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NHOOPMALIMSA O CTATBE AHHOTAIUA

KiroueBsie cnosa: D10 BTOpas U3 YEThIpeX CTaTei, OOHOBIIOMNX CTaHAapTHl EBpomneiickoro o01ecTsa mo KucTo3HoMy Gubposy
MyxkoBucIuI03 (ECFS) B oTHOmIEHHN OKa3aHHS MEIUIMHCKOI oMoy roasM ¢ MB. JlaHHas cTaThs MOCBSIIEHA BOIPOCAM
PykoBopsiye NpHHINIIE obecrieueHUsT W TMOAACPKAHUS 3I0POBbS. PyKOBOMALIME TPUHIMIBI COCTABICHBI C HCHOJIB30BaHUEM
CranmapTsl JIOKa3aTenbHON 0a3bl U ¢ IMHPOKUM y4aCTHEM 3aHHTEPECOBAHHBIX CTOPOH, BKJIIOYast coobmectBo MB. ABTOphI
310poBBe MPEIOCTaBHIN MTOBECTBOBATEIFHOE OMUCAHME TEMBI M OOee AUPEKTHBHBIC YTBEPKACHUSA. DTH yTBEPKICHHUS
ECFS OBLTH MIPOBEPEHBI ¢ MOMOIIBI0O METO/IAa SKCIEPTHBIX OLEHOK, M MO HTOTY ObLI JOCTUTHYT XOPOIIMH ypOBEHb

COTTANICHUS B PAMKAX IMPOKO} TPYIIIIBI IO BCEM YTBEPKACHUSM.

OTH pyKOBOAAIIME MPHHIHUILI MOAYEPKHBAIOT B)KHOCTh MHOTONPO(HILHON KOMaH/BI 1O JeueHnio MB,
a TaKe ONMHCHIBAIOT pa3pabOTKy Mojeiei OKa3aHHs INOMOIIH, BKJIIOYAs BHPTYaJbHbIE KOHCYIBTAI[MH.
IMoa4yepKHBAIOTCS OCHOBBI MOANEPIKAHUS 3M0POBbS, BKIOUAs HEOOXOXUMOCTb (pU3MUECKH aKTHBHOTO 00Opasa
JKU3HH M CTPOTOTO OTKa3a OT BCEX HEMEAMIMHCKUX CPEJICTB JUISl HHTAISALNH, BKIIOYAs DIEKTPOHHBIE CHTapeTh.
PaccmarpuBaeTcsi mporpecc B TEpaluu MOMYISTOPOM PEryIATopa TPaHCMEMOpPAHHOI MPOBOAMMOCTU HPH
myxoBucuugoze (CFTR), Bkiouas BO3HHKAIOIIHE HEXeIaTelbHbIC SBICHUS H PEKOMCHIALMH MO CHIDKECHHIO
JI03BI M TIPEPHIBAHUIO JICUCHHSI.

DTOT JOKYMEHT COAEPIKUT PEKOMEHAAIMH, KOTOPbIE IPHMEHUMBI KO BCeM oasM ¢ MB, HesaBucumo ot
BO3pPACcTa, COOTBETCTBUS TPEOOBAHMSM U NOCTYIA K TEPATTHH MOIYISTOPOM.

IMepeueHb UCTIONB3YEMBIX COKPAICHNUI ETI OnexcakadTop-Tezaxkadrop—uBakadTop
ETS TabauHblif IBIM B OKpYKaroLIeit cpene
MOJIIT MeTozb! OUNIIEHNUS IbIXaTENbHBIX ITyTei N
NBS HeoHaTanbHbI CKDHHUHT HOBOPOXKICHHOTO
UMT Hnpexc Maccsl Tena
PERT 3aMecTUTeNbHAs Tepamys npenapaTamMu GepMeHTOB
MB Myxosncumos TIOJUKEITY TIOYHOH JKeNe3bl
CFTR Perynsatop TpancMeMOpaHHON MPOBOAUMOCTH MPU oJIiC O6ocTpenne(-s) TeroYHBIX CHMITOMOB
MYKOBHCIH03€ PhySIIG CrienipanpHasi MeX/IyHapOAHas TPYIIa Mo
KIIHT KapnuonynsMoHanbHBIA HATPY30YHBIH TECT (usHoTepanuu
XPC XpOHUYECKUiT PHHOCHHYCHT PKU PannoMu3upOBaHHOE KOHTPOIHPYEMOE UCCIEN0BAHNE
ECFS EBpomneiickoe 0611ecTBO 110 KHCTO3HOMY (GUOPO3y VST Bapuant-cnienuduueckas Tepanus
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C. Castellani et al.
1. Beenenue

D10 BTOpast U3 CEPUH U3 YETHIPEX CTaTeH, OOHOBIAIONINX CTAHAAPTHI B
OTHOIICHUH OKa3aHHS MEIMIMHCKOH ITOMOINH JIOAAM C MYKOBHCLHZO30M
(MB), koopauaupyemsie EBporneiickiumM 0011ecTBOM 110 KHCTO3HOMY (Gubpo3y
(ECFS). Dtu crarbu ObUIM  TOATOTOBICHBI  AKaAEMHUYECKUMU W
MEANIUHCKHMHU JKcIepTaMu B obnactu MB B coTpymHHYECTBE C JTIOAbMH,
cTpagaromumMu MB, u coobmectsom MB. Ilpeapiaymas pemakunoHHAs
CTaThsl ONHCBIBACT CTPYKTYPY, COAEPIKAHUE H HOBBIC Pa3pabOTKH B paMKax
9TOi cepuu u3 dYerbipex crareil [l1]. Drta crartes «OOecredyeHne u
MOIePKaHHE 370POBbS» HIUTIOCTPUPYET H3MEHEHHs B JnedeHun MB,
OCHOBAHHBIC Ha 3HAYUTEIBHBIX COOBITHAX, MPOU3OIICAIINX 3a MOCIEIHUE ABA
JIECATHIICTHS.

IMepBas cratbs U3 cepud noi Ha3BaHHeM «CBOEBpEMEHHAs M TOYHAs
JMATHOCTHKA» W3JaraeT OCHOBHBIC HAMPABICHUS Da3BUTHA CKPHHUHTA
HOBOpOXxaeHHBIX (NBS) [2], KOTOpEIi B HacTOsIIIEee BPeMsi pacpOCTPAHUIICS
Ha OOJBIIMHCTBO CTpaH, B KOTOPBIX 3aboneBaeMocTs MB 3HauntensHa. B
PErHoHaX ¢ JaBHO CyMIeCTBYIOmMUMH mporpamMamu NBS B HacTosmIee Bpemst
OYEBU/IHBI IPEUMYIIECTBA PAHHEH ANATHOCTHKH.

NBS cnocoOcTByeT paHHEMy JICUEHHIO —MAaTO(U3HONIOTHYECKHUX
MOCTEACTBUH MUCYHKIMH PErysATopa TPaHCMEMOPaHHOH MPOBOAMMOCTH
npu mykosuciunose (CFTR), obecneunBas y mromeit ¢ MB oramunblii
HYTPUTHBHBII CTaTyc, 3alUTy ABIXAaTENbHBIX MyTell OT XPOHHYECKOil
uH(EKUMM W 3I0pOBBIH M aKTHUBHBIM 00pa3 KU3HH. DTH «0Oa3oBBIE»
TPHHIMIEL, JIEKAIMe B OCHOBE jedeHns MB, mpuBenn Kk ycToidmBOMY
YIAyUIICHHUIO MIEPCTIEKTHB U Onaronoyuus roznei ¢ MB.

3a mocnenHee AECATHICTUE TOSBUIMCH HOBBIE Pa3pabOTKH, KOTOpHIE
HEMOCPEICTBEHHO HANpPaBJICHBl HA YCTPAHEHHE OCHOBHOTO MOJICKYISIPHOTO
nedexkra npu MB. Tepamust moxpymstopom CFTR, sBustomascs Ha
CETOMHAIIHMI [EHb ©JWHCTBEHHON [OCTYIMHOW BapHaHT-CIeHH(HUECKOH
tepanueii (VST), u3MeHnIa KITHHUYECKUE UCXOABI y ntofeit ¢ MB, kotopsie
HMEIOT TIPaBO HA TAKOE J€YCHNUE M UMEIOT JOCTYII K HeMy [3].

PexoMeHgamuu, cofepkalipecs B HACTOAIIEM IOKYMEHTE, OTPaKaioT
MEHSIONIYIOCs CUTyalHIo B JedeHur MB. Ecin He yka3aHo HHOe, OHCaHHBIC
KOHIENIMH M TPHHIMIBL JICYCHHS OTHOCATCS KO BCeM nomsiM ¢ MB,
HE3aBHCUMO OT BO3pacTa WM NpUMeHeHHus Tepanuu moxyastopom CFTR.
Ipu HEOOXOMMMOCTH PEKOMEHJALMH TaKXKe MOAXOAAT NS POAMTENei MIH
JIHII, OCYIIECTBISIOIIMX YXOA 3a JeTbMH M MOJOABIMU moabMu ¢ MB. Mbr
MOICP)KHBAEM COBMECTHOE NMPHHATHE PEHICHHIT C yUacTHeM Bcex Tofeii ¢
MB u ux cemeii.

JIromu ¢ MB 1 MeuiuHCKHe pabOTHUKH TOJIKHBI YUHTBIBATB, 4TO CPeaa,
B KOTOPO¥f OHM XUBYT U pabOTAIOT, MEHsETCA. BaxkHO OBITh HENPEAB3STHIM K
MHHOBAL[MOHHBIM TOJXO0ZAaM, a TaKkke oOecreunBaTh B 000l cUTyaruu
OKa3aHHE TOMOIIM Ha OCHOBAHHM HAWIYYLINX MMEIOIMXCS (HaKTHUECKHX
JIAHHBIX U COXPAHATh KAYECTBO OKA3bIBAEMOI ITOMOIIIN.

IMepBble Tpu pa3aena 3TOiH CTaTbH OXBATHIBAIOT OCHOBHBIC KOMIIOHEHTBI
TOICPKAHHS 310POBbS: 00ECIeYeHNE OTINYHOTO MHUTAHUS, MOAAEPIKAHUE
370pPOBbsl ABIXATENBHBIX MyTeH M 3aHATHS (DU3HYCCKUMH YHPAKHECHUSIMH.
3aTreM aBTOPHI PACCMATPUBAIOT MOAEIM OKA3aHMSI METHIIMHCKOI MOMOIIH,
omupasch Ha mpeapinymue pekomenaammu ECFS, n oneHnBaoT noreHnman
JUCTAaHIMOHHON moMomu. HakoHel, ONMCBHIBAaIOTCS BOMPOCH NPUMEHEHHS
JIEKapCTBEHHBIX CPEJICTB, BKIII0Yas pa3paborku B obmactu VST.

Panee OblTa omucaHa METOZOJOTHS, HCIIONB30BAHHAS IS CO3MAHHS U
JIOCTIIKEHHSI KOHCEHCYCa 110 9TOMY OOHOBJICHHIO U PACIINPECHUIO CTAHIAPTOB
ECFS B oTHOuIGHHH OKa3aHHsS MeIUIMHCKOM mnomomu [2]. Bxpartue,
MEXKAUCUUIUTHHAPHBIN TPO(QUILHEI KOMHTET CO3Jall CTPYKTYpY, IPHINACHI
ABTOPOB M PAacCMOTPeN pabOThl M YTBEPHKACHHS aBTOPOB. YTBEPIKACHHUS
OPOLIIM  TPOBEPKy C  MOMONIBIO  METOAA  DKCHEPTHBIX  OLCHOK,
npoaeMOHCTpupoBaB  mopor >80 %, yKa3bIBAIOIIMIi Ha KOHCEHCYC.
IpoduabHEIT KOMHTET PACCMOTPEI BCE KOMMEHTAPUH H B COOTBETCTBYIOIIHX
ciy4asiX CKOppeKkTHpoBan yTBepxkaeHus (tabmuma 1). Crenpanuctsl,
MPOBOAMBIIHE OKCIEPTHbIC OLEHKH, HEPEUUCICHBI B JIOMOIHHTENBHOI
Tabmume 1, a pe3ynbTaThl OKCIEPTHBIX OLEHOK MPEACTAaBICHBI B
JIOTIONIHUTENIBHOM Tabmuie 2.

2. JlocTaTouHOE MUTAHHE
2.1. [Tumanue mnadenyes

Kpuc Cvum, Jumumpuii [Jexnepk

B mocimenHMEe  IECATHICTHS — COCTOSHAC IUTAHMS — MIIQJCHIICB
[POAOIDKAIO YIYdIIAThCs, BO MHOTOM Olarogaps paHHEMY BHEIPCHHIO
HYTPUTHBHOI MOJICPKKH, cTaBuieii Bo3MokHOW Omaromaps NBS [4].
Jannsie peectpa CIIIA moka3sbIBaioT, 4TO MEINaHa BECa U POCTa MIIaACHICB
TPEBBINIACT PEKOMEHIYeMblii 50-1 MPOIEHTUIIb B MEPBBIE Ba TOJa JKH3HH,
OJlHAKO ME/MaHa JUIMHBI TeJIa OCTACTCS Hibke oxumaeMoii [8]. TiarenbHbIit
MOHHTOPHHI, ~COIIACHO MpPCABIAYIINM  PEKOMCHIALMSAM, CBSI3aH  C
yIIydIICHHEeM MoKa3aTeneil pocta. ONTHMANBHEI POCT B PaHHEM BO3PAcTe
BIIMSICT Ha JOJTOCPOYHBIC PE3y/IbTaThl, BKIO4as GyHKINIO abixanus [10].

I'pyaHOE MOJIOKO SIBISICTCS Ty 4IINM IIUTAHUEM UL BCEX AeTeil IPYAHOrO
BO3pacTa, BKiIrouas aereil ¢ MB (yrepxaenue 1) [5][16]. UactoTa ciydaeB
IPYAHOTO BCKAPMITHBAHHS BAPBUPYETCS, HO COOOIIACTCS, UTO OHA HIDKE, 4eM
y miazeHues 6e3 MB [16]. Komanaa mo yxoxy mpu MB nomkHa moouipsite 1
HOCP)KUBATh TPYAHOE BCKAPMIIMBAHHE U, CIM 9TO BO3MOXKHO HA MECTHOM
ypoBHE, oOpamarbcsi 3a IOMOIIBI0 K CICHHAINCTY, HAmpuMep, K
KOHCYJIBTaHTy 10 TPYAHOMY BCKAPMJIMBAHMIO, HAa pAaHHHX CTamisix
nuarnoctuku [13][18].
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IMoce MOCTaHOBKHM JJHarHO3a HEOOXOAMMA BCECTOPOHHSS MOAAEPIKKA U
perynsipHoe HaONIOfeHHE Yy CIENManHcTa 1o Tnuranuio npu  MB.
IMoTpeGHOCT, B 3aMECTUTEIBHON Tepanmuu IpermapataMu  (HEepMEHTOB
noukenynodnoit  kene3sl  (PERT) nomkxa ObiTe  ompenerneHa  0e3
TPOMEICHHS] TOCPEACTBOM KIMHHYECKOH OLEHKH M H3MEPEeHHs (eKanbHOi
snacrasel (FE-1) u, ecnum BO3MOXHO, MHKPOCKONHH (DEKANbHOTO >KHpA.
KiroueBbIMH MOMEHTaMH, Koraa TpeOyeTcsl MOAAepKKa B IUIAHE MHTAHUS H
pexomenpanuii o gozuposke PERT B MianendecTse, SBISIOTCS H3MEHEHUS
METONOB KOPMJICHHS, HAlpUMep BBEICHHE AIBTEPHATHBHOIO MOJIOKA H
TBEPOH MHUIIH.

Ipu 3amennenun pocta peGEHKY Ul ONTHMH3ALHMH MOTCHIIHANA POCTA
MOXET MOTpeboBaThesi OOOTAIleHHe TPYAHOTO MOJNOKAa WM J00aBICHHE
COOTBETCTBYHOIINX 00OTalIeHHBIX cMeceit [16].

Jlo 20 % pereit ¢ MB HMMEIOT MEKOHMAJbHYIO HEMPOXOAHMOCTD
KUIIEYHHKa BCKOpPE TIOCIE POXIEHUS, M MHOTHM H3 HHX Tpebyercs
XHPYpru4ecKoe BMemareabeTBo [19]. 3amepxka pocTa MOKeT HaOMIOAAThCS
npumepHo y 40 % nereii rpyqHOro Bo3pacTa ¢ MEKOHHMEBBIM mieycoM [20].
OT0 MOAYEpPKUBACT HEOOXOAMMOCTb 3a0IarOBPEMEHHOTO ILIAHHPOBAHUS
MUTAHMS, BKIIOYAas  MapeHTepalbHOC  INHTAHME UL MIIAJICHIICB,
HYKJAIOLINXCS B XUPYPTHUIECKOM BMelIaTenbeTe [21]. Pannee nanpaBneHne
K COOTBETCTBYIOIIUM CHEIUATHCTAaM H IPHBICUCHHE KOMAH/IbI 110 YXOIY TPH
MB nMeIoT BakHOE 3HaYEHUE JUIS ITHX ceMeil (yTBepikaeHue 2).

IlpuemM nMmM B paHHEM BO3PACTE OMNPEAETACT MOTCHIHAIBHBIC
JONTOCPOYHbIe  mHIeBble  npuBbluku  [21].  Iems  coctomtr B
cOaTaHCHPOBAHHOM TOAXOAE K Ba)KHOCTH JETCKOTO MHUTAHUs, u30eras mpu
9TOM UPEe3MEPHOr0 BHUMAHHS K YBEITHUCHHIO BECa, KOTOPOE MOJKET BBI3BATH
HEHYXHOE OECIOKOMCTBO y CEeMbH M HETaTUBHO MOBIUATH HAa MHIIEBOC
MoBeJICHHE PeOCHKa.

2.2. IToodepoicka npasuiivHo20 NUManus, y008iemeopeHue u nogedeHue

Doou Jlanoay, Monuka Muenyc, Tamvsana [Ipecciep

JlocTuxeHne ONTUMANBHOTO CTaTyca NMTaHMA A1 moged ¢ MB
HANpaBI€HO Ha pEIIeHHe MpPOOIEeMbl HEJOCTATOYHOCTH IUTaHHA C
OIHOBPEMEHHBIM IpHU3HAHHEM pactymeit PacmpoCTPaHEeHHOCTH
130BITOYHOTO Beca y JIEOZeH Beex Bo3pacToB [22]. [IpuBnedeHune crenuanicta
1o nuTaHuio npu MB Heob6xomumo mtst momoru JiroasM ¢ MB B pasButun u
TOAICP)KAHHH 3[0POBBIX TPUBBIYEK MUTAHUS HA TPOTHKCHUH BCeil KU3HH
(yTBepKAcHHE 3), TPU MOCTOSHHON MOMIEPIKKEe ¥ MHPOPMHPOBAHHH BCEX
WICHOB KOMaH[BI 110 yxoxy nmpu MB. Komanga no yxomy nmpu MB nomxna
UrpaTh aKTHBHYIO POJIb B HAJ30p€ 32 MUTAHHEM, @ TAKXKe B COOpe JaHHBIX [T
MOHMMaHMs H3MEHEHMT noTpebHOCTel B uTanuy y moneit ¢ MB [3].

