOBOI KOHCYJIBTAallnI

PaccmoTpeTs BOIPOCH! MONYYEHHS COINIACHS, €clIH 4elnoBek ¢ MB sBisercs peGEHKOM WIM NPHUHAIICKHUT K ySI3BUMBIM
KaTEeropusiM HaCEICHU

Vcrionp30BaTh pa3niyHbIC HABBIKH IJIST IMIHOM OLIEHKH, 9YTO MOXKET OTpeOOoBaTh MOBBIIICHNS KBaMudukanuy B oomactu MB
OddexTuBHBII COOp aHAMHE3a KPUTHUCCKH BaXKEH

CHU3HTH 3aBUCUMOCTH OT KIMHUYECKHUX IIPU3HAKOB

V3MeHHTh OLICHKY SI3BIKA TeJIa, YTOOB! YUeCTh OTPAaHHICHHYIO IIEPCIEKTHBY

[Tpn HEOOXOMMMOCTH aJanTHPOBATH BOIPOCHI C YI€TOM OKpPYXKeHHs JesoBeka ¢ MB

[Nomymars, MOTYT 1M ApyTHE JIFOAX IIPUCYTCTBOBATH/CITyIIaTh Oeceay BHE MOJIS 3pCHUS

YauTeIBaTh yR0OCTBO MCHOMB30BAHUS ATOTO (hopMmara Iyt denoseka ¢ MB

INomnepxuBaTh 3pUTENBHBI KOHTAKT M HCIOJIB30BaTh BH3YalbHBIC ITOACKA3KH — YTO emle Oojiee BaKHO, KOIJa TOJIBKO
JIUIIO/BEPXHSISI 9aCTh TYJIOBUINA BUIHBI

Ecnm Bpad mepeBOAUT B3I ¢ KaMepHI Ha APYTOH KpaH WM pe3yiIbTaThl Ha Oymare, OH JOJDKeH OOBSICHATD, YTO OH JeaeT (1
MIOYEPKHYTh, YTO OH IPOJOJIKACT CIIYIIATh)

I dexTHBHOE HCNOIb30BAHNE U HHTETPALMS JOMALIHEI0 MOHUTOPHHI A

Ecmu ucnonb3yeTcst qUCTaHIMOHHBI MOHUTOPUHT, HYXKHO YOSTUTBCS, YTO 9TO PACCMATPHUBACTCS KaK YacTh KOHCYIBTAIUI
Ecmu mociie koHCYyBTaniy HEOOXOMM JIOTIOTHUTEIBHBI MOHUTOPUHT, HY>KHO YOSTUTHCS, YTO MOTYIEHBI PEe3yIBTaThl U YCTKUAH
IJIaH JeMCTBUHN corviacoBaHbl € 4yesnoBeKoM ¢ MB 10 okoHYaHMsI KOHCYIBTAlUU

HUcxoabl
[ ]
[ ]

Y TOUHUTE MOXKeNIaHus YeaoBeka ¢ MB oTHOCHTENBHO OyymyX BUPTYaIbHBIX KOHCYJIBTAINi
Y6enutrcs, 9To pe3yibTar MOHATEH 4enoBeKy ¢ MB u komanze nomomy mpu MB
Paccmotpets Bompoc, OyIeT M CIeayroniast KOHCYIBTAIS JINTHOH MITH BUPTYaJIbHOM

Pucynok 2. PykoBozacTBO 110 npoBeAeHHI0 3 (EKTHBHBIX BUPTYaJIbHBIX KOHCYJIBTAMH ¢ JrronbpMu ¢ MB




6.2. [1oooepoicka codnodenuss pexcuma ieverus
VYpsyna bopascka, Keeun Caysepn, Unan Llyghep

TepaneBTuueckass Harpy3ka Ha moaed ¢ MB u ux cemMbu HMHAMBHUIyaldbHa, HO BCEraa
snauntenbHa [170]. Tlogmepxkka mromgeit ¢ MB B coOmiomeHMu pekuMa JieueHus: Tpelyer
KBaJM(HUIUPOBAHHONH COBMECTHOW paboOThl, TOHUMAaHUS OpEeMEHH JIEYEHUS U YETKOTOo
000CHOBaHHUS KaXJI0TO TE€parneBTUYecKoro BMemarenscTsa [171]. KommyHuKarus qomkHa ObITh
SICHOM M OTKPBITOH, pEIICHHSI TOJDKHBI IPUHUMATHCS COBMECTHO, U LT JICUCHHSI TOJDKHBI OBITH
COTJIaCOBAHBI.

Heckonbko METOIOB MO3BONSAIOT MOHATH, Kak 4elioBek ¢ MB chpasnsercss co cBoew
€XKEIHEeBHOW Harpy3koil, cBs3aHHOU ¢ JiedeHMeM. K HUM OTHOCATCS, B MOPSAJKE TOYHOCTH U
JIOCTOBEPHOCTH: AJEKTPOHHAS cucTeMa peructpanuu gaHHbix (DCP/I), uHIEKC HCMONb30BaHUs
npemnapara (MPR, ot anri. Medication Possession Ratio), perynspHbie n1HeBHUKU B TenedoHe,
CaMOOTYETHI Yepe3 MPWIOKEHUS WM OyMakKHble THEBHUKA M PETPOCHEKTHUBHBIC OIMPOCHI
[172,173]. Kakoii Obl MeTON HAOMIONEHUS HU WCIOIB30BAJICS JJIsi MOHHTOPUHTA COONIOACHUS
peXHUMa JICYCHHS, OH JIOJKCH OBITh MPO3PAYHBIM, IIPH 3TOM KOMaH/a rmoMoImm npu MB nomxHa
OTKPBITO paboTaTh HaJ MOJAEPIKKOM deroBeka ¢ MB u BMecTe pa3sMbIIUIATh Hall pe3ybTaTaMu
(yrBepxkaenus 22 u 23).

IMognepkka  ONTHMAJIbHOTO  COONIIOACHUS  PEKOMEHJAIMA 1O  JICUCHHIO  Tpelyer
WH/IMBUYaIbHOTO THOKOTO MOJIX0/1a C yYETOM 0COOEHHOCTEH *KU3HM uenoBeka ¢ MB u ero cembi.
Paznuunble cTparermu CrIOCOOCTBYIOT —YIYYIICHHIO COOJIONEHHUS pEeXuUMa, HO UYETKUX
JI0Ka3aTeIbCTB MPEANOYTUTEIHHOTO Toaxoaa HeT (Tabnuma 3) [174]. JlaHHBIE KIMHHYECKHX
HCCIIEOBAHUI TOKAa3bIBAIOT, YTO WHIAMBUAYAJIBHBIM MOAXOJ MOXKET IIOMO4Yb 4esloBeKy ¢ MB
coOIIOaTh peKOMEHIAINH a’po30iibHOM Tepanuu [152]. C pocTOM IOCTYMHOCTH TEXHOJIOTHUH,
MOMOTAIOIIUX KOHTPOJIMPOBATh JIEYCHHE M CaMOUYYBCTBHE, Ba)KHO, YTOOBI STH JTOCTIIKEHUS
UCTONB30BAIUCh JtonbMu ¢ MB st ynoBnerBopeHHss uX norpedHocTeil. MoHHTOpUHT
COOITIOZICHHMSI PEKUMA JICUCHUS TOJDKEH HOCUTh MOACPKUBAIOIINIA XapaKTep, YIyqIlaTh KaueCTBO
YKW3HU U HE NPUBOJUTH K OLIYIICHUIO TOMOJIHUTEIBHON HArpy3Ku y Joaen ¢ MB.