Jletam u mogpoctkaM ¢ MB MoxkeT MOHaZOOHTBCS MOBBIIIEHHOE
notpebnenne Oenka u kamopuit [13]. YToObl mOBBICHTH HOTpebneHHE
Kanopuii, moxu ¢ MB yacTo ynoTpe0isioT HU3KOKaueCTBEHHBIE TIPOIYKTHI C
BBICOKOH cTemeHpl0 mepepabotku [27]. Pa3ymHO BKIOYaTh B panHoOH
TPOAYKTHI, Oorarble NUTATENbHBIMH BELIECTBAMH, HO onsMm ¢ MB He
ClleZlyeT TONaraTbCs Ha JHETYy C BBICOKUM CONEPIKAHUEM JKHUPOB JUIS
TOMy4YEHHUs! PHEPTUH, TOCKOIbKY MMEIOIMECs JaHHbIE HE CBSI3BIBAIOT JTO C
Monb30#t 1715t 310poBbst ipu MB [30]. DT mpoayKThl AOKHEI 00€CTIeYnBaTh
MOCTYIUICHHE B OPTaHU3M HEOOXOIMMBIX MUTATEIbHBIX BEIIECTB, TAKMX KaK
OeIIOK, ITIOJNE3HBIC JKHPBI, BUTAMMHBI, MHHEDAJbI, KJIETUYaTKA U CIOKHBIC
yraesoasl [14]. JIrompam ¢ MB, Haunnaromum Tepanuio moayiastopom CFTR,

crenyer PEKOMEHIOBATh TPOJOIKATH TPHACPIKUBATBCS
BBICOKOKAUEeCTBEHHOH cOanaHCHpOBaHHO# AneTs! [3].
Ta6auua 1
VYTBepkaeHus
YTBepkaenue
1 Besikuii pa3, Koraa rpyaHoe BCKapMIMBaHUE BO3MOXKHO, €TI0 CIIeIyeT

MOOMIPATH ¥ TOAJAEPKUBATH JUIA MiajieH1es ¢ MB.

2 Munanenus ¢ MB, y koTopbIx HabmiomaeTcsi MEKOHHEBBIH HIEYC,

MOJBEPTaIOTCS PUCKY KAaK KPATKOCPOYHOTO, TAK M JOJITOCPOYHOTO

neHIMTa MHUTATENbHBIX BEIIECTB M HYXKJAIOTCA B  paHHEH

MOIEPIKKE CO CTOPOHBI KOMaH/IBI O yxoay npu MB.

O0s3aTenbHa MOAAEPIKKA CIICHMATNCTA 110 MTHTaHKIo Tpu MB.

4 Komanzga no yxoxy npu MB fomkHa HOOMPATS 310pOBOE MUILEBOE
MOBEJICHHE HA pAaHHEM OJTame JKU3HH, YTOOBI CIOCOOCTBOBAaTH
XOpOIIEMY OTHOIICHHUIO K €I¢ U HO3UTUBHOMY 00pa3y Tena.

5 3aMeCTUTENbHYIO TEepanuio npenaparaMmu (epmenToB
MO/DKETYAOUHON  JKene3bl CleAyeT HAYMHATH TPH  HATHYUH
KIMHHYECKUX  NPH3HAKOB  HEJOCTATOYHOCTH  IOMKETYIOYHOI
JKENE3BI.

6 HyTpuTtHBHBI cTaTyc clieyeT NpoBepATh NPU KaXKAOM MOCEICHUH
KJIMHHKH.

7 Jlromsam, momyuaromuM Tepanuio  Moxyastopom CFTR, ocoboe
BHUMAaHHE CIIEAyeT YAENSTh HEOOXOAMMOCTH NpueMma J00aBOK ¢
COIBIO U BUTAMUHAMH.

8 Pexomenganmu no Gpu3nOTEpanuy ISt O4UCTKHU JbIXATEIbHBIX My TeH,
BKJIIOUass (PM3MUECKYI0 AKTUBHOCTb M (PU3MUECKHE YNPAKHCHHS,
ClefyeT AaTh ¢ MOMEHTA MTOCTAHOBKH JMAarHO3a.

9 dusnoTepanus Ul OYMCTKM JIBIXATENbHBIX IyTeH OKHA ObITh
WHANBUIYaNbHOIl M 00eCIeYnBaTh OCHOBY JUISI CAMOCTOSITEILHOTO
nedenus mojaein ¢ MB.

10  IlompocTkaM ciemyeT OKa3bIBaTh MOIICPIKKY, YTOOBI OHH C OOJNBIICH
OTBETCTBEHHOCTBIO MOJXOANIN

%)
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K TEXHHKAM OYHCTKM [bIXaTeIbHBIX ITyTeH, B HEMSIX MOATOTOBKH K
CaMOCTOATEINBHOM B3POCIIOi JKU3HU.

11 Komaupga no yxoxy npu MB nomkHa perynspHo o0cienoBarh ozeit
¢ MB nHa HanmuHe pUHOCHHYCHUTOB.

12 Jlromsam ¢ MB cienyet nszberath KypeHust (aKTHBHOTO U TACCUBHOTO).

13 Jlromam ¢ MB crmenyer usberarth HCMONB30BAHHS JJIEKTPOHHBIX
curapeT (BeHnuHra).

14  PerynspHble CTaHIAPTU3HPOBAHHBIC TECTHI C (PUBHUECKOH HArPy3KOH
(B COOTBETCTBHH € yKa3aHHAMHU PaOoueil Tpynmbl Mo ynpakHEHHIM
ECFS u PhySIIG) ROmKHBI HCIONB30BAThCS ISl OMPEACICHUS
pEeKOMEHJAUNH ¥ HOIACPKKH, MPETOCTABIAEMBIX KOMAaHIOH MO
yxoxmy mpu MB.

15 Komanma mo yxomy mpu MB npomkHa mnopmepKuBaTh JIOAEH C
MYKOBHCLHI030M B TOM, YTOOBI OHM ObLIN (pU3HUECKH aKTUBHBIMH H
PEryIsIPHO 3aHUMAJIHCh CIOPTOM.

16  Jloctyn k MHOrompouiIbHOM KomaHzae mo yxoay mpu MB u TecHo
CBSI3aHHBIM CTIELIHAIBHOCTIM OCTAaeTCsI KITIOYEBBIM TPEOOBAHUEM LISt
Bcex moaei ¢ MB.

17 Ienrp MB  fmomKeH  ajanTHpPOBaTbCsi K  YBEIHUYCHUIO
MIPOJOJDKUTEIFHOCTH JKU3HH Jifofiei ¢ MB.

18  Jlromu ¢ MB momxabl 00y4aThess MHOTONPOGHUIEHOW KOMaHAOW MO
yxomy npu MB u momyuath mopmepkKy (B TOM YHCIE YCIYTH
TeJIeMEUIMHBI), YTOObI JIydIlle KOHTPOJINPOBATh CBOE 30POBbE.

19  JlucraHumoHHas TIOMOIIb MPEIOCTABIACT BO3MOKHOCTB
MOHHTOPHHTA ¥ BMEIIATeIbCTBA O3 MOCEeIIeHUsT OONBHHUILBI, HO
HEOOXOOMUMBI ~ JaibHEHIINe HCCIENOBAaHMA U1  ONPEAeICHUS
OINTHMAJBHBIX CTPATETUii.

20 BupTyanbHble KIMHUKH H yXOJ Ha JOMY HPEMUIAraloT ajlbTepPHATUBY
TPaJUINOHHBIM YYPEKICHUSAM, HO HE JODKHBI 3aMEHATH BCE OUHBIC
OCMOTPHI Bpaya.

21  Ilo Mepe NOSBICHUS HOBBIX METOJOB JICUCHHS PONIb (hapMaLeBTa IpH
MB craHoButcs Bce Oonee BaXKHOW B ONTHMH3ALMU JTOCTABKH H
IUTAHUPOBAHUS MEANKAMEHTO3HON ITOMOIIH.

22 JloCTymHBI pa3aMYHbIE MOAXOABI JUISI MOHHTOPHMHTA COOMIONEHHS
peXHMa JIGUCHMS, M MX CIEIyeT MCIOIb30BaTh OTKPBITO ISt
MOZIepKKH Jitofei ¢ MB 1 ux cemeit.

23 Komanzasl mo yxoay npu MB nomkHbl paboTaTh COBMECTHO C
JIOABMH, CTpazaommmMu MB, 1 uX poguTensiMu/oneKyHaMHu, YToObI
MOICPKHBATH COOIONCHHUE PEKOMEH/IAINH 110 JTEYCHHUIO.

24 Hayamo ¥ mpeKpalleHHe TepanuH JOKHO OCHOBBIBATBCS Ha
HAWTyYIINX HMEIOIUXCS JAHHBIX, U PeHICHHE J0JDKHO MPHHUMATBCS
COBMECTHO C 4eJI0BEKOM, cTpagatomum MB.

25 Jlropgam ¢ MB, umeromm noaxonsiiue Bapuantel reHa CFTR,
CIeyeT MpeuIoKUTh Tepanuio Moayastopom CFTR.

26 Jlns pmeTel paHHEro BO3pacTa M MIIAJICHIEB HEKOTOPHIE METOABI
nedennst mogynstopamu CFTR moryT emte He ObITh THLIECH3UPOBAHBI,
1 BAPUAHTHI CIEIYeT PACCMAaTPUBATh HA HHAMBHIYaIbHONH OCHOBE.

27  Ilpu Hauane tepanuu MogymsitopoM CFTR moasm ¢ MB 1 ux ceMbsiMm
ClieflyeT PEeKOMEHAOBATh HE3aMEIINTEIbHO COOOMaTh KOMAaHAE IO
yxozy npu MB 0 mo0bIX 3HAYUTETBHBIX H3MEHCHHAX B (PU3HUECCKOM
WITH TICUXHYECKOM 3710POBbE.

28 0060 Bcex HEXEIaTeNbHBIX SBICHUSX, BOSHHKIINX B XOJ€ TEpArHu
monymstopom  CFTR,  cmegyer  coobumiate B cHCTEMY
MOCTPETUCTPALIMOHHOTO ~ Hag30pa M B (DapMalEBTHYCCKYIO
KOMITAHHIO.

Cokpamenus: MB — —  wmykoBuenmmoz, CFTR  —  perymsatop
TpaHCMEMOpPAHHOI TMPOBOAMMOCTH mpH MykoBucuugose, PhySIIG —
CrenpanbHas MEXIyHAapOAHAS TPYIIA MO (GH3HOTEPaITHH.

IMoompenne 310pOBOrO MUIIEBOTO MOBEACHHSA HA PAHHEM JTame JKH3HU
CIOCOOCTBYET XOpOLIEMY OTHOLICHHIO K €/I¢ U TO3UTHBHOMY 0oOpasy Tenma
(yrBepkaeuue 4). IlpuHIMOBI KOPMIICHHS MJIAJCHILEB/IETell paHHEro
Bo3pacTa ¢ MB u 6e3 Hero cxoxu, BKIIIOYas PEarHpOBAHME HA CHIHAJBI
rojoJa U MOOLIPeHNe mpreMa mumy 6e3 yroBopos u moakyna [31]. Baxuo
TIOMOTaTh MaJICHBKUM JIeTIM ¢ MB mpuciymmBaThes K CHTHaIaM CBOETO Tela
1 n30eratb KOHQPOHTALMU BO BPEMs €I, OCKOIBKY 9TO MOXKET YBEIHIHTD
BEPOSTHOCTH IPOOIEMHOTO MHIEBOTO MoBeeHus B Oymymem [13][32]. das
nereil crapmero Bo3pacta ¢ MB moBeneHYeCKHE CTpPAaTETMH MOTYT
YMEHBIINTh KOH(INKTHI M 3aJ0XKUTh OCHOBY JUIS 3[0POBOTO MHUTAHUS BO
B3pOCI0ii ku3HH. CTpaTerun BKIIOYAIOT B Ce0sl pACCMOTPEHNE MPHEMa ITHILH
KaK BO3MOXKHOCTB I pyTHHBI 1 001enus [33] u BoBnedeHue yenoseka c MB
B IUTaHMpoOBaHue nutanus [34], [35].

Pexomenparuu mst momeit ¢ MB, y KOTOpBIX €CTh AOCTYIN K Tepamuu
mogynsatopom CFTR, momkHbsl OBITH COCpPEIOTOYEHBI Ha OOECHEUCHHH
OTJIMYHOTO IMHTAHUS C Y4ETOM JOITOCPOYHBIX PUCKOB OJKMPEHHs (Hampumep,
CEepAEYHO-COCYTHCTHIX 3a00JICBaHMIT), KOTOPOE MOXKET OBITh MOTCHIHANBHOI
po06IEMOii JUTsl HEKOTOPBIX JTIOACH.

JlocTXeHHe ONTHMAIBHOTO TTUTAHHS 3aBHCUT OT CKOOPAHHHPOBAHHOM
TOIEPKKH CO CTOPOHBI Bl KOMaH/bI IO yxoxy mpu MB, a pexomengarmu
JIOJDKHBI  OCHOBBIBATBCS HA TEKYIIMX HCCICIOBAHHAX, KIMHHYECKUX
PEKOMEHIALMSX U COMNACcOBAaHHBIX Toukax 3peHus [13][36]. Komanga mo
yxomy mpu MB gomkna o0ecmednTh BCECTOPOHHIOI MOIIACPXKKY MO
BONpOCAM MHTAHUs, (YU3HOTEPANIEBTHYECKUX U TICHXOJIOTHYECKUX ACTEKTOB
yxoza. DTo BKIIOYAeT B ceOsl PEAOCTABICHIE PEKOMEHAALHIA IO TIMTAHHIO U
(u3nyecKkoil aKTMBHOCTH C YYeTOM MHIMBHIYalIbHBIX CIIOCOOHOCTEH H
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YCTpaHEHHE ICHXOIOTMYECKHX (PAKTOPOB, KOTOPHIC MOTYT MOBIHSTH Ha
MHIIEBbIe TPUBBIUKY [37].

2.3. 3amecmumensras mepanus npenapamamu HepmeHmos OOHCenyOOUHouU
Jcenesvl

Kpuc Cvum, Jumumpuii [Jexnepk

Bonee 80 % mromeit ¢ MB HMEIOT 3K30KpHHHYK HEIOCTATOYHOCTH
MOJUKENMyIO4HON kenme3bl M HyxknaooTcss B PERT [38]. 3aboneBanme
TO/KENTYI0UHON jKene3bl mpu MB mpensTcTByeT mOCTaBKe JK30KPHHHBIX
(epMEeHTOB M BBI3BIBACT CHIDKCHHE CEKpelMH OMKapOOHATOB M
TPOJOKUTEIBHYIO KHCJIOTHOCTh B TPOKCHMAIBbHOM oraene
JIBEHAIUATHIEPCTHOH kulky [14]. Knunudeckne npu3HaKky, yKa3bIBaIOIIHE
Ha HEZI0CTATOYHOCTH MOIKEITY0UHOM JKeIe3bl, BKIIFOUAIOT IIIOXYIO MPHOaBKy
B BeCE WM 4YACTBIl JKMAKHMI CTyl, HECMOTpS Ha XOpONIMii anmeTut
(yrBepxaenue S5). Huskue ypoBuu ¢ekanbHO#M smactasei-1 (FE-1) B kame
YKa3bIBAalOT Ha HEJOCTATOYHOCTh MODKETYI04HOI sxerne3b! (<100 MKr/T kaia)
¥ HOATBEPIKAAI0T HeobxoaumocTs ucnonb3oBanus PERT [39]. V mrozneit c MB
¢ npomexyTodnsiM mokazatenem FE-1 (100-200 Mkr/r xama) BeposiTeH
JIMATHO3 HEJOCTATOYHOCTU MOKENYAOUYHON JKele3bl, W MNPH HAIUYHU
KINHHYECKUX TOKAa3aHHH 1eaecoo0pa3sHo MPOBEICHHE MCCICHOBAHUS Ha
PERT.

CootsercTBytomas 103upoBka U jgoctaBka PERT nHeobxomumbl st
KOPPEKINH HapYIICHNi MUIEBAPEHHs H BCACHIBAHHS ITUTATEIbHBIX BEIIECTB.
PERT cneayer npuHEMaTh CO Bceil MUIIEH, colepiKalield )upsl, OCIKH 1
CIIOXKHBIC YIICBOABI. PeKoMeHJAlMM BapbHPYIOTCS B 3aBUCUMOCTH OT
nosupoBki  u  Bpemenun mnpuemMa PERT, ocobeHHo 93TO Kacaercs
peKoMeHIyeMoit 10351 Bo Bpems nepekycos [14][40]. daxtopsl, BIusOLHE
Ha JO3MPOBKY, BKJIIOYAIOT KOJMYECTBO MHIIEBBIX JKHPOB, HCIIONb3YeMYIO
¢opmy PERT, yBennuenue Beca u kianaudeckuit adpexr [14][42]. IIpoextsr,
B tom uncne MyCyFAPP (mycyfapp.eu) u CF Tummy Tracker
(cftummytracker.org), oreHUBaOT abIOMHUHANBHBIE CUMIITOMBI y JTIOACH ¢
MB, uT00b!I TydIIIe H3YYUTh U ONPEaeanTh 103upoBKy PERT.

PERT cocTout 13 numassl, IpoTeassl 1 aMuiaasbl. COCTaBbI Pa3IUYaoTCs
10 J03MPOBKE, COAEPIKAHMIO U (opMe, BKIIOUAs MUKPOC(HEpPHI, TOKPHITHIC
KHIIEYHOPACTBOPHMOit 0001104KOi, TabIeTKH, TabneTKu 6e3
KUIIEYHOPACTBOPHMONH 00OJIOYKH, KAPTPUKH C JIMMA30H HIM MOPOLIOK
[14][43]. Jlroneit ¢ MB u nun, OCyIIECTBIAIOMNUX 33 HUMH YXOJ, CIEIyeT
uH(POPMHPOBATH O TOM, UTO cMeHa npenapatoB PERT mMoxeT nepBoHauanbHO
TPUBECTU K HAPYIICHUSM PabOTHI XKeTyI0YHO-KHIICYHOTO TPAKTA, KOTOPBIE
MOXHO TPEOJoNeTh MyTeM KOPPEeKTHPOBKH J03UpoBKM. Kamcymsr ¢
KHIIEYHOPACTBOPHMOiT 0001104K0# 3 ()eKTHBHO BBICBOOOKIAIOT hEePMEHTHI,
xorza pH B 1BeHaquATHIIEPCTHON KHILIKE OCTUTAET MPUMEpHO 5,5 [44].

Cobnronenne TpeboBanuit no npumeHenuto PERT sBnsercst cioxHOi
3ajiaueli, U 371ech HEOOXOAMM MHAMBUIYalbHBIH moaxox. HoBble maHHbIe
CBHICTEIBCTBYIOT O TOM, 4TO Tepanust MoxgyasaTopoM CFTR MoxeT BIMATb Ha
HEJOCTATOYHOCTh MODKEIYI0YHOM Kene3bl y HEeKOTOphIX jromeit [45][46].
Jlns npumenenust PERT B 9ToM KOHTEKCTe HEOOXOAMUMBI JOTIONTHUTEIBHBIC
CBEZICHHSI.

2.4. Monumopune npoepecca 6 numanuu

D0ou Jlanoay, Monuxa Muenyc, Tamosina [peccaep, Dun Mynk, Kesun
Caysepn

HyTpuTHBHBIl cTaTyc cleayeT MpOBEPSATh NMPH KaKIOM MOCEIICHUH
KIMHUKA (YTBepkaeHHE 6). MOHHUTOpPHHT Beca M pOCTa (AJIMHBI Tena B
BO3pacTe A0 2 JIeT) ABIACTCS KIIOYEBBIM KOMIOHEHTOM jedeHns MB mms
TOIePKaHHs ONITUMAIBHOTO POCTA OPraHU3Ma B IETCTBE, a TAKXKE MapPKEPOM
Grnaromonyuusi BO B3pOCHOH km3HH. J{nsi neTel crapmiero Bo3pacTa H
B3POCIBIX CIECAYET paccunThiBaTh HHAEKC Macchl Tena (MMT) [14]. UMT u
npouentunn  UMT (unm  z-mokasaTenu) B OTPAaHHYCHHOW CTEHEHH
00eCreunBaloT ONpeaeneHne CBA3H AS(PUIHUTOB, N30BITKA MIH H3MEHEHUS
Beca C JKMPOBBIMH MITH HEXKHPOBBIMH OTIIOKEHHAMHU. OLEHKA COCTaBa TKaHEH
OpraHM3Ma KakK 4acTh OLIEHKH MUTAHUS MOXKET IPEJOCTaBUTh O0JIee YETKYIO
nadopmarmo Uit momoum soaiM ¢ MB [47], ocoGeHHO B KOHTEKCTe
Tepanuu Moxynstopom CFTR [3].

HenpenB3sTblit MOHUTOPUHT Beca HEOOXOAUMO IMPOBOAUTH COBMECTHO C
ceMbeii uenoBeka ¢ MB, a 3aTeM 1 ¢ HUM caMuM, JUIs HOAAEPKKH ONIMCAHHOTO
MPaBHJIBHOTO MMILIEBOTO TOBEACHHUA. DTO CIOXKHAs 3ajada, U OHA TpedyeT
KBaIN(UIHPOBAHHOTO COTPYAHMYECTBA BCEH KOMaHIbI Mo yxomy mpu MB
[36]. OueHb BaskHO CPaBHHUBATH TEMITBI POCTA CO CTAHAAPTHBIMH TpaduKaMu.
Llenn nomkHBI OBITh MAcIITAOHBIMH, HO B TO JKE€ BPeMsl OTPaXKaTb
T€HeTHYECKNUI MOTEHINAN POCTa.

VY nmereit u B3pociblx, momydaromumx Ttepanuio momymsitopom CFTR,
YITy4IIEHHE COCTOSHUS, yCBOCHHUS ITHTATENIBHBIX BEIIECTB U AllIETUTa MOXKET
MPUBECTH K YCKOPCHHUIO yBennueHus Beca [48]. DTo ciemyer mpeaBuaeTs 1
pelaTh BOIpOC JEITHKATHO, TOHMMAs, YTO U3MEHHTh YCTOSBIINECS IPUBBIYKH
MTHTAHUS CTI0XKHO.

BakHO KOHTPOIHPOBATH YPOBEHb JKHPOPACTBOPHMBIX BUTAMHHOB A, D
u E B CBIBOpOTKE KpOBH HE peXe OJHOTO pa3a B TO, 4TOObI OLIEHHTDH
HeoOXoauMoCTh mpuemMa 100aBok [3]. MynbTHBHTAMHHHBIC Ipemaparsl,
cnennduunbie 111 MB, cramm Oonmee DOCTYMHBIMH M MOTYT YTy4YIIHTb
coOmoneHne pexoMeHAanuii no sedeHuto. IlpueM STuX mpemapatoB
BiusHue Tepanuu  Moaynstopom CFTR mozpasymeBaior, 4Tto YpOBHH
BHTaMHHOB (0COOCHHO BUTAMHHA A) HHOTJIa MOTYT IPEBHIIIATh HOPMAJIbHBIH
pedepenTHBII Anana3oH, 4To TpeOyeT KOPPEKTUPOBKH IpreMa 106aBok [49].
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Crenyer moguepkHyTh HEoOXOOUMOCTb MH(pOpMHpPOBaTh moneil ¢ MB o
MOCNEICTBUAX YPE3MEPHOTO NOTpebneHust BUTaMuHOB [S50].

ViMeeTcst HEOCTATOUHO JOKA3aTENbCTB HEOOXOAMMOCTH J00aBICHHS
comu U ee xonuuectBa [53]. OmHako st MIAACHIECB M MAICHBKHX JACTEH
000CHOBaHHE SBIACTCS YOSAUTEIbHBIM, OCOOCHHO MPH CyOONTHMAIBHBIX
npubaBkax Beca [53]. Kpome Toro, HeKOTOpbIE IETH CTapIIEro Bo3pacTa H
B3pOCIbIE, BEIYIINE OYEHb AKTUBHYIO JKU3Hb, MOTYT IOIYyYHTh MOJIb3Y OT
00aBOK COJNH, XOTS TMOATBEPXKAAIOIIME JaHHBIE BCE K€ OrPAHUYCHEL.
Iotpe6HOCTS B conu y mrozeit ¢ MB yBennuuBaercs B jKapKyro MOTOAY U B
TePUOBl JTUXOPAJKH. BOJNBIIMHCTBO «3amafHBIX)» JUET XapaKTepU3yIOTCs
BBICOKHM COZICpIKAaHUEM COJIH, H 3TO CIIeAyeT KOHTPOIUPOBATh U YUHTHIBATH
TP KOHCYIBTHPOBAHHHU CeMeil 1o MOBOAY A00aBOK conu. BnusHue Tepanuun
mogynsatopom CFTR Ha cHWKeHHME TOTEPH CONHM IPU TNOTOOTACICHHH
HEOOXOIUMO YYMTBIBATh MPH ONPEACNCHHH TOTPEOHOCTH B COMH H
peKOMEHIalni OTHOCHTENbHO nuTanus 3] (yTBepxkaeHue 7). AprepuanbHoe
JIABIICHHE TAKKE CIEIYeT 3alHChIBATh NMPH KaXKAOM IOCELICHHH KINHUKA
nmoasM, nonydamomuM Tepanuio  Mmoxyastopom CFTR [36], yuutsbiBas
BIIHSIHUE Ha BOAHO-COJICBOIf TOMEOCTA3 U HMEIOLINECS JAHHBIE O THIICPTOHUH
Y Y4aCTHHKOB KJIMHUYECKHX MCCIIEN0BaHMIT (CM. pasznen 7.2).

JluetHueckue pexoMeHAaluu (moTpebneHne Kanblus U BUTaMUHA D)
JIOJDKHBI OBITh HAmNpaBIeHbl Ha oOOeCreYeHWe M MOAJEPXKKY pocTa U
MPOYHOCTH KocTel. OLEHKAa MHHEPANbHOH IUIOTHOCTH KOCTHOHW TKaHH
(metonoMm JIDPA, nByXdHEPreTHUeCKOil pEeHTTEHOBCKOW abcopOIromMeTpun)
JIOJDKHA OBITH TIPOBEAEHA JO IOJOBOTO CO3PEBAHUS JUIS yCTAHOBJICHHS
UCXOIHBIX JaHHBIX, a 3aTe€M IIOBTOPATBCSA C 4YACTOTOH, OMpenenIseMoil
HCXOAHBIMHU pesynbratamu [54]. Pesyaprarer [OPA Taxike mpenocTaBiIsiOT
mones3Hyl0 HMHGOpMAaIHMIo O cocTaBe TKaHeW opraHmsma. Burtammn K
HeoOxomuM 111 (GOpMHpOBaHHS  KOcTeil;  omHako  TpebyloTcs
JIOTIONHUTENbHBIC ~ MCCICAOBAHMS, YTOOBI  ONpPEICNHTh  JOCTOBEPHBII
GromMapkep [UIsi MOHUTOPHHTA OTpeOHOCTeH BO BBeIeHHH 106aBoK [S0].

3. Ha nyTH K ONTHMAJILHOMY 310POBbIO JIEKHX; OCTABATHCH HA IIAr
BHEpeIH

3.1. Qusuomepanus 015 O4UCTIKU ObIXAMENbHBIX NYMell
Jluza Moppucon, bpenoa bammon, Canopa I'ypcau, Ksmpun bpayn
3.1.1. Paboma c cemveti om 0uacHo3a 0o nepexooa 80 63pociyio HCU3Hb

Ilocie TMOCTAHOBKM — [HMArHo3a CHOCHHAIMCT 1[0  (HU3HYECKOM
peabumuramu mpy MB u uneHsl ceMbHM JOMKHBI pa3paboTaTh ILIAH
(usnoTepanuu U METOAOB OYMUCTKH AbIxaTenbHbIX myteir (MOZII) [55]
(yrBepxkaeHue 8). It O4MCTKY JbIXAaTEIbHBIX MyTeH CIEAyeT HCIOIb30BaTh
(u3nonTornUecKre MPUHIMIBEI U COOTBETCTBYIoNyI0 Bozpacty MOJII [57].
CymecTtByeT psig  (U3HOTEPAICBTHYCCKUX —BMCIIATCIBCTB, THIOB U
xomOuHaimit  MOJIT  [57], npu oSToM (akTnueckue maHHBIE AT
MPaKTHYECKOTO PYKOBOJCTBA OTpaHU4EHEI [61].

CriequanucTtsl Mo (U3NIECKON peabUINTANK JODKHBI HAIPABISTh U
HOICPXKUBATh POAUTENCH B OOCCIICUCHHH MEHSIOLINXCS MOTPeOHOCTEH B
MOJII u npoBogumoit Tepamuu B ux cembe [65]. Pomurenu nereit ¢ MB
IpHOOPETaloT OMBIT W AJANTHPYIOTCS K H3MCHEHHSM [0 Mepe pocTa U
pasButus ux pebenka [68]. C paHHero Bo3pacta (puU3HOTEpameBTHYECKOE
JICYCHHE TOMOTACT JCTSIM IIPOBOJUTH JICUCHHE C OMOIIBIO B3POCIIBIX, IO HX
HAaOMIOACHHEM H C [OCTCHCHHBIM  YBEIMYCHHEM  HE3aBUCHMOCTH,
[O3BOJISIIOIIMM JOCTHYb CAMOOPTaHM3AIKH 1 TOBBICHTH YBEPEHHOCTD B cebe
[57] [69]. Hereii cmenyeT y4umTh MOHMMAaTh COCTOSHHE CBOMX OPraHOB
IBIXaHMs, CICOUTh 3a CHMITOMAMH, OCO3HABATH XaPaKTep BBIACICHHIl 3
JIBIXATeIbHBIX ITyTeH U COOTBETCTBYIOMMM 00pa3oM Koppektuposats MOJIII
[59][70].

VerpemneHnst poauTeneil U AeTeil MOTYT 3HAYHTENIBHO DPa3IHYarhCs,
ocobenHo B Bo3pacte oT 8 1o 18 mer. Crenumanuctsl M0 (GU3HUECKOH
peabuiIuTamUy  JOIDKHBI TMOHMMAaTh 00€ TOYKM 3pEHHS M IIOMOTaTh
dopmupoBannto obuwmx weneit [71]. IIpaBo Monoabx mroel Ha ydacTue B
COBMECTHOM IIPHUHSATUN PCLICHHIT, IPU3HAHHOE Ha MEXKILYHAPOJHOM yPOBHE,
paciupsieT BO3MOXHOCTH 4enoBeka ¢ MB [72] u MoxeT crmocoGcTBOBaTh
COOMIOCHUIO PEXKIMA JICICHHUSL.

Perymsipeblii  mepecMOTp  (GM3HOTCPAleBTUYECKUX — HPOLEAYp H
KOPPEKTUPOBKA JICUCHHUS [I03BOJISIFOT CEMBSIM PA3BHBATH XOPOLIINE IIPHBBIUKH,
Opoeaypsl  JIEYEHHMS M MOTHBALMIO  TNOAEPXKUBATh  COONIOACHHE
pexomengaumii  Bpaua  [57][59][69][73]. Heobxommmo  perymspHOe
HaOIIOACHHE [T OCTOSHHON OINTHMH3ALNK JICYCOHBIX MPOLELYpP, YTOOBI
AaNTUPOBATBCS. K  MCHSIOMMMCSL MOTPEOHOCTSIM U MHHHMHU3HUPOBATH
cnoxHOCTe  jedeHuss [59][74]. Cumxenne wunTeHcHBHOCTH MO/
CHOCOOCTBYET COOMIOACHNIO peXXUMa JTeueHus [75].

WHaMBHyan3aiiist ICICHAS. C y9ETOM JIMYHOTO OIBITA YENOBEKa, Cro
[PENOIaracMoil MOJIE3HOCTH W MPEANOYTCHUH MOXET [OMOYb HEIOBEKY
npugepkuBarbesi pexkuma [55][74] (yrBepxknaenue 9). VHauBuayanbHbIH
I[UTaH JICYCHHUS JOJDKCH COOTBETCTBOBATH HOBOW KOHIICIILHH, TO €CTh OBITH
«MSATKUM, 3G EKTUBHBIM, MOTHBHPYIOIIMM 1 caMocTosTenbHbIMY (GEMS, o
a1, Gentle, Efficient, Motivating, Self-supporting) [74], u momxen
BKIIIOYATh  COOTBETCTBYIOLIYKO BO3pacTy (U3HYECKYI0 aKTHBHOCTE U
(usHUecKUe yIPAKHEHHS.

3.1.2. Aoanmayus memoodo8 ouucmKu ObIXamelibHblX nymei y oOemell
cmapuiezo 603pacma u 83pOCiblx

JKypHan no kucmosnomy gubposy [Journal of Cystic Fibrosis] Tom 23, Inasa 1, cmp.128, Ansaps 2024

Ilo mepe B3pocieHust gereil crapiiero BodpacTa ¢ MB mx crexyer
MOOWIPATh M MOAJCPKHBATh B CaMOCTOsTenbHOM mnpumenenun MOJIT
MOCPEICTBOM COBMECTHOTO HPHHATHS pemreHuit [62], [77], moBsimeHus
YBEPEHHOCTH B ce0¢  TOTOBHOCTH K MEPEXOAy K MpPOLELypaM IIs B3POCIBIX
¢ MB [78] (yrBepxmenme 10). Ilepexom mOMKEH BKIOYATh paHHEE
MOAKITIOYEHNE KOMAHBI JUISl B3POCIBIX, COTPYJHHYECTBO MEX/ILY KOMaHAAMH
1 B3aUMOJCHCTBHE C MOJIOABIME JIF0AbMH [79]. UeTkasi, BBICOKOKaUYeCTBEHHAS,
uHpOpMaIHUs 0 MeToAaX (pU3NIECKO peabHINTalllH, aJeKBaTHAs MOJICPIKKA
1 YIpEeKIaloliee pyKoOBOACTBO U JIHII, OCYIIECTBIAIOMNX YXOI, H MOJIOJBIX
nmofeit OymyT crmocoOCTBOBATH YCIEIIHOMY MEPeXopy K MpoLemypaM it
B3pocabix ¢ MB wm  wmoryr ymy4dmmTh mpomecc mepexoma  [82].
MortuBannoHHBIE Oeceibl MOTYT IIOMOYb 3TOMY Hporeccy [83].

3.1.3. Hooxo0bl Kk ouucmke ObiXameivbHvlx nymei O0As NPOOYKMUBHBIX
nayuenmog

OumcTKa  ABIXAaTENbHBIX ~ MyTeH  OKa3bIBAaeT  IMOJOXKUTEIbHOE
KPaTKOCPOYHOE BIMSHHME HA TPAHCIOPT CIM3H M PEOJOTMYECKHE CBOICTBA
MOKpOTHI [64][85]. CymiecTByeT Mano J0Ka3aTeabCTB B MOJIB3Y KAKOTO-THOO
OZIHOTO METOJIa B OTHOLICHH! KPaTKOCPOUHBIX KITMHHUECKHX d(PHEKTOB, XOTS
6osee aKTUBHBIC METOJIBI, TAKHE KaK ITOJOKHTEIbHOE NABICHHE HA BBIIOXE
(PEP, ot anru. Positive Expiratory Pressure), CHIKAIOT 4acTOTy 000CTpeHHUH
neroynsix cumnromoB (OJIC) mo cpaBHeHHIO ¢ Oonee MacCHBHBIMHU
METOJIaMH, TAaKMMH KaK BBICOKOYACTOTHAs OCHUMJUIALMS TPYIHOH KIETKH
(xuner) [87]. UnauBnayanusamus u komOuauposanne MO/ ans mroneit ¢
MB [88] moxer moBeICHTH 3((EKTHBHOCT M YIYYIINTH COOIIOCHHE
peKoMeHIauuii mo edenuto [89].

IIpropHTETHBIM BOMIPOCOM HCCIEROBaHUS st jTronei ¢ MB 6bi10 TO,
MOTYT JIU peryisipHsle ¢pusnyeckue ynpaxuenus 3amenuts MOJII [90], Ho
HEOOXOANMBI JOTIONHUTEbHBIE JoKa3arenbcTBa [91]. Bo Bpems oboctpenus
BaXKHO, YTOOBI M0aM ¢ MB MOIIH rpaMOTHO OYMILATh JbIXaTEIbHBIC ITyTH,
MOCKOJIBKY y YeNIOBEKa MOXET OBITh MOBBIIIEHHOE 00pa30BaHNE MOKPOTHI H
TIOHIDKEHHASI SHEPT U 111 PU3HUECKUX YIPaXKHEHHUI.

Jlns Tex, KTO MMEET Ha OJTO TPaBO M HMEET JOCTYM, Tepanus
mogynsatopom CFTR okazama 3HauMTeNbHOE BIHSHHE Ha JIHOAEH ¢
JIMAaTHOCTHPOBAHHBIMU ~ 3a00JICBAHMSIMH  JIBIXaTEIbHBIX IyTeH, HpHUeM
MHOTHE U3 HAX OKa3aJIUCh HePOAyKTUBHBIME. Jlonrocpounsie daddexts VST
Ha XPOHMYECKYI0 HH(EKIHIO abiXxaTenbHbIX myTeil 1 OJIC ManonsBecTHbI, 1
nonsM ¢ MB crenyeT npogomxkars ucnonb3osats MO/ [92].

3.1.4. Bepxuue ovixamenvhvle nymu, npo6iemvl u peuieHus

HamnbGonee wacTeiM 3a00J€BaHMEM BEPXHHX JIBIXAaTEIbHBIX MyTeH Yy
moneit ¢ MB sBnsercs xponumdeckuit punocunycur (XPC), mpu sTom
TIOJIMIIO3 HOCA CYNTACTCS 4acThIM ocIokHeHneM [95]. Komannaa o yxony npu
MB nomxnHa perymsipHo obciemoBath mogeil ¢ MB  Ha Hanmmume
puHocunycutoB (ytBepikiaenue 11). IIpakTHueckn Bce B3pOCHbIe M IETH
cTapurero Bospacra ¢ MB umeror pentrenonorndeckue npusHaku XPC,
OJIHAKO JIMIIb Y TPETH oTMedaroTcs cuMnToMsl [8][95]. XPC mosxer npusect
K TOBBIIICHHOH PEaKTUBHOCTH OPOHXOB, XPOHHYECKOH MH(MEKINH HIKHHX
JbIXaTeIbHBIX —myTeil u  yBemuuenmio wactotel OJIC  BenmencTBue
MOCTHA3aJILHOTO 3aTEKa, YTO OTPHIATEIBHO BIMSET HA KAYECTBO KU3HH [97].
Crenpanuctsl o pu3ndeckoii peabumutannu npu MB nrpaiot BaxkHyio poib
B oreHke u neuennn XPC [88].

BanmumupoBanssiit  ompocuk  SNOT-20/22  sBasercs  oOumm
MHCTPYMEHTOM st pacno3HaBanuss XPC u  3a0oneBaHuil BEpXHHX
JIBIXAaTeIbHBIX ~ IyTeH, ONpENEeNeHHs CTENEHH TSKECTH, OBICTPOTO
HanpaBieHus Ha obcnenoBanue k JIOP-Bpady 1 OLGHKM OTBETa Ha JeYCHHE
[88][95].

ViMeroTcst moKa3aTenbCTBa B 103y MPOMBIBAHMS HOCA (OPOIICHHMS) M
MECTHBIX  CTepOMAOB st  obmerdenus — cummnromoB  [88][95].
IMpeanouTHTENbHBI H30TOHUYECKHE HPPUTALIMOHHBIE PACTBOPBI, B YaCTHOCTH
sddextuBHOCTE AokaszaHa maa 0,9 % pacTtBopa xiopuma Harpus [95].
HekoropeiM nmromsiM ¢ MB  MokeT ObITh 1LienecooOpa3HO MpHUMEHEHHE
TONMYECKHX CTEPOMIOB, HO JOKasaTenpHas 0a3za HemoctatouHa [98].
D¢ HEKTUBHOCT MOBBIMIACTCSA, €CIM BO BPEMs NPUMEHEHHS HCIIONb3YeTCs
CHIJIa TSDKECTH, Koraa 4enoBek ¢ MB pacrnonaraer roioBy 3a kpaeM KpOBaTH
[95].

HMerommecs JaHHBIE IOATBEPKIAAOT S(PHEKTUBHOCTH ITOCTABKH
pPacTBOPOB Il MECTHOTO pPACIBUICHUS B Ma3yXH C MHCIOIb30BAHUEM
CIeLHANbHOTO HeOynaiizepa 11 MasyX MO CPaBHEHHIO CO CTAHAAPTHBIM
HeOymaiizepom [96]. ToOpaMHIMH WIH KOJMHCTHH MECTHOTO NPUMEHEHHS,
BBEACHHBIC B Ia3yXH, MOTYT YMEHBIIHTh WHQEKIUIO, BBI3BAHHYIO
Pseudomonas aeruginosa [100]. Ha3aneHoe pacmbiieHHe MOpHa3bl anbbha
MOXET yMeHbIIHTh cuMNTOMbl XPC M yaydmuth KadecTBo xu3HH [102].
HeoOxonuMbl ~ JanbHEHIIME HCCICAOBAHUS, YTOOBI YCTAHOBUTH BCE
MPEUMYIIECTBA TUX METOOB JICUCHHSI.