6.3. Hauano u npekpawenue npuema 1exapcme
T'sunem J[38uc, Maapmen Ilnocep, Huxono Maiiep-Xamonemm, bpaoau Kyou

JlokazatenpHast 6a3a TpaJIuIIMOHHBIX JIeKapcTB 0T MB BO MHOTOM OCHOBaHa Ha KITMHHUYECKUX
UCIBITAHUAX W CHCTEMaTHYeCKUX 0030pax, MPOBEACHHBIX A0 3pbl MoxymstopoB CFTR.
Buenpenne tepamuu moxpynstopamu CFTR mis mHorux miomeii ¢ MB ObUIO yCHEmIHBIM, HO
TpeOyeT MepeoleHKH BCeX TePaNeBTUYECKHUX TTOIXO/I0B.

Pemienne o Hawanme M MpEKpaIIeHWH CHCTEMATHYECKOTO MpUeMa JICKapCTB JOMKHO OBITH
MPUHATO COBMECTHO 4eJOBEeKOM ¢ MB/IHIIOM, OCYIIECTBISIONIMM YXOJ, ¥ BPauoM, MMEIOLIIM
onblT JeueHuss MB (ytBepxaenue 24), mpu 3TOM OOOCHOBAaHUE JOKYMEHTHUpPYETCS U
IIEpecMaTpPUBAETCS HE PEXKE OJHOTO pa3a B rofl. PekoMeH1aliuu q0IKHBI OCHOBBIBAThCS HA IaHHBIX
KIIMHUYECKUX MCCIIE0BAHUI, €CIIM TAKOBBIE UMEIOTCSI, U a1allTUPOBATHCS K KAKJOMY OTIECIIBHOMY
4EJIOBEKY.



Taoaunna 3

Crpareruu noaAep KKK U YIIy4dIIeHUs: COOMIOEHHs peskuma jeuenns MB

OpuentupoBana (c)oKyCHPOBaHA) HA OTHOLIEHHMA C KOMaHA0# momMowu npu MB

* VYcraHOBUTH C 4YellOBeKOM ¢ MB u ero cembell OTHOILIEHHS, OCHOBaHHLIC Ha
COTPYAHUYECTBE, YECTHOCTHU U 1OBEpUU

* ITloarBepauTh, 4TO MPOOIEMBI C COONIOCHUEM PEKUMa SBIAIOTCS HOPMOMW, U MPHU3HATH
yCWIINS, IPEAIPUHUMAEMBIE YEIOBEKOM

*  VY0enuTbcs, YTO BCE WIEHBI KOMaHABI moMomu nmpu MB moHOCAT mocienoBaTenbHYIO
uH(pOpMaLuio yenoBexy ¢ MB u ero cembe

* [lomuepkHyTh NOTEHIMAIBHYIO [10JIb3Y TEPAMU U PEAIMCTUYHYIO TPAEKTOPUIO Pa3BUTH
3a00J1eBaHus, HE BBI3BIBAS IPU 3TOM TPEBOTH (00XOAUTHCS 03 3aImyTrHBaHus)

* CoBmectHO ¢ yenmoBekoM ¢ MB pa3paborare MHIMBUAYaJIbHBIA IUIAH W3MEHEHUS
MOBEJICHUSI M PACCMOTPETHh BO3MOKHOCTh UCIIOIB30BaHUS MOTHBALIMOHHOM Oece/ bl

OpuentupoBana Ha 4yesjoBeka ¢ MB

*  OneHuTh pecypchl MalMEHTa/CeMbH, HABBIKM MPEONOJCHUS TPYAHOCTEH U TNPHUMEPHI
IICUXOJIOTUYECKOU YCTOMUYHUBOCTH

* IlognmepxuBarh 3MOIMOHANbHOE Onaromonydyne U o0ecrneuMBaThb  Mepbl IS
IIPEIOTBPAIICHNS YXYALIEHUS IICUXUYECKOTO 310POBbSI

*  CieguTh 3a ICUXUYECKUM 310POBBEM: PEKOMEHAYETCS €KETOHbII CKPUHUHT CUMIITOMOB
JIEIIPECCUN U TPEBOTH

* IlpennoxuTth NOAXOAAIIME BMEIIATENBCTBA C HCIOIB30BAHUEM DPA3JIMYHBIX METOJOB
JICYCHHUS, €CIIN/KOTIa CUMIITOMBI YCHITUBAIOTCA, M (MIJIN) IPH HEOOXOAUMOCTH HAIIPaBHUTh K
Bpauy-IICUXHUaTpy

*  OneHuts yOex1eHUs U OTHOILLICHHE YesoBeka ¢ MB u ero cembH K Je4eHUIO

OpuenTupoBa Ha j1e4eHHe

*  KouTponupoBars NOoTpeOHOCTH B 00yueHHH YejoBeka ¢ MB 1 ero ceMbu 1 IPeA0CTaBIIATh
KOMILUIEKCHBIE CBEJICHUS C IIOMOIIBIO PA3JINYHBIX METOIOB

* IlomoOu4b OIpeneInuTs NPOLEAYPBI JICUECHUS U CBI3aHHBIE C HUM IIPUBBIYKH

*  CoBmecTHO ¢ uenoBekoM ¢ MB 1 ero cembeil pazpabotaTh HHIAUBUAYaTbHBIN TUIaH JIEUCHUS

* Ilomoub pa3paboTaTh TOYHBIC CTPATETWU IIAHUPOBAHUS, HAPUMEP C HCIIOJIb30BaHUEM
NIEKTPOHHBIX YCTPOUCTB, HAIIOMUHAHUN

Crnenyer yuuThiBaThb Takue (akTopbl, Kak HasHaueHue wMoxymnaropoB CFTR, panee
CylIecTBOBaBILee 3a00JIeBaHME JIETKUX, BO3pAcT, COIMYTCTBYIOIIME 3a00JieBaHHS M Harpyska,
CBsi3aHHAs C JedeHueM. JleyeHwe HODKHO cOalaHCHPOBAaTh TEPANEBTHUYECKYIO HArpy3Ky H
no0o4Hble 3(p(EKThl C ONTHMHU3ALUEH COCTOSHHS 310pPOBbS, CBOAS K MUHUMYMY CHIDKEHHE
¢byukumu nerkux u BozaukHoBeHue OJIC