Xupyprudeckoe BMEIIATENbCTBO, Takoe Kak  (yHKI[HOHAIbHAs
JHAOCKOMMYECKas XUpyprus Hoca u HocoBblX masyx (FESS, or aunm
Functional Endoscopic Sinus Surgery), Moxer ObITh 3(G(EKTHBHBIM AT
mozeit ¢ MB, y kotopeix MeaukamenTosHoe Jiedenne XPC ueapdextusHo.
IMoaunsl HOCOBOH MONOCTH PEUHANBUPYIOT mpuMepHO y 80 % mrozeii mocne
nonumktomun  [95].  Tepamust moxyastopom CFTR, mo-Buaumomy,
3HAUUTENBHO yimyumaeT cuMinToMbl XPC U peHTreHONOTHYeCKUE MOKa3aTelH
[95][97][103].

3.2. Yucmuiii 6030yx
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3.2.1. Kypenue cucapem u getinune

JlokazatenscTBa TOro, 4ro JomsiM ¢ MB He cmemyer KypHTs,
ofHO3HAYHBI (YTBEpxKACHHE 12), M MBI peKOMEHIyeM momsM ¢ MB Takke
n30eraTh OICKTPOHHBIX CHrapeT (TaKkKe H3BECTHBIX KaK OICKTPOHHBIC
CHrapeThl, BEUIBI WM SICKTPOHHBIC CHCTEMBI focTaBku HukotiHa [DCIH])
(yrBepkaenue 13). B mpounutom pexomeHanuu ObUTH MEHEE UYSTKHMH H
MHOTJA MOANCPKHMBAIM OICKTPOHHBIC cHrapetel. JleTW Bce daiie
MOABEPraloTCsl BO3ACHCTBHIO CHUrapeT, MPHYEM CPEAM MOJOIBIX JIONCH
HaOmomaercs OBICTPBI  POCT WX HCIOIB30BAHUS M PErYISIPHOTO
ynorpebnenus [104]. DnexTpoHHBIE CHUrapeTsl TEHEpPUPYIOT Map 3a C4eT
HArpeBa XHAKOCTH, B KOTOPOIl MOXKET OBITh OYCHB BBICOKAS! KOHI[CHTPALHS
HHUKOTHHA, 9YTO BBI3BIBACT CHIBHYKO 3aBHCHMOCTb. llap Takke MOXeT
COAepXKATh PACTUTENIBHBI [IMUEPUH, MMOMMITUICHIINKOID W MHOXKECTBO
XUMHYECKUX ~apOMAaTH3aTOpOB. IlONB30BaTelb MOXET —MOABEPTHYTHCS
BO3ICHCTBHIO TOKCHYHBIX 103 TSKEIBIX METAIUIOB, BKIIIOYast HUKEIb, CBHHEL]
U Kaamuil. B HacTosiiee BpeMs CyIIECTBYeT MHOXKECTBO YCTPOWHCTB IS
TaKOTO THIA KyPEHHs, HEKOTOPBIE N3 HUX OJHOPA30BbIE,  HEKOTOPBIE MOXKHO
JIETKO  MOAM(UIHMPOBATH JUISI HCIAPEHMS] APYTMX BPEIHBIX BEIIECTB,
BBI3BIBAIOIIHX NMPHBBIKAHUE, TAKHX KaK KaHHAOUC.

Jlo/rocpodHbIe MOCICACTBUS yIOTPEOICHHS 9THX OTHOCHTEIEHO HOBBIX
HPOAYKTOB IO CHX IOP HESICHBL DICKTPOHHBIC CHrapeThl MOTYT BBHI3BIBATH
BOCIIAJICHUE JICTKUX, OKHCIUTENBHBII CTPECC, MPUBOIIIHIT K TOBPEKICHIIO
N HEKpPO3y OIHUTENWs, THUICPPCAKTHBHOCTH ABIXATENBHBIX MyTeH ©
M3MEHEHHIO 3allUTHBIX cua  d4enoseka [105]. ComracHo — maHHBIM
11a60PATOPHBIX HCCICAOBAHHIL, JKUAKOCTH IS HICKTPOHHBIX CHTAPET MOTYT
HapymaTh (YHKIHIO HOHHBIX KAHAIIOB, BKIIFOYAs! JITUTEINAIBHEII HATPHEBBII
kanan (ENaC) u CFTR, a takxke cozepkarb BBICOKHE YPOBHHU aKPOJICHHA, YTO
CBSI3aHO C XpOHHYECKUM OpoHxuToM [106].

3.2.2. KypeHue kanvsina

KanbsiH TakKe M3BECTCH Kak IMIMIIA WM Hapruie. YemoBeK BAbIXaeT
ZIBIM, TIPOXO/IAIINIA Yepe3 BOAy B Hallle, C OMOIIBI0 KYPHTEIBHOM TPYOKH ¢
JUIMHHBIM THOKHM LITaHrOM. JTa (hopMa KypeHHUsI SIBISCTCS TPaAULHOHHOI B
apabckux cTpaHax W cTaHOBHTCs nomymsipHoit B CLIA u Espome [107].
PaznuaHbIe yCTPOWCTBA M MaTepHaibl IUIAHTA JUIS KaibsHa (OPUCTHIC U
HETMOPUCTBIE) MOTYT BIMATH Ha BO3ACIHCTBHE JbIMAa M XUMHYECKUX BEIIECTB,
0COOCHHO HHKOTHHA M YrapHoro rasa. Ilo JTUM mpHYMHAM IOOOYHBIC
9ddexTsr MOryT OBITH IEPEOLCHCHBI WM HEAOOLCHeHBL. Kpome ToroO,
BIIXKHOCTB, CBSI3aHHASI C KyPEHHUEM KaJllbsiHa, CII0COOCTBYET Oosee ITyGoKoMy
B/IBIXQHUIO BEILIECTB, MOTCHINAIBHO yBeanuuBas mobounsie adpexrst [107].
CeaHc KypeHHS KalbsHA OOBIYHO HPOXOANT B KOMIAHHM W 3aHHMAeT 45
MHHYT, BKIIOYas JONTHEe TIyOOKME «3aTsHKKH» W MCIIOIb30BAHUE
obopyznoBaHuss coBMecTHO ¢ apyrumu nonbmu [107]. Cuwmraercs, 4to
KOHI[CHTPALHsS CMOJI, BIBIXaCMBIX BO BPEMsI OTHX CCAaHCOB, Ooiee ueM B 35
pa3 Bbllle, 4eM NpH BeIKypuBaHHM oxHOW curapetsl [108]. CoBmecTHOE
HCIONB30BAHUEC MYHAIITYKOB BO BpEMsl KypPeHHS KalbsHA MOXET
croco0OCTBOBATH Mepe/jaue MaToreHoB, onacHsix mpu MB [109].

JIromsim ¢ MB crenyer n3berats Bcex (opM KypeHHs!/BIbIXaHNUsS IAPOB,
BKIIIOYAs 9JICKTPOHHBIC CUTAPETHI U KAJIbSHBL.

3.2.3. [laccusnoe kypeHue

Tabaunerit 1M B Okpyxatomieit cpene (ETS) Taxke H3BECTEH Kak
MacCUBHOE WIIH BTOPHYHOE KypeHHe (J0caoBHO oT aHri. second-hand smoke).
ETS npencraBnser co6oii KOMOMHAIINIO «OCHOBHOTO JIbIMa», BBIIBIXaEMOTO
KyPHWIBIIHKOM, MIH «IOOOYHOTO JbIMa» OT TICIOLIETO KOHLA CUTapeTHl,
TpyOKH WM CUTapBbl, WK Tabaka B KanbsHe. [I000uHBIH abIM coaepKuT Gonee
BBICOKHE KOHLEHTPAllMd HHKOTHHA M KAaHIEPOTCHOB, Ye€M OCHOBHOMH JIBIM
[110]. TloBropnoe Bo3aeiictBue ETS yBemuumBaeT pHCK paka JETKHX Y
HHKOrZa He KypuBmHX B3pocnsix Ha 20-30 % [106]. He cymectByer
GesomacHbIX ypoBHel BoszeiictBus ETS ms moneit ¢ MB Bcex Bo3pactoB
(yrBepxaeHue 12).

4. IloBceHEeBHAsI AKTHBHOCTH
Tomac Paomxe, 3ou Caiinop, Anna Mudormon

4.1. ObocHosaHue HeobXOOUMOCIU U3ULECKOT AKMUBHOCTU U PUIUYECKUX
YIpascHeHuil

®dusnueckass aKTUBHOCTh BKIJIIOYACT B CEOsl MOBCEAHEBHYIO XKH3Hb M
OTAbIX, a YNPaXKHEHUsS LEICHANPABICHHB M CTPYKTYPHPOBAaHBI JUIS
yayumenust Qu3nueckoir GOpMBI M OYMCTKM JbIXaTeNbHBIX myTeil. Tur,
TPOJOKUTEIBHOCTh M MHTCHCUBHOCTh YNMPAXKHEHUH 3aBHCAT OT JIMYHBIX
neneil. du3nuecKkHe ynpakKHEHHs OOJIErdaioT MyKOLMIMAPHBINH KIHPEHC,
3aMeJUIAIOT MPOTPECCUPOBAHUE CHIDKCHUS (DYHKUMM JETKHX M IMOBBIIIAIOT
CIOCOOHOCTh K (DM3MYECKOH Harpyske, CHIDKGHHE KOTODOIl sBISETCS
MPOTHOCTUYECKUM (HAKTOPOM TPAHCILIAHTAILMH JIETKUX M CMEPTH Y JIIOEeH ¢
MB [111].

BcemupHas opraHu3anus 3ApaBOOXPAHEHHS] PEKOMEHIYET yAeTATh He
MeHee 60 MUHYT yMEpPEHHOM! U BBICOKOIT (pU3NUECKON aKTUBHOCTH B ICHb JIs
JieTeil IKONIBHOTOo Bo3pacTa ¥ 150 MHHYT B HEJIENIO 17151 B3POCIBIX, BKIIOYAs
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MPOBEICHUE 3aHATUH MO YKPEIUIGHHIO MbIII 2-3 pa3a B HEJACNIO.
JIOLIKONBHUKAM CIeyeT yAeaaTh He MeHee 180 MUHYT B IeHb Ha Pa3IHIHbIC
BUJbI JCATEIBHOCTH M COKpAIIATh YKPAHHOE BPEMs MAKCHMyM JO OZHOTO
4aca B JIeHb [66]. DTu (yHAaMEHTaIbHBIC PEKOMEHIALMU 110 (HU3HUECKOH
AKTHBHOCTH M M30EraHMIO0 MaJOMOABMIKHOTO oOpasa JKH3HH aKTyadbHbI H
BakHBI Uit nmoneit ¢ MB. Ilpu pekomeHAaruu (uU3HUECKOd aKTHBHOCTH
HEoOXOIUMO YUUTHIBATh COITYTCTBYIOMIHNE 3a001eBaHNs, CBsI3aHHbIe ¢ MB, HO
mogu ¢ MB IOJDKHBI CTPEMHTBCS MAaKCHMH3HPOBATh CBOIO (DU3HUECKYIO
AKTHBHOCTb 3a CUET YBEIMYCHHS MOBCEIHEBHON aKTHBHOCTU (OCOOEHHO OT
YMEPEHHOH 10 BBICOKOH HHTEHCHBHOCTH), M30eraHus cuasdero obpasa
JKU3HH, YYacTHA B CTPYKTYPHPOBAaHHBIX TPEHHPOBKaX H BBEACHHS B
TPHBBIYKY MO3HTUBHBIX JOITOCPOYHBIX CTPATETrHil (pU3NUECKON aKTUBHOCTH
[115]. Cnemyer paccmarpuBath W IOOMWIPATH JAPYrHEe MOAXOZBI K
YNPaXHEHHSIM, HAampuMep TPEHHPOBKH C BECAMH, KOTOPBIE MOTYT
CIOCOOCTBOBATh HAPAIIMBAHUIO MBILMICYHOH MAcChl M M3MEHEHHIO COCTaBa
TKaHeif OpraHu3Ma, eCIiM 9TO LEeIeCo00pasHo.

JoctymHocts Tepanuu moxynsitopoM CFTR oTkpbIBaeT mepes TH0ApMU
¢ MB HOBbIC BO3MOKHOCTH BECTU AKTHBHBIN 00pa3 JKM3HH, HO TaKKe H
cosgaer mpobnembl. Hampumep, HEKOTOpble pearupyloT Ha TEpPAIUIo
moxymstopom CFTR upesmepubiM yBenudeHueM Beca [117], koTopsrid, mo-
BHIMMOMY, TIPEJCTABIIET COOON JKMPOBYIO, a HE MBIIICYHYIO MacCy, 4TO
SIBIISICTCSI BOXKHOM TPOOIEMOii, MOCKONBKY PacIpOCTPAHEHHOCTh OXXHUPESHHS
HEYKJIOHHO pacTeT cpeau mroneit ¢ MB [8][24] [118].

Jlns mrozielt ¢ N30BITOYHBIM BECOM PETY/IspHas (pU3HUecKas aKTHBHOCTD
u (u3MUeCKHe YNMpPaKHEHHMs SBIAIOTCA KIOYOM K MHHHMU3ALMH PUCKA
CepIeYHO-COCYAUCTRIX M MeTabonmueckux  3abomeBanmit  [120],
CONYTCTBYIOIINX  3a00NeBaHHUl, KOTOpBIE CTAHOBATCA Bce  Ooiee
aKTyalbHBIMH JULS Jtofieit ¢ MB Goxee crapiiero Bospacta. Hekotopsie sronu
¢ MB pemuian u3MeHHTb CBOM CXEMBI JICUCHHUS U UCTIOIb30BaTh (hH3HYECKUE
YNpaKHEHHSI B KadeCTBE 3aMEHBI TPAJUIMOHHONW TEPAamHMH OYHCTKH
JbIXaTenbHBIX — myTeil.  Jlomrocpouynas — d¢@GEKTUBHOCTh  (PUBHUECKUX
YNpaKHEHHHT B KayecTBE TEPANUM OYMCTKM JbIXAaTEIbHBIX ITyTeil Tpelyer
JaTbHEHIINX NCCIEI0BAHNI, a KPaTKOCPOUHBIE Y(Q(EKTHI B HACTOALIEE BPEMs
u3ydarorcs B knHnaeckoM uccnenosannn EXACT (NCT05482048) [123].

4.2. ITooxo0bl Kk oyeHKe u MOHUMOPUH2Y SPPeKMUBHOCIU YRPANHCHEHUL

JlocTynHbl 0600MICHHBIE PEKOMCHIANK [0 CTaHAAPTU3UPOBAHHBIM
(yHKUMOHATBHEIM M JIAOOPAaTOPHBIM TECTaM C (PU3MYECKOH HArpy3Koi,
cnennduanbM 111 MB [125]. TlokazaHus K TeCTHPOBAHMIO ¢ (DH3HUECKOIT
HArpy3Koil BKIIFOYAIOT OMPECICHHE a’pOOHOI MOATOTOBICHHOCTH W (HUIH)
MBIIICYHOH CHJIBI, OLEHKY IOTCHIMANBHBIX pHCKOB, CBS3aHHBIX C
¢busnaecknMu YIpaXHEHUSIMH, MOHHTOPHHT POrPECCUPOBAHUS
3a00/eBaHNsI, HA3HAYCHUE HHANBHLYAIbHbIX YIIPAXKHCHNH 1 OLCHKY PEaKIIN
Ha mporpamMMsl ynpaxsenuit [125]. TectupoBanne ¢ Gpusndeckoit Harpy3Koi
TaKKe MOXKET CIyXHTb HHCTPyMEHTOM MOTHBAaUMH. J[MHaMHYecKue
[OKA3aTeld, TAaKHEe KaK CIIOCOOHOCTh K (PU3MUYECKON Harpyske, MOTYT
MPEAOCTABUTH LIEHHYIO HH()OPMALHIO 0 B3AUMOCBSA3SX B (DYHKIIHOHHPOBAHUH
MHOTHX CHCTEM OpPraHOB (CEepACYHO-COCYAHCTON, OIOPHO-ABHIATCIbHOI,
JIbIXaTeIbHON). DTH MeToabl 00ecHeunBaloT Oojee IONHOE MOHMMAaHHE
COCTOSIHHSI 3I0POBBSI YEIIOBEKA.

Pabouast rpynma no ympaxuenusm ECFS (EWG) u Cnenmanshas
MexayHaponHas rpymma no  ¢usuorepanuu (PhySIIG) mnpenmararor
HEOOIBIION psi TECTOB C  (U3UYCCKOW HATPY3KOH, BBIIOTHSIEMBIX
MOCNIEIOBATENFHO W B COOTBETCTBHM C BBICOKHMH cTaHaapramu [126]
(yrBepxkaenue 14). KapanomynsmonansHbiit Harpy3oussrid Tect (KITHT)
[O3BOJISICT ONPEACITUTD adPOOHYI0 MOATOTOBICHHOCTH U IIOMOTACT OLICHHUTH
CHMITOMEI, CBsi3aHHBbIE ¢ (usudeckoit Harpyskod [125]. Ecim KITHT
[POBECTH HEBO3MOXKHO, JOCTYIHBI CTaHJAPTH3MPOBAHHBIC PEKOMCHALNN
JUTSL IPYTHUX MEHee CIOXKHBIX TecToB [125].

4.3. Cmpamezuu no00epicKu u 8e0eHUsi AKMUBHO20 00pa3a HCU3HU

Komanna mo yxomy mpu MB nomkHa mpomaraHaupoBaTh aKTHBHBII
obpa3 xu3Hu moaeit ¢ MB ¢ camoro pannero Bo3pacrta [115]. ®usnueckas
AKTHBHOCTb CEMbH BIMSET Ha JOITOCPOYHBIC CTPATETMH IOBEACHHS,
CIOCOOCTBYSI MO3UTUBHOMY BOCHIPHATHIO M ITIPUBEPIKEHHOCTH 3J0POBOMY
obpasy xusau [127]. Hdeteit ¢ MB moompsoT yuacTBoBath B KIyOHBIX
MEpPONPHUSATHAX, UHTErPHPYS (QH3UYECKHME YNMPAXKHEHUS B IIOBCEIHEBHYIO
KU3HB (yTBepxkaeHue 15).

Komanga mo yxomy mpm MB nomkHa mpoBepsTh CIOCOOHOCTH K
(u3HUecKoii Harpy3Ke U MPOrpecc B KaXK10i KITMHUKE, B HeaIe COBMECTHO C
TICUXOJIOTOM, KOTODBIH TMOMOXET B NOCTAHOBKE LEJeil, CaMOpEeryIsiuuu 1
MPEOONICHHH NpersITCTBUI U Heyxad [127]. Eme ve onpenencH Hanbonee
9 (hEeKTUBHEII THII, TPOJOKUTETLHOCTh H HHTEHCHBHOCTD YIIPAXKHEHHIT 1
moneit ¢ MB  [113][115]. TIlporpamMmbel  [JOMKHBI ~ COCTaBIATHCS
WHANBUYANbHO U HAXOAMTHCS MOJ IIEJICHANPABICHHBIM PYKOBOACTBOM IS
OMpEeNCHHBIX TOATPYII C YYETOM BO3pacTa, Moja, TSHKECTH 3a00neBaHus,
BHEJICTOYHBIX OCIIOXKHCHHMH, JOCTYITHOCTH M IICHXOJOTHYECKHX (HaKTOpPOB,
00yCIOBIUBAIOIIMX CTpaTerun usudeckoii akruBHocTu [115][128]. Tlnans
(u3nyecKoil aKTHBHOCTH M yHPaKHEHHH JOJDKHBI pa3pabaThIBaThCA MOCIE
KOHCYNbTallMM ¢ 4YenoBekoM ¢ MB m ero cemseit [127], yunrtbiBas
UHANBUJyalbHbIC IPEINOYTCHHS B OTHOIICHHH OKPYKCHHs, METOAHMKH,
MPOJOKUTEIBHOCTH, HHTEHCHBHOCTH UM 4acToThl. Hammume BbIGOpa,
pasHoOoOpasHe W YHHUBEPCAIBHOCTh MOKET IIOBBICHTH BOBJICUCHHOCTb,
YAOBOIBCTBHE U JIOITOCPOUHYIO MIPHBEPKEHHOCTh (PU3NUECKON aKTUBHOCTH,
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a TaKke MOXKET CIIO0COOCTBOBATH YBEPEHHOCTH B ce0O¢ M aJaNTHBHOCTH B
MPEOI0NICHUH BHE3aNMHbIX Heyaad [115][127].

Jlns mrozieit ¢ Goree MO3AHUMY WM TSDKEIBIMU 3a00/1eBaHHSAMH JICTKUX,

o0ycnosnenusiMu MB, hu3nueckue yrpakHeHHUs O-TIPEKHEMY BaXKHBI, XOTS
PEKOMEHIALNK  JODKHBI  OBITh  OoONee NparMaTHYHBIMH M JOIDKHBI
paccMaTpHBaThCs aNbTEPHATHBHBIC BMELIATENBCTBA, TaKME KaK e€37a Ha
BEIOCHNIEIE HA  BENOTPEHaXKepe W  CHIOBBIC TpeHHpoBku [115].
IocnenoBarensHoe HMHGOPMHUpPOBaHME KOMaHIOM mno yxomy mpu MB
CIOCOOCTBYET OIIArONpPUATHBIM H3MEHEHHSAM B COCTaBE TKaHeil opraHu3mMa u
YBEJTHUYEHHIO MBIIIEYHOI MacChl (CKENIETHBIX MBIIIL) y Moaei ¢ MB, kotopsie
HMHTCHCHBHO 3aHUMAIOTCS (pusndeckuMu ynpaxuenusamu [20]. Jroxeit ¢ MB
MOXHO yOeouTh B TOM, 4TO (M3MYecKas aKTHBHOCTh Oe3omacHa [129],
OMNpENeNUB HWHAMBUIYAIbHBIE COOOpPAXKEHMS OE30MACHOCTH C IIOMOIIBIO
TeCTOB ¢ (hPU3MUECKOi HATPY3KOi U OLIEHKH OMOPHO-IBUTATEIBHOTO aNmapara
C TOCHERYIONMM COOTBETCTBYIOIMM  oOyueHueM. IlepBoHauambHOE
HaOMIOZICHHE 3a BBINONHEHHEM MPEANHMCAHHBIX INpOrpaMM (JIMYHO WIH
mocpencTBoM TeneMeauiuHbl [20]) MO3BOMMT OTCIECKUBATH BO3ACHCTBHE,
YIOBONBCTBHE M TIPEJOTBPAIICHHE HEXENATeIbHBIX (PU3MONOTHIECKUX
peaxiuii, KOTOpPble MOTYT HETaTUBHO MOBJIUATH HA JOITOCPOYHBIC CTPATETHU
¢usngeckoit aktuBHOCTH [115]. PexomeHayercs perymsipHO HpOBEPSTH
Imporpecc ¢ HCIONBb30BAHHEM  PEKOMEHJOBAHHBIX ~ TECTOB,  4TOOBI
KOPPEKTUPOBATh MPOrpaMMy H MAKCHUMH3HPOBATh MONB3Y [91].
IMporpammbl GH3NYECKUX YNPAKHEHHI 4acTo cabOTHPYIOTCS, W 1O Mepe
B3POCIICHHS 4eJIOBEKa CTPATErMH HEOOXOAMMO pa3BHBATh M aNaNTHPOBATh
[131]. Komauzga no yxoay npu MB nomxHa paboTaTh ¢ MalueHTOM, BBISBIISS
(hakTOpEI, BAMSIONIME HA COONIONCHHE PEKOMEHJALMI MO JICYCHUIO, B TOM
yucine  (HaKToOphl, CIOCOOCTBYIOIIME JICYCHHIO, CTHMYIHPYIOIIME |
ycunuBatomue (akTopsl, a Takke (QU3MYECKHE W IICHXOCOLMATbHBIC
Gapbepsl. [lommepikka JODKHA OBITH COCPEOTOYEHA HA CTPATErHsX
TIPEOZIONICHHS] TPYAHOCTEHl M TOBEACHYECKUX CTPATETHAX JUIS IOBBILICHUS
MOTHBAaLlMK. OTU CTPaTerMM MOTYT BKIJIIOYATh IIOCTAHOBKY ILeneil u
CaMOKOHTpPOIIb, ~ MHTETPALlMI0  CTPYKTYPHPOBAHHBIX  yNPAXXKHEHHH B
TOBCEHEBHYIO JKH3Hb U BIIMSHUE HA CTPATern (QH3UYECKOi aKTUBHOCTH B
nonrocpounoit nepcnekruse [127][132]. Ludpoeie cpeacTtBa U HOCHMBIE
YCTPOHCTBA  SBIAIOTCS LEHHBIMH HHCTPYMEGHTAaMH CaMOKOHTPONS U
MoTuBaimu [132], ogHako HEOOXOANMBI JalbHEHIINEe HCCASAO0BAHNUS, YTOOBI
OMPENENIUTD JIYYIIHii MHCTPYMEHT OLICHKH (DH3MYECKO aKTUBHOCTH U €ro
3¢ HeKTHBHOCTH B CTUMYITHPOBAHUH BOBIIeYeHHOCTH [135].

5. Pabora ¢ xomMan10ii mo yxoxy npu MB u apyrumMu MeJHIMHCKHMH
cneuuajaIucTaMmu

5.1. Oorcudanus u mooenu OKa3aHus NOMowu

Hsabens @anxcax, Kpuc He bex, Oopu Yancapo, Homunux Ilyeon
bepmpan, Ckomm Benn

Mopens okazaHusi HoMomH JoasiM ¢ MB ocHoBana Ha nmentpe MB u
CTpyKType, BrepBble omnucanHod B Crangaprax ECFS 2014 roma B
OTHOLICHWH OKa3aHWs MEAUIMHCKOW momomu [136]. VYemex oxazanHus
MOMOIIM Ha 0a3e LEHTPOB B OTHOIICHWH YTyYIICHHS BBDKHBAEMOCTH H
JIPYTHX KIIOYEBBIX KIMHHYECKUX IOKa3aTeleld OYeBHICH, M NPHHIHIIEL,
JeXKalne B OCHOBE DTOM MOJIENH, OCTAIOTCS aKTyalbHBIMHU U ceromns [137].
OnHAaKo yMECTHO 3aayMaThCsi 00 HM3MEHEHHSAX B TPAJUIMOHHOW MOIEIH
OKa3aHUsI TOMOIIH, YYUTBIBAS TOCTOSIHHOE YBETHUCHHE IPOAOIIKHTEIBHOCTH
sxuzHu [137]) (yrBepkaenue 17), moms3y A 340pOBbsS MOCHIE Hadada
npumenenns MomynsatopoB CFTR [138] u HOBble mMOAXombl K OKa3aHUIO
oMoy, Bo3Hukmue Ha ¢(oue mangemun Covid-19 [139]. U3menenus,
Grarogapst KOTOPBIM JIET4e CTAHOBUTCS OCYIIECTBIATh YXO Ha JIOMY M pexe
MOCEI[aTh  JIe4eOHbIE  YUPEXKACHHSA, MOTYT ObITh aKTyaldbHBIMH H
TPHBETCTBOBATHCS MIOABMH ¢ MB 1 HX ceMbsMU, HO HE TOKHBI CTABUTH IO,
Yrpo3y KadecTBO MEIMIMHCKOH momomu. CTpaTerny, KOTOpbIe CIexyeT
paccMOTpeTb,  BKIIOYAIOT  (OPMHPOBAHME CeTeif ¢  LEHTPaIbHBIM
CMEUMANTH3UPOBAHHBIM  Y3]IOM,  DETHOHAIBHBIMH  KIMHUKAMH |
JIUCTAaHIIMOHHON MOMOIIIBIO, KaK OMMCAHO B CIEAYIOIIMX pa3jienax.

Kakas Obl Momenb OKa3aHMS IIOMOIIM HM ObUla TIPUHATA,
MHoOronpo(mibHas KOMaHAa Mo yxogy nmpu MB ocraercs KimoueBoi,
JIOCTYII K 9TOif KOMaHJe SBISETCS 00s3aTeIbHBIM TPEOOBAaHUEM ISl JIIOACH ¢
MB (yrBepxknmenne 16). Komanma mno yxomy mpu MB obecmeunBaer
MOIICPKKY, HeoOXoauMyto mofsM ¢ MB M uX ceMbsiM B IOBCEAHEBHOI
xu3HH (yTBepikiaeHHe 18), m B ee cocTaB JOKHBI BXOIWTH IEAHATPHI,
cnennanusupylonmecss Ha JIOP-3a0oneBaHusAX, WIH IyIbMOHOJOTH,
obnajaronue crenuaIbHbIMU 3HaHUAMHE 110 MB. TTomumo sToro, B KoMaHzy
10 yxoxy npx MB 10KHBEI BXOIUTH KIMHUYECKHE MEACECTPbI, CIICHUATNCThL
no ¢usuueckoil peabuaMTanMKM TpH 3a00JIEBAHUAX OPraHOB JBIXaHHS,
TpeHepel 10 (¢u3ndeckoit akrtuBHOCTH/Qusnonorn JIDK, aueromorw,
KINHHYECKUE TCUXOJIOTH, COLHUANbHbIE PAOOTHHKM (M CIELHAIHCTHI II0
paboTe ¢ MOJNOAEKEI0), MUKPOOHOJIOTH U (hapMaLeBThI, KaXIblil N3 KOTOPBIX
JIOJDKEH MMETh OTBIT OKa3aHus nmomouy npu MB [136]. Xots dyHkunu 3THX
CIIELHAIHCTOB XOPOIIO H3BECTHBI, OHM MPOROIDKAIOT MEHATHCS BMECTE C
n3MeHeHueM cutyauud ¢ MB (cm. pasmen 6.1 o Bospacrarmomei poman
(apmanesToB, cnenuanusupyomuxcs Ha MB). CrerpanictoB o padore ¢
MOJIOZEKBIO BCE Yallle MPHBICKAIOT K paboTe B MEAHIMHCKHX YUPEKICHUIX
JUISL TIOZICPIKKH MOJIOIBIX JIIONCH ¢ XPOHHYECKUMH 3a00JICBAHMSAMH Ha UX
MyTH BO B3pOCIYIO Xu3Hb [140].

C pazsutiem Moxymsatopos CFTR kpaiite BaHO, 4TOOBI BCE JIIOAM C
MB wumenn noctyn k TectupoBanuioo reHa CFTR qms gmarHocTuke u
nomydyeHus: MHGOPMALMH O TOM, MHOAXOMAT JIM OHM JUISl NPHMEHEHHUs
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moxymstopos CFTR [3]. Kpome Toro, komanzaa no yxoay npu MB momxza
OBITH OCBEJOMIICHA O BO3MOXKHOCTH HCHONBb30BaHMA MoxynasaTopoB CFTR,
cnocobax —Ha3HAYEHUs, BO3MOXKHBIX OCIOXKHCHUSX, B3aHMOACHCTBUH
nekapcTB W mocieayromeM Habmomennu [3]. Kax Tombko  Oymer
TOATBEPKACHO COOTBETCTBHE 4eloBeka ¢ MB KpuTepusiM HCHOIb30BaHUS
moxymstopos CFTR, komanzma no yxoxy npu MB nomkHa o6cyanTs ¢ HUM
MOTEHINAIBHOE BO3ACICTBHE H Ha3HAYCHHE MOTYIISTOPOB.

OueHb BaKHO, YTOOBI KOMaH/a 110 yXoay npu MB nmena BO3MOXHOCTb
CBA3aTBCA CO CNELHANMCTAMH M3 TECHO CBS3aHHBIX OONAacTei, BKIIOYAs
KIMHHYECKYI0 TeHETHKY M paguonoruio. IIpodHble CBS3M Takike TOKHBL
ObITb YCTAQHOBICHBI C IIMPOKAM CIIEKTPOM JAPYTMX MEIMUMHCKUX H
XHPYPTHYECKUX  CICHMATbHOCTEH, BKIIOYas TacTPOIHTEPOTOTHIO H
TeMaToJIOr o, YHAOKPHHOIOTUIO C OMBITOM JICUCHHs ANabeTa, CBA3aHHOTO C
MB, OTOPHHOIAPUHTOIOTHIO, KapJHOTOPAKAIBHYI0O H OOIIYI0 XHpYPTHIO,
HMHTEPBEHLMOHHYIO PaJHONIOTHIO, CICLHATM3HPOBAHHYI0 AHECTE3HI0 H
00e300/1MBaHNE, PEBMATONIOTHIO, IICHXHATPHIO, HHTCHCHBHYIO TEpaITHIo,
YPOIOTHIO/HE(POIOTHIO,  YCIYTH 10 TMOAACPXKKE POXKAACMOCTH U
TrHHeKoNornueckue/akymepckue ycnyru [136]. UW3-3a pactymiero umcia
6epeMeHHOCTEel C MOMEHTA TTOSABJICHHS TPOHHONH KOMOMHUPOBAHHON Teparuu
mpermaparaMu  snekcakadrop—resakadrop—uBakapTop (ETI) [141]
HEOOXOIUMO YKPEILIATD CBS3U C aKyLICPCKIMH OpHIraJaMu, OKa3bIBAIOIINMH
TIOMOIIb NPH OEPEMEHHOCTH C BHICOKOI CTEHEHBIO PHCKA.

Venmyru 1o TpaHCIUIAHTAUMM JIETKUX U MEUCHH JOJDKHBI OBITH JIETKO
JIOCTYIIHBI U 00CYKIAaTbCsl B OTHOIICHHH KOHKPETHBIX CTy4aeB ¢ yIOPOM Ha
crennduunble 111 MB  OCIOXKHEHHS, NPOCBELIEHHE M PACCMOTPEHHE
HaJUIeKaIero ucmnons3oBanus moxynstopoB CFTR y marnmentoB mocne
TpaHcianTauu [142]. YauTeiBas pocT BEDKHBaeMOCTH Jifofei ¢ MB, ombiT
MEePBUYHOH MEIMIMHCKONW MOMOIIM JOJDKEH OBITh MHTETPHPOBAH B CXEMY
oka3aHus momomu npu MB, ocoGeHHO B OTHOmIeHHH 3a0oNeBaHMil, He
cBsi3aHHBIX ¢ MB, u ckpuHuHra s npounakTuku 3aboneBanuil. Taroke
ClIeZyeT YCTAHOBUTH CBSI3U CO CNELHATMCTAMU, HMEIOIIHMH OIIBIT PabOTHI C
BO3PACTHBIMH COITyTCTBYIOIINMH 3a00/ICBaHHAMH.

PerynspHble MOCCIIEHHS H OLECHKH, COCTABIAIOMINE KaueCTBEHHYIO
noMontb mpu MB Ha NpoTsHKeHHH Beeil XKH3HM, KaK yKa3aHO B HECKOIBKHX
pyKoOBOAAIINX JOKyMeHTax [136], Obuim  CBsI3aHBI C  MOBBIMICHHEM
BepkuBaemoct [137]. IMammemus Covid-19 npuBema k wuHTerpanun
BHPTYaJIbHO} OMOIIH C KOHCYIIBTAlUSMH 110 TOJIOCOBOI M BHAeOCBs3HU [139];
MBI PacCMOTPUM O3TO gdanee B pasgene 5.2. ChemyeT mNpemIoKHTb
BUPTyaJIbHbIC ~MYJIBTHAMCUUIUIMHAPHBIC KOHCYNBTAIIMM C  BO3MOXKHBIM
HCHOIb30BaHUEM MOAKITIOYEHHBIX MEIUIHHCKUX YCTPONUCTB U OLIEHHTh UX C
TOYKM 3PEHUs PHCKOB M TpPEHMyIIecTB s denoBeka ¢ MB. Drto mact
uHpopMaluio 00  ONTHMAIBHOM  HCIONB30BAHHM  JHCTAHIIMOHHOTO
MOHHTOPHHTA M MEJMIMHCKOH IOMOIIH, YTO BCe elie TpebyeT faabHeiero
n3ydenust [145] (yrBepxmenne 19). VYxom [OOMKEH OCYIIECTBISATHCS
MHANBUIYANBHO JUIS KXKAO0TO YenoBeka ¢ MB, ucxozs u3 ero nmorpedHocTeit
u npeanourenunii [147]. Komanma mo yxomy nmpu MB nomkHa peryaspHO
CBA3BIBATHCS C TMALMEHTAMH 10 M TOCIE MOCEIICHMs KIMHUKU, a TakKe
MPOBOAUTH PETYNSAPHBIC BCTPEUM MO OLEHKE KAayecTBa AT OOCYKICHHS H
OOHOBJIEHHUs OOIIUX CTPATETHii, TAKMX KaK KOHTPOIb HH(EKIHIA, TTPOTOKOIBI
JedeHHs U mocneayroniero Habmonexus [136].

3naHus, MOMEIICHHS M KOMIBIOTEpPHAs MH(PPACTPYKTYpa AOJKHBI
MO3BOJIATh KOMaHZe M0 yxoxy npu MB oGecrneunBath d¢deKkTUBHYIO
JIMaTHOCTHKY, KOMIUICKCHYIO IIOMOIIb, JiedeHHe W uccienosanus [136].
Ientpst MB nomxkus! npuBiekars gonei ¢ MB k yuacturo B perucrpax MB,
4TOOBI JIydIle TNOHATH OOJE3Hb U YCOBEPIICHCTBOBATHCS KIHMHHYECCKYIO
TIOMOIIb TTOCPEACTBOM KITIOYEBBIX TOKa3aTeIei M CPaBHUTEIBHOTO aHATN3a
[149]. Ynens! koMaHas! Mo yxoxy npu MB nomkHBI ObITE B Kypce cOOBITHI
mo TeMe MB mocpencTBOM MOCTOSHHOTO MPO(ECCHOHANBHOTO pPa3BHTHS,
MOCEIICHNsT KOH(GEPeHNIMH, ydacTHss B ayaMTaX M  KIHHHYECKHX
WCCIIEIOBAHMAK, BKIIOYas KinHHYeckue ucmbiTanus [136]. Llentpsr MB
JIOJDKHBI COTPYIHUYATh C APYTUMH LEHTPAMH, KaK Ha HALMOHAIBHOM, TaK U
Ha MEKIYHApOIHOM YPOBHE, a TaKKe CBA3BIBATHCS C MECTHBIMU HITH
HAIMOHAIBHBIMH OPTaHM3ALUSIMHU, MPEACTABIAIOMIMH MALUCHTOB, YTOObI
TpeanaraTh JOMOMHUTENbHBIE PECYPCHI JUIS TIOANEPIKKY monei ¢ MB u ux
cemeil. MeHee OKOHOMHUYECKHM ONAaromnoiydHble  PETHOHBI  JOJKHBL
CTPEMHUTBCSI BHEAPATH MEPEJOBON ONBIT Il OOCCIEYEHUs PABEHCTBA H
BBICOKHX CTaHJApPTOB MEAMLHMHCKON momomu. OpraHu3aluy MalUeHTOB H
ECFS momoraior mepenaBaTh CTaHIAPThl YKOHOMHMYECKH OIAroroiydHbIX
PETHOHOB TSl YJTy4IICHHS Pa3BUBAIOIIEHCS MEANIIMHCKON OMOIIH JIOAM C
MB, nognep:kuBast pa3BUTHE HABBIKOB U pacmpeeaeHne pecypcos [136]. Bee
MUpe MPU3HACTCS HEOOXOOMMOCTD YIYUIICHUS JUATHOCTHKH M JICYCHUS B
cTpaHax ¢ HH3KOH 3abomeBaemocthio MB [150] u B pernoHax c
OrpaHMYCHHBIMH pecypcaMH. B 9Tux crTpaHax nake HpH MHOCTaHOBKE
JIMArHO3a AOCTYH K 6a30BBIM METO/[aM JICUCHHS 3aTPYTHEH.