[IpoBeneHs! nccieaOBaHMS JUTSl OLICHKH, 0€3011acHO JIM MPEeKpaniaTh CUCTEMaTHIECKUI pruem
JICKapCTB Yy JIIOACH, MOMyYarouX TPOHHYI0 KOMOMHUPOBaHHYI0 Tepanuto Moayastopamu CFTR
(ETI). PanpomusupoBaHHble  KOHTponupyeMble — uccienosanus  (PKU)  SIMPLIFY
(NCT04378153) u CF STORM (EudraCT 2020-005,864—77) wu3y4aroT mpeKpaiieHue
HeOynaii3epHOil MyKOaKTHBHOM TE€paIriui B COOTBETCTBUU C UCCIIEIOBATEIILCKUMU PHOPUTETAMH,
YCTaHOBJICHHBIMU coobmecTBoM MB. HaOmronarensHbie uccnenoBanus, Takue kak HERO-2
(NCT04798014) u NEEMO (NCT05519020), orieHMBaIOT poiib AOITOCPOYHOTO JeUeHHs B Ooee
mupokoM cmbiciie. B uccnenoBanum SIMPLIFY y npunumaBmmx ETI monmein ¢ MB,



MPEKPATUBLINX UHTATSIMOHHYIO MYKOAKTUBHYIO Tepanuio, He HaOJIt01aJI0Ch CHUKECHUS (PyHKITHH
nerkux. OJHAKO y YYaCTHUKOB HCCIIEOBaHMSA (DYHKIHS JIETKHMX OblIa MPEUMYIIECTBEHHO OT
YMEPEHHOM 710 HOPMaJbHOM, a 6-HeeIbHBINA IepUO UCCIIe0BaHHS ObLT KOpoTKUM [175].

Her HuKakux 10Ka3aTesnbCTB, MOATBEPKAAIONINX WM ONIPOBEPraoluX MpeKpalleHne npueMa
JEKapcTB y AeTel Miaamero Bozpacrta (<12 ner) npu npueme monynaropoB CFTR, u B HacTosmiee
BpeMsI IMEIOTCSl HEyOeAUTEIbHBIE 10KAa3aTeIbCTBA ISl IPUHATHUS PELICHUN Y JIUI C YMEPEHHBIM
WIH TsDKEIBIM 3a00sieBaHueM JIerkuX, oOycioBieHHbIM MB (mmO®B; <60 %). AHanmoru4HbIM
00pa3oM, HEeT JAHHBIX, TO3BOJISIIOIIMX ONPENEINUTh, KOTJa CIeyeT HaUnHATh CUCTEMATHIECKYIO
TEpaIuIo y TeX, KTO yke npuHuMaeT Moxyistopsl CFTR. DT Bonpockl O-IIpesKHEMY aKTyalbHBI
Ut coodectsa MB.

[Ipu npuMeHeHun pe3yapTaToB KIMHUYECKUX UCCIICI0BAaHUN B KIMHUYECKON IIPAKTUKE BAKHO
YUUTBIBATb 3TH PE3yJlbTaTbl B KOHTEKCTE AM3aiiHa MCCIIEI0BaHMA, AEMOTpapUUECKUX IaHHBIX
YYaCTHUKOB, IPUMEHSAEMOIO BMEILATENbCTBA U CPOKOB M3MEpEHUs pe3ynbraroB. [lpu Hammunn
JI0Ka3aTeIbCTB BHICOKOTO KaUYECTBA MOYKET OKa3aThCs LIEIECO00Pa3HBIM OTCIIEKHUBATh COKpAILIEHNE
oObeMa JiedeHUs (CHIDKEHHME JI03bl WJIM TpekpamieHue JedeHus). Cnemyer o0CyauTh
KpPaTKOCPOYHBIE M JOJITOCPOYHBIE BOIIPOCHI, KACAIOIIMECS] KOHKPETHOIO JIEUYEHUS, NPUHATH K
CBEJICHHIO JI0Oble HEM3BECTHbIE (DAaKTOPHI U COOOIINUTH YETKHE KPUTEPHUU JUIsI BO30OHOBJICHUS
JICUEHUSI.

COop naHHBIX B peructpax MB OTHOCHUTENBHO JICUECHHS U KIIMHHUUECKUX PE3yIbTaTOB J0JIKEH
OBbITh ONITUMU3UPOBAH, YTOOBI ITH JAHHBIC TPUHOCHIN MaKCUMAIIbHYIO MOJIb3Yy OOIIECTBY.

7. BapnanT-cnenuduyeckass tepanusi (tepanus moxayiasiropamu CFTR) nna xoppexkuun
OCHOBHOIO AedexTa

7.1. Ilpoepecc nocne gvinycka 8pemeHubix pekomenoayuti (aneaps 2023 2o0a)
Kesun Cayzepn, Mapk Huneepc, Inusa Jlammepmun

Tepanus mopynstopamu CFTR okazanach BaXXHbIM BMELIATENILCTBOM IS jtoneid ¢ MB,
KOTOpbIE UMEIOT Ha 3TO MPaBO (COOTBETCTBYIOLINI T€HOTHUII U BO3PACT) U UMEIOT AocTyn [3]. Otn
nepopaibHble Tpenaparbl, OOBIYHO TNPHUHMMAeMble [Ba pa3a B JIeHb, J0Ka3ald CBOIO
3¢ (dEeKTUBHOCTh, M UMEIOT Xopomui npoduis Oe3omacHoct [3]. Jlogsm ¢ MB, umeromum
noaxonsamue BapuaHtel reHa CFTR, cinenyeT npeanoxkuTh Tepanuio moayiastopamu CFTR
(yTBepxkaeHnue 25).

[epsoiit mopynstop CFTR, uBakadTop, NUIEH3MpPOBAaH Uil OTPAaHUYCHHOTO TUAra3oHa
4yBCTBUTEIbHBIX BapuaHToB reHa CFTR, Hocutensimu koTopslx sBisitoTces <5 % mropeit ¢ MB.
WBakadTop ¢ 2012 roma nocryneH it gonedt ¢ MB, uMeromumx mpaBo Ha 3Ty TEpamuio, U B
HacToslIee BpeMs JIMLIEH3UpoBaH Juis arofel ¢ MB B Bozpacte ot 1 Mecsina B CILIA (c 4 mecsues
B EBpomne) [176].

[Ipumenenune B Tepanmuu IBOMHOTO MOIYNIATOpa, JTyMakaTop—HuBakadrop M Te3akadrop—
uBaKaTOp, PacUIMPUIIO TOMYIALNIO, UMEIOIYI0 IpaBo Ha mnpenaparsl-moayiastopsl CFTR, HO
MMeeT MEHBIIYIO 3((EeKTUBHOCTH [0 CPAaBHEHHIO C MOHOTEparnueil uBakaTopoM. DTH JIBOMHBIC
METO/IbI JICUCHHS IEPBOHAYAIBHO OBLIH JIMIICH3UPOBAHBI JUIS JIIONEH C IByMsI KOMTUSIMHU BapUaHTa



CFTR c.1521 1523delCTT (F508del), mocne 4ero mHpopMaius o JEKapcTBEHHOM Ipernapare
ObUIa JIOMIOJTHEHA HEKOTOPBIMH CIIOKHBIMH T€TEPO3UTOTHBIMU KOMOWHAIMSMHU I Te3akadropa—
uBakadtopa [3,177].