Hactynun mepuox 3HAuMTENBbHBIX IIepeMeH B cooOmectBe MB.
Hecmotps Ha 9TO0, GasoBast cxema jedeHmss MB ocraercs KIHOueBBIM
(haKTOpPOM K TOCTUIKEHUIO XOPOIIHX Pe3yIbTaToB JULs Jtozeii ¢ MB (pucyHok
1). Kpaiine BaxxHO, 4T0OBI KOMaH/IBI 110 X0y npu MB paboranu coBMecTHO
C JIIOABMH, 33 KOTOPHIMH OHH OCYLIECTBIAIOT YXOJ, 4TOOBI OKa3bIBaTh
MOMOIIb Hanboee MOAXOMAIIMM 00pa3oM Oe3 yiepba s KauecTsa.

5.2. Ilomenyuan OucmanyuoHHoOU ROMouu
Llapromma 300u, Muxasne Jymum u Hnan LLlygep

5.2.1. JJucmanyuoHHblLil MOHUMOPUHS
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JIMCTaHIMOHHBI MOHHTOPHHI MOXKET [OMOJHATH OYHYIO MOMOIIb B
ueHtpax MB, momoras paHHEMY BBISBICHHIO KIMHUYECKHX TMPH3HAKOB
yxyauieHust coctosinus [151] u moanepuBasi COONIOACHIE PEXKUMA JICUCHUS
[152]. docTynHsl pa3nuyHble METOABI ISl JUCTAHIUOHHOTO MOHHUTOPHHIA
KIMHHYECKOTO MPOrpecca, BKIIOYas (YHKI[MH JICTKUX, KU3HEHHO BAKHBIC
MOKa3aTelld, KauyecTBO CHA, (M3UYECKYI0 aKTHBHOCTb, pOCT/BEC U
pe3ynbTaThl, COOOIIaeMble MANMCHTAMH. BalHIHOCTP M HAJEKHOCTH
pa3NuYaloTCs B 3aBUCHMOCTH OT METOJA M YCTPOMCTBA, a HHTEPIpPETaLHs U
nocneayoee HaOMIOCHHE 3aBUCAT OT LIEIH MOHUTOPHHTA (CM. Tabmuity 2).

XOTsl AMCTAHIMOHHBI MOHUTOPHHT BO3MOXEH, NPH €r0 MPHUMEHECHUH
HEOOXOIUMAa  OCTOPOXKHOCTb.  BBI3bIBA€T  OGECIOKOEHHOCTh — HHU3Kas
BOBJICYCHHOCTb, OCOOCHHO CPEAH MOAPOCTKOB, U OTCYTCTBUE YIYYLICHHUS
KIMHUYECKUX — PE3y/IBTaTOB  II0CIE  BMEIIATENbCTB, OCHOBAHHBIX HA
MoHuTOpHHTe [152]. VeuneHue HaOMIOOGHHS MOXET MPUBECTH K
GECIOKOMCTBY O 3/0pPOBbE, YTO MOXET OOyCIOBIMBaTh H30eraHue
peryasipHO#t otenku [155].

JKypHan no kucmosnomy gubposy [Journal of Cystic Fibrosis] Tom 23, Inasa 1, cmp.128, Ansaps 2024

JlocTyneH psifi TOYHBIX CITHPOMETPOB JUIS TPUMEHEHHMSI B JIOMAIIHHX
ycnoBusx. CyIecTBYeT HECOOTBETCTBUE MEXIY U3MEPEHHIMHU Ha JIOMY U B
KINHHYECKUX YCIOBUSX, TIO9TOMY IIPH CPABHEHHH PE3y/IBTATOB HEOOXOAUMO
cobmonatb 0cTopoxkHOCTH [156]. CyTtounast BaprabGelIbHOCTh MOKa3aTenei
TaKoKe BIHACT HA HAJEKHOCTD, U €€ CIIeAyeT YUUTBIBATh IPU UHTEPIPETALlHU
pesyneraroB  [157].  HeoOxomumbl — JONOMHUTENBHBIC  JaHHBIE 00
WMHANBUYaNbHOIl BapHaOeIbHOCTH C HCIONB30BAHHEM JHCTAHIIMOHHOTO
MOHHTOPHHTA, KaK C MOMOIIBIO TEXHHKH, TaK M C IIOMOIIBIO YCTPOHCTBA.
MOosKeT oKa3aThCsl TIOJE3HBIM MPOBEICHHUE TECTOB, HAPUMEP CIIMPOMETPHH,
BO BpeMs BUACOCBA3H. HeoOXOMMMBI HCCICNOBAHMS U ONPEACICHUS
ONTHMAJBHBIX CTPATET Uil MOHUTOPHHIA M MOCIEAYIOMNX BMEIIATEIbCTB IS
YIy4IIeHHs KIMHHYECKHX PEe3yIbTaToB, COACHCTBHSA BOBICUCHHOCTH U
GanaHca JOMONHUTENIBHON HATPY3KH OT JUCTAHIMOHHOTO MOHHTOPHHTA M
TOJIB3EI JIst mroaei ¢ MB.
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npu MB, ynensst ocob6oe BHUMaHHE:

Co3narb 1 (M1n) nojiepkuBath HeHTp MB co cnerpanuctamu, 00;1a1aI0MKUMK BCEMH HEOOXOANMBIME 3HAHUSIMH, B KOMAH/IE [0 YXOIy

. aKTyalbHBIM 3HAHHAM O mpuemsieMoctH Tepanuu MoaymsitopoM CFTR, Ha3HadeHHH, BO3MEIICHHH, KOHTPOJIE Hajg
COOMIOICHHEM PEKUMA JICICHHUS, TIEPEHOCUMOCTH;

. MOCTOSIHHOIM mojzepkke yoneit ¢ MB, He mmerommx goctyma k Tepamuu momymsitopom CFTR wmnm mpaBa Ha
HCTIONB30BAHHE TEPATINH;

. KOHCYJIBTAIHSM, aJallTHPOBAHHBIM K MOTPEOHOCTSIM U TSKECTH 3a0oleBanus denoBeka ¢ MB;

. KOMOWHHMPOBAHHUIO OYHBIX U BUPTYAIIbHBIX KOHCY/IBTALIU;

. alanTalUy yCcIayr K pacTyIluuM notpedHocTsaM mroaeit ¢ MB (Hanpumep, obpasoBanue, paboTa, ceMbsi, MyTEMICCTBUS H
JIONTOCPOYHbIE TIIaHbI);

. YIPABICHHUIO IKCTICPTHBIMH 3HAHUSMH KOMAaH/IbI U OLICHKOW KauecTBa;

. Pa3BUTHIO AKTUBHOM HCCIIEJOBATEIBCKOI CPEIBL.

Pa3BuBare unu MOAACPIKUBATE MTPOYHBIC CBA3U CO BCEMU H€O6XO£[PIMLIMI/I MEOUIIMHCKUMU CIICIHAITUCTAMHU, YOS 0c000€ BHUMaHHE:

. CBSI3H C IEPBUYHO MEIUIMHCKOH MOMOIBIO U PACIIMPEHHOMY CKPUHHHTY COITYTCTBYIOIIHX 3a00/€BaHHIA;
. aKyIIepCTBY;

. BO3PACTHBIM H3MEHEHHUAM H OCIOXKHEHHUSM, CBA3aHHBIM ¢ MB;

. JOCTYITy K YCITyraM 110 TPaHCIUTaHTAIHH.

Pucynox 1. KirtoueBble NpHHIUIBI MeIUNUHCKON oMoy npu MB

5.2.2. BupmyanvbHble KIUHUKU

Vcronb30BaHue BHPTYalbHBIX KIMHHK Mt JdedeHuss MB yckopmiocs
n3-3a mangemun Covid-19, mpu odtoM wuHTEepec ObLI MOAAEpPXAH
OCYLICCTBHMOCTBIO U IPCHUMYIICCTBaMH JUis Jogeir ¢ MB u komaHg
MEIUIMHCKUX creruanuctos [159]. IIpenMyinecTBa BKIIFOYAIOT CHIKCHHE
(MHAHCOBOI/TPAHCIIOPTHOM HATPY3KH, CHIDKCHHC BIMSHHS HAa TOMAIIHIO
KU3HP U CHIDKCHHC pHCKAa I[ICPEKPECTHOrO 3apaKeHHs. BHpTyanbHbIC
KIMHAKA ~ CIOCOOCTBYIOT ~ YCTOMYMBOCTH M THOKOCTH U SIBIISIOTCS
9KOHOMHYECKH O((EKTUBHBIME, XOTS JAOCTYH K (DHHAHCHPOBAHHIO
o6opynoBaHuss MOXeT ObITh 3aTpynHeH [161]. JlocTymHOCT M ydacTue B
BHPTYalbHBIX KIMHHKAX PA3MYalOTCS B 3aBHCHMOCTH OT DacoBOif,
STHHYECKOH M COLMATbHO-IKOHOMUYECKOi rpymmsl [162], mosToMy Mozmenn
OKa3aHUsT MEAUIIMHCKOI TOMOIIH JOJDKHBI yYHTBIBATH 9TO, OOECIIeYnBas Ipu
HEOOXOANMOCTH JOMOTHATENBHYI0 MOAICPKKY. BUpPTyanbHEIC KIMHUKH 1
YXOZ Ha IOMY HPEUIararoT albTePHATHBY TPAJAHIHOHHBIM YUPEKACHHAM, HO
HE JO/DKHBI 3aMEHSTh BCE OYHBIE OCMOTPHI Bpaua (yrBepikaeue 20).
BBegeHHe  HOBBIX — MCTOZOB  JICUCHHS — JODKHO — KOHTPOIMPOBATHCS
HEMOCPEICTBEHHO B KIIMHHUKE.

Yro6s! pennTh mpobiaembl 6e30MacHOCTH 1 00ecednTh G PEeKTHBHBII
MOHHTOPHHT, BUPTyaIbHbIC KIMHUKH JOJKHBI KOIMPOBATh «TPAJIHIIHOHHBIC»
OYHBIC KIIMHHUKH, BKIIOYas OOCCICYCHHC MEXIUCIUIUIMHAPHBIX OLICHOK,
POBEPKY (yHKINH JICTKHX, CKPHHUHT ICHXUYECKOTO 3I0POBbS, MOHUTOPHHT
cocTaBa  KPOBHM, [HTaHWS M  MHKPOOMOJOTMYECKHX  [OKa3aTeleil.
MeauuuHckue pabOTHHKH, CreMHATH3upylomuecs Ha MB, m10mkHBI ObITH
00y4eHBI IPHHIMIAM JUCTAHIHOHHOTO KOHCYIBTHPOBAHMS, OC30IACHOH 1

Tabanua 2
KpaTKoe OMHUCaHUEC METOAOB NUCTAHIIMOHHOI'O MOHUTOPUHTA

COACPXKATEIBHON KOHCYIBTAlMM W PACIO3HABAHUS CHTHAIOB, KOTOpBIC
YKa3BIBAIOT Ha HEOOXOAMMOCTH BMEIIATENBCTBA MM OYHON KOHCYIBTAaI[HH
(puc. 2). Tlocne maupemun Covid-19 GOIBIIMHCTBO LEHTPOB BBEIH
rUOPUIHBII IOAXOM, IPH KOTOPOM OATaHC MEK/IY JTHIHBIMI U BHPTYaIbHBIMI
KOHCYNBTALMSIMH ONIPEEeNsIeTCs YeaoBekoM ¢ MB 1 koMan0ii o yxoxy mpu
MB, TpeGOBaHMSIMH ©XKCTOJHOTO CKPHHHHIA U HHANBHIYaJIbHBIMU
KITHHAYECKIMI MOTPEOHOCTIMH. Heobxoaumer JanbHeHme
KPYIHOMACIITaOHbIE MOKA3aTeIbCTBA, OTPAXAIOIIME OMBIT Jrofeid ¢ MB,
Gmarogapst demy OyJeT BO3MOJKHA ONTHMHU3ALHsl THOPUIHBIX MOZEINCH,
KOTOPBIC MUHHMU3UPYIOT HATPY3Ky IIPH COXPAHCHUN KadeCTBa.

5.2.3. AmbynamopHas nomowb

Ilo Mepe ymydmieHHs pe3y/IbTaToB JedeHus moaeit ¢ MB Habmogaercst
TEH/ICHIUS B CTOPOHY NMPHMEHEHUs NPO(HIAKTHIECKUX aMOYIaTOPHBIX HIIN
TOMUKIMHUYECKHX BMEIIATENbCTB IS YIYYIICHHS 37J0POBbS M KaueCTBA
xu3HA. K HUM OTHOCSTCS mporpamMMbl ynpakHeHuii [163], ncuxonornyeckas
nozaepkka [164], Mepsl Mo 00€CIeUeHHI0 COOMIOACHNUS PEKUMa JICUCHHUS
[152], mpocBemenne mo mnoBogy auabera [165] u KOHTpomb Beca.
Bupryanbubie ()opMaThl yCTPaHSIIOT HEOOXOAUMOCTh CETperaluy Ha OCHOBE
mpobneM MH(EKIHOHHOTO KOHTPOIS M IO3BOISIOT OKAa3bIBaTh TPYIIIOBYIO
TIOIIEPKKY, paHee HEeJOCTYyHHyIo st yoged ¢ MB. YV mpakruxyrommx
Bpaueii, BXOAAMMX B COCTaB KOMAaHABI MO yxoay mpu MB, rtaike ecTtb
BO3MOXKHOCTB [Tl TIPOBECHHS OLEHKH, MOMICPXKKH M BMEIIATEIbCTBA HA

oMy y denoBeka ¢ MB.

Mertox aucrannumonHoro  IIpemmymectsa OrpaHnyueHust Texymmii ypoBeHb
MOHHTOPHHTA JI0Ka3aTeIbHOCTH
Crmpomerpust B * VYno6CTBO B HCHOIB30BAHUM HecTabunpHas HaEKHOCTh U BOCIIPOM3BOAUMOCTD OJHOLIEHTPOBBIE H
JIOMAIIHUX YCIIOBUSX e CHmwKeHne pHCKa HH(EKIMOHHOTO JIOCTYIHO HECKOMNBKO MPHOOPOB MHOTOIIEHTPOBBIE
KOHTPOIS B pasHbIx mprOopax HCHOIB3YIOTCS Pa3HbIe TEXHUKH HCCIICI0BAHNUS
* ManeHbKHit 1 TOPTaTUBHBINH IPHOOP CrouMocTh IpuboOpa u yCTPOHCTB HA 3aMEHY
 Ilo3BonseT mNpPOBOAMTH H3MEPEHUS He Moxer MCIONB30BaThCSA — B3aHMO3AaMEHSIEMO  C
qamie KIMHAYECKOH CIHPOMETpUei
BeposTHOCTh HETOYHOTO pacueTa MPOTHO3HPYEMBIX
3HaUCHHiT  TpH HCHONB30BAHUH  HCTOPHYECKUX
rokasatesnei pocta (0coOCHHO IS neTeit)
MOHHUTOPHHT  AOMAamIHEeit * VYno6CTBO B HCHOTB30BAHUM HecTabunpHast HaJEKHOCTh U BOCIIPOM3BOAUMOCTD OJHOLIEHTPOBBIE H
(u3nyecKoit aKTHBHOCTH * ManeHbKHi 1 TOPTaTUBHBINH IPHOOP Hannune HECKOJIBKUX npubopoB 3aTpyAHSET  MHOTOLIEHTPOBBIE
* Heckonbko BapUAHTOB B CTaHZAPTH3ALHIO HCCIICI0BAHUS
3aBUCHMOCTH OT BO3pacTa U ypOBHS OrpaHuueHHas ~ CBA3b  JAHHBIX €  CHCTEMaMu
HeoOxoauMoit HH(opManun 37PaBOOXPAHEHHS
BbICOKOTOUHBIE TPHOOPEI HMEIOT BHICOKYIO CTOUMOCTh
Onenka KayecTsa + Pannee BbIsiBICHHE 3a007ICBaHUS HecrabunpHoe y4yacTHe B MOHHTOPHMHTE, O0COOCHHO y  OIHOLIEHTPOBBIC H
JKU3HH/CUMITOMOB * TloBeimennoe BHHMaHHE K MOAPOCTKOB MHOTOIIEHTPOBBIE
pesyibTaram, €O00IIaeMbIM OTcyTCTBHE CTAHAAPTU3ALNH OLICHOK CUMITOMOB HCCIICI0BAHUS
MalUeHTaMHI
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C6op MOKPOTBI B « Pesynbrarst
JIOMAIIIHAX YCITOBUSIX

JIOCTYTHBI i)
KIMHUYECKOTo 0030pa

¢ BO3MOXHOCTh NEPECHIIKA B LEHTP
MB

IMynscokcumeTpust * Tounocts npubopa
¢ ManeHbkuit ¥ HOPTaTUBHBIIT TPHOOP

W3smepenue pocra/Beca e Jlerxo
TTonen
* CoBpeMEHHbIE JaHHBIC JUISI OLECHKH
pocTa, MONe3HbIe I ONpeaeIeHHs
noKasareneil (PyHKIIHHU JIeTKUX

JIOCTYTTHO  OOJNBIIMHCTBY

OrpannueHHas
31PaBOOXPAHEHHS
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CBA3b PE3YyIBTaTOB C Heckonsxo I/[CCJ'IeI[OBaHI/[ﬁ B

OJIHOM LIEHTpE

CUCTEMaMH

HemocTaToyHOCTh  BBIZCTCHUS MOKPOTHI y JeTeil u
nrozieit, momydaronux Tepanuto moayastopom CFTR

3aBHCHMOCTH

yeyr TIePEChUIKH or

MGCTOHOHO)KQHI/IZ/CT]JB.HLI

OrpaHuYeHHAs MOJB3a 33 HCKIIOYCHHEM BBIPAKCHHBIX
obocTpeHuit

HecraOuibHasi TOYHOCTh M3MEPCHHI B 3aBHCUMOCTH OT
MOJTB30BATENs/000pyLOBAHHUS
MOXET

He

Heckonbko ucciaenoBanuii B
OJIHOM LIEHTpE

MHOXECTBO HE CBS3aHHBIX C
MB wucciaenoBanuii B OqHOM
LEHTpe

HCIOJIb30BaTbCA B3anMO3aMCHAEMO C

KIIMHUYC€CKUMHU U3MEPCHUSIMHU

6. [IppMeHeHHe JIeKAPCTBEHHDbIX CPEICTB

JlekapcTBa COCTaBISIOT 3HAYUTENBHYI YacCTh MOBCEAHEBHOM JKHU3HU
monel ¢ MB u wieHoB ux cemeil. OG0CHOBaHHE KaKIOTO BMEIIATEIbLCTBA
JIOJDKHO ~ OBITH  SICHBIM, @  JOKa3aTelIbCTBAa  JOIDKHBI  PETYISIPHO
AQHANTM3UPOBATBCI. B 9THX pa3smenax Mbl pacCMaTpHBaeM PacTyLIyIO POJb
(dapmanesra B komaHzme mo yxomy mnpu MB, mpobaemy momuepikku
cOOMIONeHNsT peXHUMa JICUCHHS M PACTyLUIyl0 BaXHOCTh CTpaTeruit
MpeKpaiieHns/Haqana sedeHns. HakoHel, Mbl paccMaTpuBaeM pa3paboTKH B
obnactu VST, npu stom tepanus moaymsitopom CFTR B Hacrosimiee Bpemst
SIBTISICTCS. IPU3HAHHBIM M BOXHBIM BMEUIATEILCTBOM JUISI MHOTHX JIOICH C
MB.

6.1. Ponv ¢hapmayesma 6 komanoe no yxooy npu MB

Amanoa Besan, Kapuna Xancen

Ponb (apmaneBToB, crnenuanuupyomuxcs Ha MB, craHoBuTcs BCe
6osee BayKHOI B ONTUMH3AINK 00€CIIeUSHHS JICKapCTBAMH U X TIPUMEHEHHUS
(yrBepxkaenue 21). MeponpusTus, ONpeie]IeHHbIE B paHee Oy OIHKOBaHHbBIX
cTaHmapTax MeauiuHCKoii momomu [136][166], mompoOHO 0OBsSCHEHBI U
U3II0XKEHBI HIDKE.