Tpoitnast komOunHupoBanHas Tepanus ETI umeer Gosnee BBICOKYIO 3(PQPEKTHBHOCTb, HeM
Tepanus JBOWHBIM MOIYJISITOPOM, U OblIa JTULIEH3UPOBaHA JJIS JIFOJCH TONBKO C OMHUM BapUaHTOM
F508del, uro yBennuuBaer yucino noaxonsamux moaei ¢ MB. B 2023 roxy B CIIIA ETI 6511
onoopen s neteit ot 2 set [178]. [Iponecc yTBepxkaeHus ceituac mpoxoaut B EBporre.

NmeroTcst yoeauTenbHbIe TOKa3aTelbCcTBa B MOAJIEPKKY HCIIONb30BaHus nBakadpTopa nwin ETI
y moaeit ¢ MB, y xoropeix ectb noaxosuiue Bapuantsl CFTR. CBenenus o 1BOWHON Tepanuu
MeHee OCHOBaTelbHbI [179], U Takoe jeueHHe cleAyeT paccMaTpuBaTh B HMHIUBUIYaJIbHOM
MIOPSLIKE.

HexoTopsle 101, nomy4arome Tepanuio npakadpTopom, MoryT uMmeTs npaso Ha ETI, eciau ux
BropeiM BapuantoM CFTR sBnsercs F508del u pmaHHbIe KIMHUYECKUX UCCIICIOBAHUN
IIPEAINOIAraloT HEKOTOPYIO IOIOJHUTENbHYIO 1oiab3y. Pemenne o nepexone Ha ETI cienyer
[IPUHUMATh UHIUBHUAYAJIbHO, COMOCTABIIAA IOTEHIUAIBHYIO JOIOJIHUTEIBHYIO II0JIb3Y C PUCKOM
OOOYHBIX PEaKIii, BHI3BAHHBIX IOTIOJIHUTEFHBIMU IIPENapaTaMy B TPOMHON KOMOMHUPOBAHHOM
tepanuu ETI.

Tepanus monynstopamu CFTR saBnsercss noporocrosimieid U MeHee AOCTYMHON B OJHUX
CTpaHax 1o cpaBHeHHIO ¢ aApyrumu [150]. B crpanax u permonax, KoTopsie mpouHAHCUPOBAIN
noctyn k tepanuu moxynstopamu CFTR, xomannsl nmomomu npu MB nomkHBI onepaTMBHO
IpeuiaraTb 3TH JeKapcTBa JIIOAIM ¢ MB, COOTBETCTBYIOIIMM OIPENEICHHBIM KPUTEPHUSIM, U
JOJDKHBI MCTOJIBb30BaTh CUCTEMbl MOHUTOPWHIA OTBETa M MOOOYHBIX peakuuit [3]. JocTynHel
HE3aBHCHMBbIE CIIUCKH MOIXOIALINX AJIs TEPAIUU BAPUAHTOB, U UX CIEAYET PETYISPHO POBEPATH
Ha Hanuuue oOHoBneHu# [3,180]. Jlist moneit ¢ peAKMMH HeoXapaKTepU30BaHHBIMU BapUaHTaMH
CFTR mnsa oneHku 3(pQeKTHuBHOCTH MOAXOAAT HccienoBaHust N-u3-1, XOTs (UHAHCUpOBaHHE
MOXET OBITh MpPOOJIEMOH AN NpPUMEHEHHS HE M0 TOKa3aHUSM, IOCKOJIBKY pa3pelIeHHOe
HCIIOJIB30BAaHUE 3aBUCHUT OT reHoruna. Jljis nerell paHHEro Bo3pacTa M MIJaJEHLEB HEKOTOPbIE
Mmetonsl jederus moxmynstopamu CFTR moryr eme He OBITh JUIICH3HMPOBAHBI, U BAPHAHTHI
ClIelyeT paccMaTpyBaTh HA MHAUBUAYaIbHON OCHOBE (YTBEpKAEHUE 26).

Tepanus moxynaropamu CFTR oka3blBaeT 3HaYMTENBHOE BIMSHUE HA KU3HB Jrofel ¢ MB, u
3TH OOHOBJIEHHBIE PEKOMEH/IALIUH OTPAXKAIOT MEHSIOLTYI0Cs cuTyanuto. Hebonbiioe, HO 3HaUnMoe
KonnuecTBo Jtoneir ¢ MB He umeror BapuanToB reHa CFTR, KOTOpbIE pearupyroT Ha TEKYIIYIO
tepamuto moxynsaropamu CFTR. [{ns atux mroneit He0OXOAMMBI HOBBIE TEXHOJIOTHH, TaKue Kak
3aMeHa WM «PEelaKTUPOBaHME» T'€HOB ISl MCHpPaBJICHUS OCHOBHOro nedexra mpu MB [3].
[TpuHIUNBI JIeYEeHUs,, U3JIOKECHHBIE B ATOH CTaTbhe, OCTAIOTCS Oa30BBIMU ISl JIOCTHIKCHHS
XOPOIIUX PE3yabTaToB y Beex Jtoaeit ¢ MB, oco0eHHo y nofeit, KOTOpbIM HE MOJIXOAUT Teparius
MoxyisitopoM CFTR nnm KoTopble )KMBYT B CTpaHE MM PETHOHE, I11€ K HEH HET JOCTyIna.

7.2. Monumopune nesicenamenvuuix senenuti npu mepanuu mooyiamopamu CFTR
Kesun Cayzepn, Mapmun Xye u Auna I'eopeuonynoc

[Ipopwmns OGezomacHoctu Tepanuu mopynstopamu CFTR ans momeit ¢ MB  xopommii.
Pe3ynbrarhl JOKIMHUYECKUX UCCIEAOBAaHUM ObUIM 00HA/IEKHUBAIOIIUMHE, @ ONACEHHUS TI0 TIOBOIY



MMOMYTHEHHMSI XPYCTaJINKa, MOJTYyYEHHbIE B XOJI€ UCCIEAOBAHUM Ha KUBOTHBIX, HE TTOATBEPAUIUCH
CYHIECTBEHHO Yy JIIOAeH. OTO0 OBUIO TOATBEPKACHO PETYISIPHBIM O(TaTbMOIOTHIECKUM
obcnenoBanuem mroneit ¢ MB, npoxonuBmux tepamuto moayasitopom CFTR [3].