@dapMaleBT ABIACTCS KIIOUEBBIM WICHOM KOMaHIBI IO yxoxy npu MB,
KOHCYNBTHpYS TIO BCEM AacIeKTaM JIeKapCTBeHHOH momomu. Papmanesr,
crennanu3upyoumiicss Ha MB, nomkeH npoBoguTh 00CIEA0BaHNE KaXIOTO
qenoBeka ¢ MB 1 3am0mHATE MONHYI0 HCTOPHIO GOJIE3HH HE perke OTHOTO pa3a
B rof. OT0 Oy#eT BKIIOYATh OLEHKY COOTBETCTBYIOIIMX B3aHMOACHCTBHIL
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JIEKapCTB; TPYAHOCTEH C COONIONCHUEM PEKUMA JTCUCHHUS MITH TOBEICHUS TIPH
IpHeMe MEIHKaMEHTOB; JICKapCTB, MPHEM KOTOPBIX MOXKHO IIPEKPATHUTh;
mpobneM ¢ NMPUMEHEHHEM H JOCTYNHOCTBIO JIEKAapCTB, OCOOCHHO HOBBIX
JUKeHepHKoB. dapMaleBT JO/KEH MPOBEPATh JIEKAPCTBA HA COOTBETCTBHE
TeKyIMM JaHHBIM B PaMKaxX €XKErofHON MpoBepku. B permonax, rae Her
(apmaneBTa, crnenuanusupylomerocs Ha MB, oTu 3amaunm nomkHBI GymyT
B3SITh Ha ce0sl APyTUe WICHBI KOMaHBI IO yX0xy npu MB, 4To nmoTeHunamsHo
MOBJIMSIET HA KAaYECTBO MEAHIIMHCKOI TOMOIIH.

Jlromu ¢ MB momy4aior ekapcTBa pa3indHBIME CHOCOOAMH, BKITIOUAst
GOJBPHUYHBIC ANTEKH, aMOYNIaTOPHBIC ANTEKH, OOIIECTBEHHBIC ANTEKH H
cimykObl JOCTaBKM Ha A0M. IlomyueHne 6a30BBIX JEKAapCTB OT HECKOIBKHX
MOCTAaBIIMKOB MOKET OKa3aThCsl 3aTpymHUTEeNbHBIM [169]. [Toctym K
OOLIECTBEHHBIM ~anTeKaM OCOOCHHO BakeH Juist moged ¢ MB, u
MPENOCTABIAEMbIE HMH YCIYTH JONONHSIOT YCIYTH, OKa3blBaeMbIC B
GonmbHuLe. CBSI3b MEXAY ABYMs CIy:KOaMH JOJDKHA OBITH YETKOM, YTOOBI
00eCneunTh HAMTY4IIyIO0 TIOAAEPIKKY uenoBeky ¢ MB. dapmaneBT nomkeH
ObITb TOTOB OTBETHTh JIOAAM ¢ MB wumm JApyruM  MeTUIMHCKHM
CIIELHAHCTaM Ha BOMPOCHI, CBA3aHHBIC C JIEKAPCTBAMHU.

dapmaresr, crienuanu3upyomuiics Ha MB, nomkeH npucyTcTBOBaTh Ha
BCEX COOpaHMAX KOMaHJBI 10 yXoay npu MB, uToObI BHOCHTB CBO# BKJIaJ 110
TeMaM, CBA3aHHBIM C JIGKAPCTBAMH, M MOMOTaTh KOMaHJE B pa3paboTke U
COONMIONEHNH HAayYHO OOOCHOBAHHBIX PYKOBOACTB B PaMKaX CIyXObl U B
JIOOBIX CHCTEMaX COBMECTHOTO MEAMIHHCKOro oOciyxuBaHus. dapMariesr,
crenuanu3upyonmiicss Ha MB, Taxoke MMeeT Xopoumne BO3MOKHOCTH JUIS
TOIICPKKH KIIMHUYECKHUX UCCIEA0BAHMUIH.
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Oxpyxawoias cpeaa (11s1 KOMaHabI o yxoxy npu MB u yesioBexa ¢ MB)

. YMeHBIIUTE (HOHOBBIN LIyM

. YMeHBIINTE oMexu/mepedbon

. Ob6ecneunts y100HOE PACIIONOKEHHE

. ObecneunTs yeAMHEHHE — OT APYTUX JTIOACH M OT CeMbH/JOMAIIHUX JKHBOTHBIX, €CITH HEOOXOAHNMO
. B03MOXHOCTB OLIGHHUTH JOMAITHIOI0 00CTAaHOBKY — PAcCMOTPETh BOIPOCH! 00ECTICUCHHS 3aIUThI
L]

Hagnets yno6Hyto onesxay u u3berars oTBIeKaromux GoHOBbIX (aKTOpoB

TexHHYECKHE ACHEKThI
. Ob6ecrieunTts 3G PeKTHBHOE ayAHOBH3yaIBHOE 000PyI0BaHHE

CooTBeTCTBYyIOLIEE MOAKIIOUeHHE K NHTEpHETY ¢ JOCTAaTOYHOI CKOPOCTHIO

Vrtounuts y uenosexa ¢ MB, paboraer/moctaToueH 1m 3ByK U H300pakeHHe

3amnaHupOBaTh PE3EPBHBIIl BAPHAHT CBS3M Ha CITy4daii cOOSl COeTHHEHUS.

B ciiyuae BOHUKHOBEHHsI IpOOIeM, TIPEK/Ie YeM IPEeKPATUTh KOHCYIbTALHIO, CIeAyeT YOeIUThCS, YTO BBIMOIHEHO YCTPAHEHHE HEIONa 0K

KommyHnukanus

. VYNTBIBATB, IPOBOAUTCS JIH KOHCYNBTALMS OAUH HA OJHH C 4eJ0BEeKOM ¢ MB nimm ¢ HUM M ellle HeCKOIBKHMH YYaCTHHKAMH — COOTBETCTBYIOIIMM
00pa3oM CKOPPEKTHPOBATh CTHIIb OOLIEHHS B CTy4ae IPYINIIOBOif KOHCYIbTalluN

PaccMoTpeTh BONPOCHI MOMYYSHHs COITIACHs, €CIHN 4eaoBek ¢ MB siBisieTcss peGeHKOM MITH MIPHHAUICSKUT K YSI3BUMBIM KaTErOPHAM HACEICHUS.
Vcnonp30BaTh pa3IMYHbIC HABBIKH JUISL TMYHON OLIEHKH, YTO MOXKET MOTPeOOBaTh MOBBIIICHUS KBaTH(pUKauy B o6mactn MB

D¢ dexTuBHEI cOOp aHAMHE3a KPUTHIECCKH BaXKEH
CHU3HUTD 3aBHCHMOCTD OT KIMHHYCCKHX IPU3HAKOB

BH/THBI

. Ecnu Bpad NEPEBOAUT B3ITIA[ C KAMEPHI Ha upyroﬁ OKpaH WM PE3YJIbTaThl Ha 6ymare, OH JOJDKCH O6’b${CHI/ITB, 4YTO OH AeIacT (]/I TIOAYEPKHYTH, YTO OH

TPOJIOIKACT CITYILIATh)

VI3MEHUTH OLICHKY SI3bIKA TEJIA, YTOOBI y4ECTh OrPAaHHUYCHHYIO MEPCIICKTUBY

Ipu HeoOGXOANMOCTH aJaNTUPOBATh BOIIPOCHI C YUETOM OKpPYKEeHHUs uenoBeka ¢ MB

IMogymarh, MOTYT JIH IPYTHE JTIOAN IPUCYTCTBOBATH/CITYIIATh Oecely BHE MO 3pSHUS.

VuuThIBaTh Y06CTBO HCTIONB30BAHUS ATOTO (hopMara s yenoBeka ¢ MB

IMoanepxuBaTh 3pUTEIbHBI KOHTAKT U HCIIONB30BaTh BU3yalbHbIC ITOACKA3KH — YTO ele 6olee BaKHO, KOTa TOJIBKO JIMI0/BEPXHSIS 4acTh TYIOBHILA

D¢ dexTHBHOE HCIOJIb30BAHNHE H HHTETPALMS JOMALIHET0 MOHUTOPHHIA
. Ecnu ucnone3yercst ANCTAHIMOHHBII MOHUTOPHHT, HY)KHO YOGANTHCS, YTO 9TO PACCMATPUBACTCS KaK YaCTh KOHCYIBTAL[HN
. Ecnn nocne KOHCYIbTali HEOOXOMMM JOMONHUTEIGHBIH MOHHTOPHHI, HY)XHO YOSAUTHCS, YTO MOJYYCHBI PE3yNbTaThl M YETKUMl IIaH JeHCTBHI
COTNIACOBAHBI € YeJI0BEKOM ¢ MB 10 OKOHYaHHS KOHCY/IBTAllHN

Hcxonnt
. VToyHHTB MOKeNaHus yenoBexa ¢ MB oTHOcHTenbHO OyayIiX BUPTYaIbHBIX KOHCY/IBTALMiL
. VY6enuthes, 4TO pe3ynbTaT HOHATEH YenoBeky ¢ MB u komanze mo yxoay npu MB
. Paccmotpets Bompoc, OyaeT i ciefyromee 00Cae10BaHNe IMYHBIM HI BUPTYaJIbHBIM

PucyHox 2. PykoBozicTBO 0 IpoBeAeHHUIO (G (EKTHBHBIX BUPTYaIbHBIX KOHCY/IbTAIMI ¢ moasmu ¢ MB

6.2. IToodepoicka cobnroderus pexcuma iedeHus

Vpsyna bopascka, Kesun Caysepn, Hnan Llypep

TepaneBruueckass Harpy3ka Ha moged ¢ MB u ux cemsn
WMHIMBHU/IyalbHa, HO Beeraa 3HauutenbHa [170]. lognepixka mroneit ¢ MB B
COONMIONECHUH peXHMa JedeHus: TpebyeT KBaan(UIUPOBAHHON COBMECTHOI
paboThl, MOHNMAHUSI OpPEeMEHM JEYCHHs] H YETKOro 0OOCHOBAHHS KaXKIOTO
TepaneBTH4ecKoro BMenrarensctBa [171]. KommyHukamus nomkHa OBITH
SICHOM M OTKPBITOH, PELICHHs JOIDKHBI MPHHUMATBCS COBMECTHO, M LIEIH
JICUCHHS! TOKHBI OBITh COINIACOBAHBI.

Heckonbko METOZOB MO3BONSIOT TMOHATh, Kak uenoBek ¢ MB
CIIPaBIISIETCS. CO CBOEH €KEJHEBHON HArpy3KoH, CBA3aHHOH ¢ jedenueM. K
HHM OTHOCATCS, B TOPSJKE TOYHOCTH M JOCTOBEPHOCTH: OIICKTPOHHAS
cuctema peructpanun gaHHbIX (DCPJI), HHAEKC UCIONB30BaHHUS Mperapara
(MPR, ot anmt. Medication Possession Ratio), perymspHble JHEBHHUKH B
Tene(oHe, CaMOOTUETHl 4epe3 MPHIOKECHHS MM OyMaKHbIC JHEBHHKH U
perpocnektuBHble ompochl [172]. Kakoit Obl Meron HabmomeHus HH
HCHOJIB30BANCS 1711 MOHHTOPUHTA COOMIOACHHS PeXKUMA JICUCHHUS], OH JOIKEH
OBITH MPO3PAYHBIM, NIPH ITOM KOMAH/a MO yXomy npu MB nomkHa OTKPBITO
paboTaTh HaJ TOANEPXKKOH denoBeka ¢ MB m BMecTe pasMbIILIATH HaJ
pesynbratamu (yTBepxacHus 22 u 23).

TMoanepxka ONTUMATEHOTO COOMIONCHHS PEKOMEHAALHI MO JICYCHHIO
TpeOyeT HHANBUIYaIBHOTO THOKOTO TIOAX0/A C YU4ETOM 0COOCHHOCTEH JKU3HI
yenmoBeka ¢ MB u ero cempH. PasmuuHble CTpaTermu CHocoOCTBYIOT
YIy4IICHHIO  COONIONGHMS ~ pPEeKHMa, HO  YeTKHX  JOKAa3aTelIbCTB
MPEAMOYTHTEIBHOTO oaxoAa HeT (Tabnuua 3) [174]. [laHHbIe KIMHUYECKUX
HCCIICIOBAHMI TOKA3bIBAIOT, YTO MHIMBHAYaTbHBIH MOAXOA MOXET MOMOYb
yenoBeky ¢ MB cobmongars pexoMeHAaluy a’spo3onbHoii Tepamuu [152]. C
POCTOM JOCTYHMHOCTH TEXHOJOTHi{, MOMOTAIONNX KOHTPOJIUPOBATH JICUCHHE
U CaMOYyBCTBHUE, BXKHO, YTOOBI OTH JOCTHKCHHS HCIIOIb30BAINCH TIOABMH C
MB s yaoeiaeTBopeHHs HX MOTpeOHOCTeH. MOHHUTOPHUHT COOTIONCHHUS
pexHMa JIeYeHUs TODKSH HOCHTb MOIJCPKHBAIONINH XapakTep, ymydlIaTh
Ka4eCTBO XKU3HH U HE NPUBOAHUTH K OIIYIICHUIO TOMOIHHTEIbHOH HAarpy3Ku
y moneii ¢ MB.

6.3. Hauano u npekpawenue npuema iekapcme

Tsunem [Jr6uc, Maapmen Ilnoeep, Huxono Maiiep-Xombremm, Bpsoau
Kyon
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JlokasaTenbHast 6a3a TpaJUIMOHHBIX JeKapcTB oT MB Bo MHOrom
OCHOBaHA Ha KIMHHYECKUX HCHBITAHMUSX M CHCTEMaTHYECKHX 0030pax,
mpoBefeHHBIX 10 3pbl  MoxaymstopoB CFTR. Brenpenne Tepanun
moxymsitopom CFTR amst MHOTHX mrofieit ¢ MB 6bu10 yenemmHbiM, HO TpeOyeT
MIEPEOLICHKH BCEX TEPANeBTUYECKHUX MOIXONOB.

Pemenne o0 Havane M TPEKpAIICHHH CHCTEMATHYECKOrO TMpHeMa
JIEKapcTB NODKHO ObITh MPHHATO COBMECTHO delaoBekoM ¢ MB/mumom,
OCYIICCTBISIIOIIMM yYXOZA, M BpadoM, HMEIOIMM ONBIT JedeHns MB
(yrBepkaenue 24), mpu 3TOM OOOCHOBaHHE JOKYMEHTHUPYETCS U
MepecMaTpUBACTCs HE PEKe OJHOTO pa3a B ToA. PeKOMEHIAIMH JOKHBL
OCHOBBIBATbCSl HA JAHHBIX KIMHUYECKMX HCCICHOBAHMH, €CIH TaKOBBIC
HMEIOTCSI, U aIANTHPOBATHCS K KKAOMY OT/CIbHOMY YETOBEKY.

Tabanua 3
Crparerny MOAAEPKKH M YAYUIICHHUS COOMIONCHUS PEeXUMA JICUCHHUS
MB
C TOYKH 3peHHsi OTHOLIEHUH ¢ KOMaH10¥i o yxony npu MB
. YcranoButh ¢ denoBekoM ¢ MB u ero cembeil oTHOmIEHUS,
OCHOBAHHBIE Ha COTPYIHUYECTBE, YSCTHOCTH U JOBEPUH
. TloaTBepanTs, 4T0 MPOOIEMBI C COOMIOACHIEM PEXKUMA SBISIIOTCS
HOPMOIi, ¥ IPU3HATh YCUIIHS, IPESANPUHUMACMBIC YSTOBEKOM
. V6enutsces, 4TO BCe YICHBI KOMAH/BI 10 yXoxy mpu MB poHocsT
TOC/IeI0BaTeNbHY 0 HHPOpManuio 4enoBeky ¢ MB u ero cembe
. TlomguepkHyTh MOTEHIUATBHY IO TONB3Y Tepanuu u

PCATHCTHYHYIO TPACKTOPHIO PAa3BUTHUS 3a00/ICBAHIS, HE BBI3bIBAsI
TIPH 3TOM TPEBOTH (0OXOAUTHCS Oe3 3aIyrHBaHNUs)

. CoBMecTHO ¢ denoBekoM ¢ MB pa3paboraTs MHINBHIyaTbHBIN
IUIAH W3MCHCHMSI MOBEJCHHS H PAaCCMOTPETh BO3MOXKHOCTB
HCIIONB30BAaHHS MOTHBALNOHHOM Geceabl

C ToukH 3peHus yejaoBeka ¢ MB

. OLeHHUTh pecypehl TMALMEHTA/CeMbH, HABBIKH IPEOONCHHS
TPYAHOCTEN U MPUMEPhI ICUXOJIOTHYECKON YCTOIYNBOCTH

. TlonnepxuBaTh SMOLMOHATBHOE OAronomyune u 00ecrneunBaTh
MepBbI TS IPEOTBPAILECHHS YXYAILIECHUS ICUXUYECKOTO 310POBbs

. Cnenuth 3a  TNICHXMYECKHM  3J0POBBEM:  PEKOMEHIYeTCs
€KETOHBIH CKPHHUHT CUMIITOMOB JICTIPECCUH U TPEBOTH

. TIpennoxuTh MOAXOASIINE BMEIIATENbCTBA C HCIOIB30BAaHHEM
PA3NUYHBIX  METONOB  JICUCHHS,  €CIH/KOTIA  CHMIITOMBI
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YCHIMBAIOTCS, U (W) TIPU HEOOXOAMMOCTH HAIPABUTH K Bpady-
MICUXHUATPY

. OueHuTh yOEKICHHS U OTHOILIEHHE YeioBeka ¢ MB u ero cembu
K JICYCHHIO

C TOYKH 3peHusi JedeHust

. KouTtponuposats notpebHOCTH B 00yyeHHHN YenoBeka ¢ MB u ero
CEMBHU U IIPEAOCTABIIATHL KOMIUICKCHBIE CBEJCHHUS C ITOMOIIBIO
Pa3InIHBIX METOAOB

. TloMo4b OmpenenuTh MPOLEAYPHI JCUCHNS U CBS3aHHBIC C HUM
TIPUBBIYKH

. CoBmecTHO ¢ uenoBekoM ¢ MB u ero cembeil paspaborath
WMHIUBUYalIbHBII IIaH JCUCHUS

. IlomMoup pa3paboTaTh TOYHBIC CTPATeTMH IUIAHHPOBAHUS,
HalpuMep C HCHOJIBb30BAaHHEM OJJIEKTPOHHBIX  yCTPOICTB,
HaOMHHAHUI

Cnenyer y4uThIBaTh Takhe (AKTOpPBI, KaK HAa3HAYCHHE MOMYIATOPA
CFTR, panee cymecTBoBaBulee 3a00JCBaHME  JIETKMX,  BO3pACT,
CONYTCTBYIOIINE 3a00J€BaHUS U HATPy3Ka, CBSI3aHHAs ¢ jedeHneM JleueHne
JIOJKHO COaJTaHCHPOBATh TEPANeBTHYECKYIO HArPY3Ky U MOO0UHbIE Y PEKThI
C ONTHMH3AaLMeH COCTOSIHHMS 310POBBS, CBOAS K MHMHUMYMY CHIDKCHHE
(dynkuun aerkux u BosHukHoBeHune OJIC

IpoBeneHbl MCCENOBAHUS Ul OLIEHKH, OE30MacCHO JM NPEKpaIlaTh
CHCTEMATUYECKHil TpUEM JIEKAapCTB Yy JIIOACH, IONYYalOIHX TPOIHYIO
KOMOMHHMPOBaHHYIO TEparnuo MOZYNIATOPaMH CFTR (ETI).
PangomusupoBanHbie KoHTponupyemele uccnenoBanus (PKU) SIMPLIFY
(NCT04378153) u CF STORM (EudraCT 2020-005,864-77) wusy4ator
npekpaiienne HeOynaii3epHOl MYKOAKTHBHOIN TEpaluu B COOTBETCTBHH C
HCCIIEI0BATEIbCKUMH NIPHOPUTETAMH, YCTAaHOBICHHBIMHU coo0mmecTBoM MB.
Hab6nronarensubie uccnenoBanus, Takue kak HERO-2 (NCT04798014) u
NEEMO (NCT05519020), 011eHHBaIOT pOJIb JOITOCPOYHOTO JIedeH s B bomee
mmpokoM cmeicie. B uccnenoBannu SIMPLIFY y npunumasiinx ETI nroneit
¢ MB, npekpaTMBIINX WHTAISLHUOHHYIO MYyKOAKTUBHYIO TEpAlHio, HE
HaOMofanock CHWKEHUs (QyHKIUM Jderkux. OJHAKO y yYacTHHKOB
HCCIef0BaHUs (QYHKIHS JIETKUX ObLIa MPEHMYIIECTBEHHO OT YMEPEHHOMH 10
HOPMAJIbHOM, a 6-HEACNbHBIN NepHOJ HCCIeA0BaHuUs ObLT KOPOTKUM [175].