Onnako, HECMOTps Ha oOmIH podwiE 6e30MacCHOCTH, HAOMIONAIOTCS CePhE3HbIE MTOOOYHbBIE
s dextsl Tepanuu Moayasitopamu CFTR. [To6ounsie 3¢ ¢exThl, CBA3aHHBIE ¢ PU3HOIOTUIECKUMH
M3MEHEHUSIMU Ha (pOHE TepalKy, BKIIOYAIOT YBEIMUCHUE CEKPEIIUH CIIM3U B IbIXaTEbHBIX MYTAX,
00J1b B )KHBOTE, pUHOPEIO (0COOEHHO Yy JeTei MIIa IIIero BO3pacTa), CHHYCHUT U 00k B stmukax [3].
HesxenarenbHble peakluy, CBSI3aHHBIE C MEXaHU3MOM JEHCTBHUS, OOBIYHO MPEXOISAIIN U TPOXOAST
B TEUCHHME HECKOJIBbKUX AHEH WiIn Henenb. ManocuHkpasnyeckue mobouHbie 3PPeKThl BKIIOYAIOT
KOXKHYIO CBIIlb, TOJIOBHYIO 00JIb, JIekapcTBeHHOE akHe [181], MacTHT, TpaHCAMUHUT (TIOBHIIICHUE
aKTUBHOCTH NEYEHOYHBIX (DEPMEHTOB), MbIIICUHbIE OOJIM, TTOBBIIIICHUE YPOBHS KPEAaTUHKUHA3BI U
MOBBIIIEHHOE KPOBsSHOE JaBiieHHE. lIoBbIIeHHE KPOBSHOTO AaBieHHS HaubOoiee SBHO OBLIO
CBSI3aHO C JABOMHON KOMOMHAIMeH JymakagTop—1BakadTop, HO yIIOMUHAIOCH TaKXKe U B CBS3U C
ApyruMHu KoMOuHanusMu moxynstopoB [182,183]. IloBblmieHHe TpaHcaMuHa3 TMEYeHH OBLIO
3apeructpupoBano y 25 % mwogeit ¢ MB, mpunumatomux ETI, a B kparkom onucaHuu
XapaKTePUCTUK TPOIYKTa PEKOMEHIYETCSl PErylspHbIi MOHUTOPHHI M Oojiee dacTas OICHKa
nokKaszareslieil MpH HAaTUYMU TpPU3HAKOB 3aboneBaHus neueHu [184]. B nHawanme Tepanum
TymakapTopoM—HuBaKapTOpoM dYacTto Habmrofanach mpexoxasmias oneimka [185]. OO0 stom
no6oyHoM 3¢ddekre He coolINaIoch pPErylIspHO MPU HCHOIB30BAHUHM JIPYTHX METOJOB
KoMOMHUpOBaHHOH Tepanuu monyistopamu CFTR [179].

Co0011a10Cch 0 MCUXOHEBPOIOTUYECKUX MOOOYHBIX AP PEeKTax B OTHOMIECHUH BCEX TOCTYITHBIX
MeronoB tepanuu moxynstopom CFTR [186]. B cBs3u ¢ mmpokoit gocrynnocteio ETI pacrer
YKCJIO 3apETrMCTPUPOBAHHBIX HEXKENATEIbHBIX PEaKIMi, BKJIOYas W3MEHEHMs] HAaCTPOCHHS,
TPEBOT'Y, HApYIICHUS CHAa M HEHPOKOTHULIMH, a TAaKKE CYHUIHIAIbHBIC MBbICITH/ACHCTBUSL.
BoNbIIMHCTBO U3 HUX MO-TIPEKHEMY OTPAHUYMBAIOTCS OMIMCAHUSAMH KIMHUYECKUX CIydaeB/cepHii
CJIy4aeB M OJIHOLEHTPOBBIMHU uccienoBaHusiMu [ 187—-190], XoTsi B HALIMOHATILHBIX UCCIIEI0BAHUSAX
yKe nosiBisitorcs naHHele [191, 192]. Hekoropble n3MeHEHUS B ICUXUYECKOM 340POBbE MOTYT
OBITh OJIOKUTEJILHBIMU HJTU HE CBSI3aHbI ¢ HayasioM npuMenenust MoxyinsitooB CFTR, B To Bpems
KaK HETaTUBHBIM OIBIT MOXET OTpa)kaThb IICHUXOJOTMYECKYHO aJalTallMI0 K JKU3HU B DIIOXY
MOJYJIITOPOB, MpsIMO€ (PU3MOJIOTHUECKOE BO3JCHCTBUE MOIYIATOpPA MM JIEKAPCTBEHHOE
B3aUMOJICUCTBHE, YTO NMOJYEPKUBAET BaXHOCTHh TinaresnbHoU oueHku [190,192]. Komurer mo
orieHke puckoB B cepe papmakonanazopa (PRAC, ot anrn. Pharmacovigilance Risk Assessment
Committee) EBporeiickoii KOMUCCHM HEaBHO YCTAHOBMJ, YTO CYLIECTBYET IO KpailHel mepe
pa3yMHas BO3MOYKHOCTb IPUYMHHO-CIIEACTBEHHON cBs3u Mexay ETI u nenpeccueii [193].

[Ipu o6cyxaeHnn pucKoB U ipeumyiecTs Tepanuu moayastopamu CFTR crenyet yunTsiBarh
MOTEHIIMAJIBLHOE BO3ICHCTBUE HA (PU3NUYeCcKoe U IICUXHUYecKoe 310poBbe. Jltoneit ¢ MB u ux cembn
cleyeT NMPOCUTh COOOIIAaTh KOMaHAEe NOoMOoIM Ipu MB Kak O INOJOXUTENBHBIX, TaK U O
HEXKEJIaTeNbHBIX COOBITHAX, HE3aBUCHUMO OT MPEAINojaraeMoi MPUYHMHHO-CIECICTBEHHOW CBA3H
(yrBepxnenue 27). Korna monu ¢ MB HaunHarOT moyvars TEpANuio MOAYISTOPOM, HEOOXOIMMO
HaOMIOZICHNE C YYETOM BEPOSTHOCTH BBILICYKa3aHHBIX SIBICHHUH, BKJIO4Yas oOcCiIeqOBaHHUE Va3,
U3MEpEHNE YpOBHS TpaHcamMHuHa3 nedueHu [194] u kpossHoro nasnenus. [Icuxudeckoe 310poBbe
ClieyeT KOHTPOJIMPOBaTh B COOTBETCTBHM C pekomeHnanusmu ®Ponma MB/ECFS, Bxmrouas
CKPMHMHI Ha JIEIPECCHI0 U TpeBory A0 Hayana VST u He mo3naHee, yeM uepe3 3 Mecdla nocie
Havana [3].



BaxHOCTB MOCTPETUCTPALIMOHHOTO Ha30pa ObLIa MPOUIUTIOCTPUPOBAHA COOOLICHUSMU O TISTH
CJIy4asiX MOBBIIIEHNS] BHYTPUUYEPEITHOTO AAaBJIEHUS Y I€TE MiIaIllero Bo3pacTa py NIpUMEHEHNN
ETI [195,196]. ¥V Ttpex nereil 3T0 OBUIO BBISBICHO MO OTEKY JAWCKA 3PUTEIILHOTO HEpPBa,
00HapyXEHHOMY IIpU 0OBIYHOM OCMOTpE I¥1a3, a Y ABYX JIeTei — 10 mapainyy OTBOASAIIETO HEPBa.

Kak u B cimyyae m060ro HOBOTO mpenapara, 000 BCeX HEKeNaTeNbHbIX SBJICHUAX, HE3aBUCUMO
OT NPHUYMHHO-CIIEJCTBEHHON CBS3M, CIENyeT COOOIIaTh B HAIMOHAJIBHYIO 0a3y NaHHBIX WIN
perucTp, a TaKXke IPOU3BOIUTENI0 B pamMKax rpaduka MOCTPETUCTPALMOHHOTO HAA30pa
(yTBepxxaeHue 28).

7.3. Koppexyus 0o3vl mooynamopos CFTR nocie nedxicenramenbHuix peakyuii
Mapx Yunsepc, Mapmun Xye, [Tumep Muoonmown, [iceiin /[p6uc

O HayuyHo O0OOCHOBAaHHOM TIOAXOAE K TMPEPHIBAHUIO WCIONH30BAHMS, COKPAIIECHUIO U
MOBTOpHOMY HaszHaueHuto MmonayasitopoB CFTR He coobmanocsk. Pabora ¢ moOGoyHBIMU
sddekraMu OCHOBaHA HAa KIMHUYECKOM KOHTEKCTE€, MECTHOM OIIBITE€ W HOBBIX JAHHBIX U3
TEeMaTUYECKUX HUCCIIeA0BaHMM (Tabnwuia 4).

HesnauutenbHast Cbllb WJIM aKHE MOTYT OBITb HENPUATHBIMH, HO HX YacTO MOXKHO
KOHTPOJINPOBATH C IOMOIIBI0 CUMIITOMATHYECKOTO JIeYeHHs 03 MpephIBaHuUs IpreMa MOAYIATOpa
CFTR [181,197]. IlosBnenue Oojee Cepbe3HBIX BHICHIIAHUN MOXET MOTPeOOBaTh MPEPhIBAHUS
npuemMa mpernapara ¥ Hayasla MPOTOKOJIOB JIECEHCHOMIN3alUU Ha CPOK OT HECKOJIBKUX HeJleNb
[198] no neckonbkux mecaies [199,200].

PeanbHble naHHBIE NOKA3bIBAIOT, YTO W3MEHEHUs YpPOBHSA TPAaHCAMMHA3 NpPU IPUMEHEHUU
moxyisatopoB CFTR penko mnpuBomaT K mnoBpexaeHuto nedeHu [201], HO HMX MOXHO
KOHTPOJIMPOBATh IyTEM MPEPHIBAHUS IIPUEMA WK KOPPEKTUPOBKHU J03bI.

[IcuxoneBposnornuyeckue npoodnemMsl 3PGEKTUBHO YCTPAHIIUCh IMPEKpalleHHeM MpHeMa HiH
cHikeHneM 10361 [187,188,202] (tabnmuma 4). Hekoropsie momun ¢ MB mocie npekparieHus
teparuu  mMoxynsatopom CFTR pemmnu He BO30OHOBIATH €€ M3-3a MOOOYHBIX pPEaKIIHid
[188,190,203].

Bbrutn coobenns o JoOpoKadYeCTBEHHOM MOBBIIICHUN BHYTPUUEPETIHOTO JaBJICHUS Yy JIIONEH,
noiy4aBmux Tepanuio moayiastopamMu CFTR; B HEKOTOpBIX CllydasiX 3TH SBJICHHS MOIIHU OBbITH
CBSI3aHBI C TUTIEPBUTAMHHO30M A. HeKoTOpBbIM JtoisiM TpeOoBaIoch NpepbIBaHUE TePaiy, TOTAA
Kak y JpyruX CHMITOMBI HCYE3aJd TpPH YMEHBIICHHHM NpUeMa BHUTAMUHHBIX J00aBOK

[195,196,204].

B wurore pemenne o mnpoxmomkeHun Ttepanuu wmoapyinaropamu CFTR - onpepensercs
MPEINOYTEHUSIMU NAIIMEHTa M KIMHUYECKUMHU PEKOMEHAALUUsAMU. XJIOpUA HaTpusi B IOTOBOM
KHUIKOCTH Kak Mapkep momymsiuuu CFTR MOXHO MCHOnb30BaTh JUIsi OOOCHOBAHUS PEKUMOB
nozupoBanus [188,203]. HenmaBHo paspaOoranHble MeToAbl aHaiuza JekapctB [205, 206]
MIO3BOJISIIOT U3MEPATH YPOBHHM JIEKAPCTBEHHBIX MIPENAPATOB U TUTPOBATH /103y B 3aBUCUMOCTH OT
KJIMHUYECKUX MapKepOB MOJb3bl. B HEKOTOPHIX CIy4asx 3TO MOMOIIO YCTPAaHUTh NMOOOYHBIC
s dextsl Tepanuun moayasitopom CFTR [207]. Hanehelimmas paboTta mo CTaHAApTH3AIMH ITHX
aHaJIM30B M 00€CTICUEHUIO0 UX 00JIee IUPOKOH JOCTYHOCTH SBISETCS MPUOPUTETOM KIIMHIUUECKON
IIPAKTUKH.



7.4. Koppexyus 0o3zvt mooynamopa CFTR 6o epems bepemennocmu

Mapx Yunsepc, Mapmun Xye, [lumep Muoonmown, [ceiin /[>6uc

Yucno OepemeHHocTeil y xeHumH ¢ MB, mpoxomsmux tepanuto ETI, yrpomnocs [8].

Bosmoxno npepsiBanue Tepanuu moayiasitopom CFTR Bo Bpems uin 10 6epeMEHHOCTH, HO OHO

CBSI3aHO C KJIMHUYECKUM YXyAIICHHEM COCTOSIHUSL y OEpeMEHHBIX U HeOepeMeHHBIX JKeHIIUH [3].

[MosiBrsiroTCS peanbHbie JaHHbIE 0 Oe30omacHocTH [208], 1 04eBUAHO, YTO MHOTHE KSHITUHBI ¢ MB

BbIOMpatoT mpoxpomkars Tepanuio ETI Ha mporsbkeHum Bceit OepemenHoctu [209], omnako
HEKOTOpbIe MOTYT PEUIMTh IpepBaTh MPUEM Ipernapara Ha BpeMs OepeMeHHOCTH. B HeKOoTOphIX

IOPUCIUKIUAX OepeMEHHBIM KeHIIMHAM ¢ MB 3ampemieH AOCTyn K Tepanuud MOIYJIATOpaMH
CFTR. Pemenue o nponomkeHUMH WK npekpanieHuu tepanuu moayiastopoM CFTR Bo Bpems

0epeMEeHHOCTH U TPYAHOTO BCKAPMIIUBAHUSA CIEyeT MPUHUMATh C YUE€TOM PUCKOB JUIsl MaTepu U

pebenka [195,210].

Taoauna 4

ITpennaraemas koppekuust 103l MoxyasitopoB CFTR

[IpuMeuanue: B HEKOTOPHIX CTpaHAaX MOTYT MPUMEHATHCS Oojiee CTPOrHe KPUTEPUH MpPEKpalleHus

JIe4yeHus1, 0COOEHHO B Cllyyae TPaHCAMUHHTA.

SBnenue BeipasxeHHOCTB Koppektuposka no3s1  [IoBTOpHOE BBEnEHHE JHpyrue nelictBus
Cepinb Hesnauurensnas Ipomomxutes mpuem  H/IT Jleunts
CTaHIAPTHOH /10361 AQHTUTUCTAMUHHBIMH
[197] IIpernapaTaMy ¥ MECTHBIMH
CTeponIaMu
CuipHas Ipexparuts Kax TOJBKO cuMOToMBl  JleunTs
HCYE3HYT, BO30OHOBUTH NIPUEM  aHTHTHCTAMHHHBIMU
MONHOM JO3BI WM HavaTh IIpernapaTaMd U MECTHBIMHU
Iporecc  IeCeHCHOMIH3AK  CTepOMIaMU
[198-200]
TpancaMuHHUT >3 x BTH Ipomomxures mpuem  H/IT [loBTOpATH OIIII
CTaHAAPTHON JTO3BI €XKEMEeCSIHO
>5 x BI'H CHmKeHne no3e’  IloBTOpHO BBECTHU B [loBropsite OIIII wepes 2
[211] YMEHBIICHHOH J03€. Hezenu
TutpoBars 103y NpH HATUIUH
KJIMHAYECKOrO OTBETa +
MIPOBEPUTH XJIOPHUJ HATPHUS B
MIOTOBOM >KUAKOCTU
>8 x B'H IMpexparuts [211] IToBTrOpHO BBECTH B IloBropsTs ®IIII 1-2 paza
YMEHBIICHHOH J03¢€. B Hepemo [188]
TutpoBars 103y NpH HATUYUH
KJIMHAYECKOrO OTBETa +
MIPOBEPUTH XJIOPHUJ HATPHUSA B
MOTOBOM KUIKOCTH?
Panee cymecrsoBaBumiee Iloueunas CHipKeHne noser’  TToBTOpHO BBECTHU B IloBropsTs ®IIII 1-2 paza
3a00/1eBaHHe MeYeHH HEIOCTaTOYHOCTh [184] YMEHBIICHHOH J03¢€. B Hepemo [188]
cpenHeit CTEICHH: TutpoBars 103y NpH HATUYUH
neuenne VST, ecimm KJIMHUYECKOTO OTBETA +
OYEBHUIHAS MIPOBEPUTH XJIOPHUJ HATpPHS B
MEIUITHCKAs MOTOBOM KUIKOCTH?

HEOOXOIMMOCTh i



Becconnnna / aHeBHAs
ycTanocTh

IIcuxoneBponoruyeckue

CHUMIITOMbI, H3MCHCHHE
HaCTpPOCHUA NJINH
TpeBora

BepemenHoctn

ToNTb3a
MIePEBEINBAIOT
pucku [184].

CrannmapTHas 103a

YmepeHHbIe CHmKeHue 0361

CuibHbIe IIpexparuts
CrannmaptHass 1032
[3] mmm ocranoBHTH
VST o 2-ro
TpHUMecCTpa

PaccmoTperb  BO3MOMKHOCTH
MIOMEHATH  BpeMsl  Ipuema
YTPOM U BE4EPOM

Yepes 12 wemens mocme?
HCYC3HOBCHUS CHMIITOMOB
yBeIH4IHTH 103y [203]

TuTpoBarh 103y NMPU HAJTMYUH
KJIMHAYECKOrO OTBETa +

MIPOBEPUTH XJIOPHUJ HATPHUSA B
2

IIOTOBOM KUJIKOCTH
[188,190,203]

Kax TOJIBKO CHMITTOMBI
HCUE3HYT, paccMoTpeTh
BO3MOYKHOCTD TTIOBTOPHOTO
BBEIICHUS mpemnapara B
YMEHBLICHHOH  m03¢®  mium

AETEPHATHBHOTO Mpemnapara’.
TutpoBars 103y NpH HATUYUH
KIMHAYECKOrO OTBETa +
XJIOpUJ HAaTpusg B MOTOBOU
xumroctr® [190,203]

Paccmotpets
BO3MOJKHOCTb ~ BBEJCHUSA
WIA  KOPPEKLMU  J103bl

ncuxo(hapMaKoJIOr TIeCKOH
teparuu [190]

Paccmotpets
BO3MOKHOCTb ~ BBEJCHUSA
WIA  KOPPEKLHMU  J103bl

ncuxo(hapMaKoIOrHIeCKOH
teparuu [190]

Koncymsramust  akymepa,
CHEIHaTN3UPYIOETOCs Ha
MB, B knuHMKe®

Coxpamienns: OIIIT — dynaknponansasie mpoos! nevernn, B'H — Bepxusis rpanuna HopMel, VST — BapnanT-cieruduaeckas Teparnust.

CHOCKH:

! B Hacrosmiee BpeMst JUIs JIEYEHHs] MOJYTISITOPAMH JTOCTYIHEI TPH Pa3NINUHbIE JO3UPOBKU B 3aBUCHMOCTH OT Bo3pacTa | Beca [184]. Bee onm
OCHOBAaHBI Ha CIEAYIONIEM CTAaHJAPTHOM PEXHME NO3UPOBAHWS: 1O 2 TableTKw dekcakadTopa, Te3akadTopa W MBakadTopa yTpoM U OTHA

TabneTka nBaKa(hTOpa BEICPOM.

2 Cumkenne 10361 10: 1 Tabnetkn snekcakadropa, Te3akadTopa 1 mBakadTopa yTpoM U ofHON TabneTkn mBakadropa Bedepom WU mo 1
TabneTke ekcakadropa, Te3akadTopa 1 MBakadTopa yrpoMm 3 pasa B HEEIIO.

3 Camxenne 10361 110: | TabneTkn anekcakadTopa, TezakadTopa U MBakadTOpa yTPOM | OIHON TabIeTK! MBakaTopa BEIEPOM.

4 PaCCMOTpCTL BO3MOYKHOCTB OoJee PAaHHETO BOCCTAaHOBJICHUA CTaHHapTHOﬁ J03bI, €CJIM €CTh KIMHUYCCKHUC ITIOKAa3aHUA.

3> PaccMOTpETh aTBTEPHATHBHEIH MPETIAPAT, JBOMHY0 KOMOUHAITHIO HIIH MOHOMOJIYJIATOP, B 3aBUCHMOCTH OT T€HOTHUIIA MAIUEHTA.

¢ Bosnelicteue VST BHYTpHYTPOOGHO MOKET CHU3UTH MMMYHOPEAKTHBHBI TPUIICHHOTEH B CHIBODOTKE HOBODOXKIEHHBIX W TMPUBECTH K

JIOKHOOTPULIATEIBHOMY PE3YIbTaTy CKPUHUHTA HOBOPOXKICHHBIX.

8. 3akiaouenue

B sToM BceoObemutonIeM IOKYMEHTE IMpPECTABICHBI PeKOMEHIauuu Uit jofei ¢ MB u

MCOIUIIMHCKHUX CIICHIHMAJIMCTOB, OCHOBAHHBIC Ha UMCIOIIIUXCA y6€I[I/ITeJ'H>HLIX JOKa3arcJIbCTBax. B

AOKYMCHTC HNPUBOIAATCA MNMPCALICTOPUSA WM KOHTCKCT, a IMPCACTABICHHBLIC B HCM YTBCPIKICHUSA

(Tabmuma 1) HocAT Gosiee TUPEKTUBHBIN XapakTep. TOH peKoMeHaluii OTpaxaeT MEHSIOUTYIOCs

cUTyauuio B coobmectse MB 1 moompsier neiicTBUSl M BMEIIATEeNLCTBA, HANpaBICHHBIC KaK Ha

Ha4aJIO0, TaK WU Ha HNOAACPIKAHUC 3J0pPOBOI0 06p333 JKH3HH. HpOB.KTI/IBHa}I KOHIICIIIHA 3TOI0

JTOKYMEHTa WUTIOCTPUPYETCS paszfeslaMd M YTBEPXKICHHSIMHU O (PHU3MUECKOW aKTUBHOCTH H

¢bu3nUeCcKUX yIpaXKHEHUIX, YUCTOM BO3/lyXe U MOJIEINIAX yXoza. B ciemyroieii crarbe 3Toii cepun



OyIyT pacCMOTPEHBI MEPhI BMEIIATENILCTBA TIPU OCIIOKHEHUSIX MB 1 B Tex citydasx, KoTa Ku3Hb
CTAHOBUTCS 00JIEE CIIOXKHOI.

Pexomennanuu 6butM pa3paboTaHbl B COTPYIHHUYECTBE C JIIOIBMH, CTpagaomumu MB, u Gomnee
IMPOKUM cooOmiectBoM MB. XoTs A1 HEKOTOPHIX PEKOMEHJIAIM ObUI BBISABICH XOPOIIHA
ypoBeHb aokazarenbHOCcTH (cM. 13 KokpeHHOBCKMX cHCTEMaTHYeCKHX 0030pOB), B IEJIOM
JoKazarenpHas 0a3a JUIsi pPEKOMEHJAIuii He Oblla CWIBHOH. JTO OTpaxkaeT OBICTpO
pasBuBarIyiocs chepy MB. Meromonoruss TpOBEACHHUS SKCIEPTHBIX OIICHOK IO3BOJIMIA
aBTOpaM CBOEBPEMEHHO pa3padoTaTh COOTBETCTBYIOUINE YTBEpKACHUA. OTBETH HAa SKCIIEPTHBIC
OLIEHKM ObTM HMH(OPMATUBHBIMU M TPUBEIH K TOMY, YTO YTBEP)KACHHUS ObUTM HM3MEHEHBI
(ynmyuiieHsl) Win OTKIOHEHbI [IpoduiIbHBIM KOMUTETOM. DTOT MPOLECC MOMOTAET ONPENEIUTh
HCCIIE/IOBATEIbCKUE BOMPOCHI, KOTOphIe TPeOYyIOT HOBBIX WM JaJbHEHIINX KIMHHUYECKUX
UCTIBITAaHUM, YTOOBI JJaTh OTBET M YAYYIIUTh JOKa3aTeiabHyl0 0a3y. PekoMeHmanum npuMeHUMBI
KaK K CYIIECTBYIOIIUM, TaK U K HOBBIM CIyk0am 1o jedeHnto MB u obGecrneunBaioT OCHOBY IS
30pOBOTO 00pa3a KU3HM.

3asiBienue 00 aBTopckoM BkJajae no cucreme CRediT

[TpoduiibHBI KOMUTET YCTaHOBWJI OCHOBY JUISL BBIIIOJHEHHUS M OIPENENINI 3KCIEPTOB JUIS
MIOATOTOBKM Ka)/10T0 paszeia (BbIACIECHO B JOKyMeHTe). Bece mpumianeHHble SKCIepThl BHECIN
CBOM BKJAJ B IPOLIECC DKCIEPTHBIX OLEHOK M KOHTPOJHMPOBAIM OKOHYATEIIBHYIO BEPCHUIO
nokymenTa. ®@uona /lannesu obecrieunia o0IIy0 aIMUHUCTPATUBHYIO TIOAACPKKY U IPUMEHUIIA
HAaBBIKM COCTABJICHUS MEAUIIMHCKUX TEKCTOB IS IIOATOTOBKH COITIACOBAHHOIO JOKYMEHTA.

YBegomiienne 00 0OTCYTCTBHHM KOH()JIMKTA HHTEPECOB

ABTOpBI 3afBJISIOT, YTO Y HHUX HET M3BECTHBIX KOH(IUKTOB (PMHAHCOBBIX HHTEPECOB WIH
JIMYHBIX OTHOILIEHUH, KOTOPBIC MOTIIU ObI MOBIUATH HAa Pa0OTY, MPEICTABICHHYIO B 3TOH CTaThe.

baarogapuocT

ABtopbl Onaromapsatr ®uony JlaHneBH, KOTOpas oOKa3ala pEeNaKUMOHHYIO MOAJICPKKY H
KOOpJIMHUpPOBaja KOHCYJAbTAlUM B paMKax IPOBEIEHUS S3KCIEPTHBIX OLIEHOK. brarogapum
komaHty KokpeitHoBcKo#i rpymbl 0030poB o MB 3a moanepkKy Ha IpOTSKEHUHU BCETO MPOEKTA.
MaI Takxe 6narogapum npasienue ECFS u opranuszanuio CF Europe 3a ux moaaepx Ky U BKIaJ
B Hamy paboty. ABropsl paszznena 3.2 Omaromapst Jlopeny Pomepo u3 GonmbHMIBI Anbdpena,
Menbs0OypH, ABCTpaius, 3a MOKCK JUTEpaTypsl, U Pelinyna b. Slncena uz Hopseruu 3a uznoxeHue
CBOEHM TOYKM 3pEHUS KaK poauTess yenoBeka ¢ MB B paznene 3.1 («D@uznorepanust Ajii OYUCTKU
JbIXaTeIbHBIX ITyTE).

I[OHO.]'[HI/ITG.TILHLIE MaTepHaIbl

JIonOIHUTENBHBIE MAaTEPUATIBL, CBA3AHHBIE C 3TOW CTAThEM, MOKHO HAWTH B OHJIAMH-BEPCUH T10
unaekcy doi:10.1016/j.jMB.2023.12.002.
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IIpencrasieH B OpUrHHAIBHON CTAThE