Her HHKaKuX J0Ka3aTeNbCTB, MOATBEPHKIAIOMINX HIIH OMPOBEPTaIOIINX
TpeKpalleHne mpreMa JeKapceTB y AeTel Miajuero Bospacta (<12 aer) mpu
npueme MmoxyastopoB  CFTR, m B Hactosmiee BpeMs HMEIOTCS
HeyOenUTeNbHbIE JI0KA3aTeNbCTBA JUISL TPUHATHA pELNICHWH y JHMI C
YMEPEHHBIM WM TSDKEIBIM 3a00JIeBAHMEM JIETKHX, 0OycIoBIeHHBIM MB
(mmO®B1 <60 %). AHanoru4HbIM 00pa3oM, HET NAHHBIX, MO3BOJSIOIIHX
OMPEEINTD, KOTJ[A CIIeAyeT HAYMHATh CHCTEMaTHIECKYIO TEPAIHIO y TeX, KTO
yake npunuMaet MoxyaaTopsl CFTR. Dtr BOnpochl mo-npekHeMy aKTyaIbHbI
1 coobmecTBa MB.

Ilpy nNpUMEHEHMH pe3ynbTaTOB KIHHHYECKHX HCCICHOBAHMI B
KIMHUYECKOH NMpPaKTHKE BaXKHO YYUTBIBATH DTH PE3YIbTaThl B KOHTEKCTE

umaima HUCCIICOOBaHUA, Z[CMOFpabe/l‘ICCKI/IX JaHHBIX Y4aCTHHUKOB,
TIPUMEHACMOI0 BMEUIIATEIILCTBA U CPOKOB HM3MEPECHHUSI PE3YIBTATOB. HpI/I
HaJIMYun J10Ka3aTCIbCTB BBICOKOTO Ka4deCcTBa MOXKET OKa3aTbCsa

Leneco00pa3HbIM OTCIIEKUBATH COKpAICHHE 00beMa JedeHUs (CHMKCHHE
JI03b1 MIIH TIpeKpaiieHue jnedenus). Ciaemyer oOCYINTh KPAaTKOCPOUHBIC U
JIONITOCPOYHBIC BOMPOCHI, KACAIOIIMECS KOHKPETHOTO JICUCHHs, MPHHATH K
CBEJICHHIO JIFOObIC HEM3BECTHBIE (hAKTOPBI H COOOIINTD YSTKUE KPUTCPUH [T
BO300HOBIICHHS JT€UCHUSL.

C6op maHHBIX B perucTpax MB 0THOCHTENBHO JEUSHUS M KIMHUYECKUX
PEe3yIbTaToB JOKEH OBITh ONTUMH3UPOBAH, YTOOBI OTH JaHHBIC TPUHOCHIN
MAaKCHMAJIbHYIO MOJIb3Y OOIIECTBY.

7. Bapnanrt-cneunguyeckas tepanus (tepanusi moayiasitopom CFTR)
ISl KOPPeKLHH 0CHOBHOTO JedeKTa

7.1. Ilpoepecc nocie gvinycka epementvix pekomenoayuil (aneapsb 2023 2ooa)

Kesun Caysepn, Mapx Yuneepc, Dnuza Jlammepmun

Tepanust moxynsatopom CFTR oka3anach BaKHBIM BMEIIATEIECTBOM IS
nmozeit ¢ MB, KoTopsie IMEIOT Ha 9TO MPaBO (COOTBETCTBYIOIINM T€HOTHIT U
BO3pacT) W MMEIT aocTyn [3]. DTH mepopanbHbIE NpEmnapaTsl, OOBIYHO
TpHHAMaeMbIe 1Ba pa3a B ACHb, JOKA3add CBOKO d(P(HEKTUBHOCTh U UMEIOT
xopotuuii mpoduns 6ezomacHoct [3]. Jlroasm ¢ MB, umeromimM noaxoasiine
Bapuantsl reda CFTR, cnexyer npemnoxuts tepanuto moaynsatopom CFTR
(yrBepxaeHue 25).

Iepeoiit  momymstop CFTR, wuBakagTop, JHIEH3HMPOBaH st
OrPaHUYCHHOTO JMANa30Ha YyBCTBHTENbHBIX BapuanToB reHa CFTR,
HOCHTEIISIMH KOTOPBIX sIBIsIOTCS <5 % mroneit ¢ MB. MBaxadytop ¢ 2012 roxa
JIOCTYyTIeH st mofeii ¢ MB, nMeroIux npaBo Ha 3Ty TEPaIuIo, U B HACTOAIEe
BpeMsI JIMLICH3UPOBaH s Trofei ¢ MB B Bospacte ot | mecsina B CLIA (c 4
mecsiues B EBpomne) [176].

IlpumeHenne B Tepamuu ABOMHOTO MORYIATOpa, JIOMakadTOp—
uBakaQTop U Te3akapTop—HBaKAPTOP, PACIIHPUIO MOMYIALUIO, HMEIOILYIO
mpaBo Ha mpenaparbl-MoxyaaTopsl  CFTR, HO wMMeeT MeHbIIyO
9 }eKTHBHOCTE 1O CpaBHEHHIO € MOHOTepamueil wuBakapTopoM. OTH
JIBOMHBIC METOIBI JICUCHHS TIEPBOHAYATBHO OBLITH JTHULIECH3UPOBAHBI A1 JIFOZEH
¢ aBymst konusimu Bapuanta CFTR c¢.1521 1523delCTT (F508del), mocne
4yero uHGOpMAamUs O JICKAapCTBEHHOM Mpemapare ObLia  JIOMOIHEHA
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HEKOTOPBIMH ~ CIIOKHBIMH ~ TETEPO3HIOTHBIMH  KOMOMHAILIMSMH U
Te3akapTopa—uBakadropa [3][177].

Tpoiinas komOuHupoBanHas Tepamust ETI mmeer Gomee BBICOKYIO
S((heKkTHBHOCTb, YeM Tepamus JBOMHBIM  MOIYIATOPOM, U  OblLIa
JULEH3UpPOBaHa Ui JIIOAeH Tombko ¢ omHuM BapuantoM F508del, uto
YBEIMYMBACT YUCIIO moaxoasaumx e ¢ MB. B 2023 roay 8 CLLIA ETI 6611
onobpen s aereit ot 2 set [178]. Ipouece yTBepkaeHNs ceidac IPOXOAUT
B EBporme.

HMerotcst yOenuTenbHble 10Ka3aTeNIbCTBA B MOIICPIKKY HCIIONb30BaHHS
uBakadropa win ETI y mroneit ¢ MB, y KOTOPBIX €CTh MOAXOASIINE BAPUAHTEL
CFTR. Csenenus o [BOHOIT Tepamun MeHee OCHOBaTeNbHEI [179], u Takoe
JIUCHHE CIIeIyeT PAcCCMATPUBATh B HHIHBHIYaIbHOM HOPSIKE.

Hexkotopbie JiIozH, MOMTyYaloNue Teparutio HBakahTopoM, MOTYT UMETh
npaBo Ha ETI, ecnn ux Bropeim BapmantomM CFTR seasercs F508del u
JaHHBIE ~ KIMHUYECKMX  MCCIICIOBAHMII  TPEINoNaraloT  HEKOTOPYIO
JIOTIONHUTENbHYIO TI0Nb3y. Pemenne o nepexone Ha ETI cnenyer npunumars
MHANBUJYaNbHO, COMOCTABIISIA HOTCHIHAIBHYIO JOTIOMHUTEIbHYIO TIONB3Y C
PHCKOM MOOOYHBIX PEAKINii, BBI3BAHHBIX JOMOIHUTEILHBIMH IIPENapaTaMu B
TpoiiHOiT KoMOnHMpOoBaHHOU Tepanuu ETI.

Tepanust moxymsitopom CFTR  sBnsietcst noporocrosiieit u MeHee
JIOCTYTIHOM B OJHUX CTpaHaX IO cpaBHEHHIO ¢ apyrumu [150]. B crpanax u
pEruoHax, KOTopble MPO(GUHAHCUPOBAIH JOCTYN K TEPAlMH MOLYIATOPOM
CFTR, xomanas! no yxomy npu MB [ODKHBI ONEPAaTHBHO Mpeaarath 3TH
JIeKapcTBa MOASAM ¢ MB, COOTBETCTBYIOIINM ONPEIEICHHBIM KPHTEPHIM, U
JIOJKHBI HCIIONB30BaTh CUCTEMbI MOHUTOPHHIA OTBETA U TIOOOUHBIX PEaKIHi
[3]. locTynHbI He3aBHCHMBIE CIIUCKH TIOAXOAIINX ISl TEPAITHH BAPUAHTOB,
M UX CJIEAYyeT PEryIsApHO MPOBEPATh Ha Hanndue ooHoBneHui [3][180]. dus
nrofiel ¢ peaKUMH HeoxapakTepusoBaHHbIMU Bapuantamu CFTR mst onenkn
s dexTuBHOCTH MOAXOMAT HccaenoBanus N-m3-1, XoTd (UHAHCHpOBaHHE
MOXeT OBITh MpOOIeMOil MUl MPUMEHEHHs HE MO MOKA3aHHSAM, MOCKOIBbKY
pa3pelIeHHOe HCIONb30BAaHHE 3aBHCUT OT reHoTuma. J[st aeTeil paHHero
BO3pAacTa M MIAJCHIEB HEKOTOpPbIE METOAbI JeueHus mMoxyastopamu CFTR
MOTYT ellie He OBITh JINIIEH3UPOBAHBI, U BAPHAHTHI CIIEAYET PACCMATPUBATh HA
HMHIMBHUYaJIbHOI OCHOBE (yTBepKacHHE 26).

Tepanust moxymsitopom CFTR oka3biBaeT 3Ha4MTENbHOE BIMSHHE HA
Ku3Hb mofeil ¢ MB, M 3TH OGHOBICHHBIE PEKOMEHMALMH OTPAXKAIOT
MeHsIoIylocs cuTyanuio. HeGombioe, HO 3HAYMMOE KOIMYECTBO JIIOACH C
MB ue nmetor BapuantoB reHa CFTR, koTopele pearupyroT Ha TEKyLIyIO
Tepanuio moxynstopom CFTR. Jlns 5Tux mioneil HEOOXOAMMBI HOBBIE
TEXHONIOTHH, TaKMe KaK 3aMEHa WIH «PENAaKTHPOBAHHE» TEHOB IS
ucnpasiaeHuss ocHoBHoro nedexra mpu MB [3]. Ilpunimnsr nedeHns,
U3II0)KEHHBIE B 3TOH CTaThe, OCTAIOTCS 0a30BBIMH JUIS OCTIIKCHHUS XOPOIIHX
Pe3ynbTaToB y Beex mozei ¢ MB, ocobeHHo y mofeii, KoTOpbIM He HOIXOIHT
Tepanus MmogynstopoM CFTR mian koTopble )UBYT B CTPaHE WITH PETHOHE, TE
K HEH HeT JoCTyma.

7.2. Monumopunz nedceramenbHbix AG1EHUI NPU mepanuu MooyIsAmopom
CFTR

Kesun Caysepn, Mapmun Xye u Auna I'eopeuonynoc

Ipoduns 6e3omacHocty Tepanuu moaynsatopom CEFTR mns mroneii c MB
XOPOILHIA. Pesynbrars JOKJTHHUYECKHX HCCIE0BAHUI ObITH
00HAIEKUBAIOMIUMH, A OINACEHHs IO MOBOAY MOMYTHEHHMSI XpyCTaiuKa,
MOMy4YCHHBIE B XOIE MCCICAOBAHMI Ha JKHBOTHBIX, HE IIOATBEPAMIHCH
CYLNIECTBEHHO y Jiofed. DOTo ObIO MOATBEPHKACHO  PETYIAPHBIM
odTampbMonorHueckuM  obcnenoBanneM mofeii ¢ MB, mpoxoamBiux
Tepanuo moxysitopom CFTR [3].

OpHako, HECMOTps Ha 00wt mpoduiIb 6e30MacHOCTH, HaOMIOIATCS
cepbesHbie mobo4Hble 3 dexTsr Tepamun Moayastopom CFTR. ITo6ounbie
9] heKThI, CBA3aHHBIE C (PU3HONOTHICCKUMH H3MEHEHHUSIMH Ha (hOHE Teparnuy,
BKJIIOYAIOT YBEIMYCHHE CEKPEHMH bIXaTelbHBIX MyTei, 601b B JKHBOTE,
puHOpeEIo (0COOEHHO Yy AeTel MIaIIIero Bo3pacrta), CHHYCHT 1 60JIb B SHYKaX
[3]. HexenarenbHble peakuuy, CB3aHHbIC C MEXaHU3MOM JEHCTBHSA, 0OBIYHO
OpPEeXOIAIM U IPOXOAAT B TEUCHHE HECKONBKMX JHEH WIM HeIenb.
Wmuocuukpasudeckne moOouHble d(QEKTH BKIIOYAIOT KOXKHYIO CBHIIb,
TOJIOBHYIO 0onb, JekapcTBeHHOe akuHe [181], MmacTut, TpaHCAaMHHUT
(TIOBBILICHNE AKTHBHOCTH IIEYCHOYHBIX (PEPMEHTOB), MBILICUHBIE 00N,
TOBBIIICHHE YPOBHS KPEAaTHHKUHA3bl M MOBBIIICHHOE KPOBSHOE NABICHHE.
IMoBeIIeHNE KPOBSHOTO IaBIeHUs Haubonee sIBHO ObLIO CBSA3aHO C ABOIMHOI
KoMOHHaIumel momakadhTop—1BakadToOp, HO YIIOMUHAIOCH TAKXKE U B CBA3H C
JpyruMH KOMOMHaImsaMu MoxynstopoB [182]. IMoBbluieHne TpaHCaMHuHA3
nedeHH ObLIO 3aperncTpHpoBaHo y 25 % mopeii ¢ MB, npunumatomux ETI a
B KPAaTKOM OITMCAHUH XapaKTEPUCTUK MPOAYKTAa PEKOMEHIYETCS PeTyIApHBIi
MOHHTOPHHT M §oee 4acTasi OleHKa MoKa3aTelneil IpH HaJTUIHU TPH3HAKOB
3aboneBanus mnedeHn [184]. B Hagame Tepamuu mromakadTOpoM—
nBakadTopom uacto Habmomamack npexopsmas oasimka [185]. O6 stom
no604HOM d(hdeKTe He COOOIIaNn0Ch PEryIAPHO NPU HCHIOIb30BAHUH APYTHX
METO/I0B KOMOMHHUPOBaHHOIT Tepanuu moxymsitopamu CFTR [179].

Coofmanoch 0 TNCHXOHEBPONOTHYECKUX MOOOUHBIX d(dexrax B
OTHOILICHUH BCEX JIOCTYIHBIX MeTo0B Tepanuu moxyisitopom CFTR [186].
B cBs3u ¢ mupoxoit foctynHocThio ETI pacTeT uncio 3aperucTpupoBaHHBIX
HEXKETaTeIbHBIX pEeaKUMH, BKIOYas H3MEHEHHs HACTPOCHMS, TPEBOTY,
HApyIICHUS CHA M  HEHPOKOTHHIMH, a TaKkkKe CyHIUJAIbHBIC
MBICITH/ACHCTBUSI. BONBIIMHCTBO M3 HUX MHO-NPEKHEMY OTPaHMYHBAIOTCS
OMHMCAHMSIMH KJIHHUYECKUX CITyYaeB/Cepuil CIy4acB M ORHOLECHTPOBBIMH
uccienoBanusaMyu  [187], XOTS B HAUMOHANBHBIX HCCIEJOBAHHUAX YKE
NosABISIOTCS AaHHbIE [191]. HekoTopble H3MEHEHMS B ICUXMYECKOM 3J0POBBE
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MOTYT OBITh MOJIOKUTEIBHBIMH MIIH HE CBS3aHBI C HA4aJlOM NPHMEHEHUS
moxymsatopa CFTR, B To BpeMsi Kak HETaTHBHBIA OMBIT MOXET OTpaKaTb
TICUXOJIOTHYECKYIO aJaNTallHi0 K JKM3HH B OIOXYy MOAYISATOPOB, MPSIMOE
(duznonornueckoe  BO3JACHCTBHE  MOAYNSATOpa MM JEKapPCTBEHHOE
B3aMMOJZICHCTBUE, YTO MOAYEPKHBACT BAXKHOCTh TIIATENbHOH omeHku [190].
Komuter mo orenke puckoB B cepe dapmaxonaasopa (PRAC, or anmi.
Pharmacovigilance Risk Assessment Committee) EBpomeiickoii komuccun
HEJAaBHO YCTAQHOBHJ, 4YTO CYIIECTByeT IO KpaifHeli Mepe pasyMHas
BO3MOXKHOCTb NPHYHHHO-CIEACTBEHHOH cBsi3u Mexnay ETI m gempeccueit
[193].

Ilpu o6CyKICHMH PHUCKOB M MPEHMYLIECTB TEPANUH MOIYISATOPOM
CFTR cnemyer yuuThIBaTh NMOTEHIMATBHOE BO3ACHCTBHE HA (u3HUecKoe H
ncuxuueckoe 3a0posbe. Jlogelt ¢ MB M uMX ceMbu clemyeT NPOCHTH
co00IIaTh KOMaHAEe MO yXomy npu MB kak 0 HOJOXKHTENbHBIX, TAK H O
HEXKETaTeIbHBIX COOBITHAX, HE3aBHCHMO OT MpPEAINOIaracMoi MPUYHHHO-
crnenctBeHHOU cBsi3u (yrBepkaeHue 27). Korma mromu ¢ MB nHaumHaror
MOMy4YaTh TEPANHI0 MOIYNISATOPOM, HEOOXOAMMO HAONIONCHHE C y4EeTOM
BEPOATHOCTH BBIIICYKA3aHHBIX SIBICHUH, BKIIOYas OOCIEAOBaHHE IvIa3,
HM3MEPEHHE YPOBHS TpaHCaMHHa3 medeHH [194] M KpOBSHOTO JaBieHHMS.
INcuxnueckoe 370pPOBbE CIEAYET KOHTPOIMPOBATH B COOTBETCTBHH C
pexomeramamu Gorna MB/ECFS, Bmo4yas CKpHHHHT Ha JEHIPECCHIO U
TpeBory 10 Hadana VST u He no3aHee yeM depe3 3 Mecsina nocie Havana [3].

Ba)KHOCTB MOCTPETHCTPALIMOHHOTO HAJ30pa Obla MPOHLTIOCTPHPOBAHA
COOOIICHUSIMH O IISITH CITy4asX TOBBILICHHS BHYTPUUYEPEITHOTO JABICHHS y
neteit miaanrero Bospacta npu npumerenuu ETI [195]. ¥V tpex nereit ato
ObIIO BBISIBIICHO MO OTEKY AMCKA 3PUTEIBHOTO HEPBA, OOHAPYKCHHOMY IPH
0OBIYHOM OCMOTpE IVIa3, a y ABYX JAeTeil — I10 Mapaludy OTBOAAIIECTO HEpBa.

Kak u B cimyuae mo6oro HOBOTo mpemnapara, 000 BCeX HeXKeIaTeIbHbIX
SIBICHHSIX, HE3aBHCHMO OT TNPHYMHHO-CIEACTBEHHOH CBfA3M, CIEXyeT
coo0IIaTh B HANMOHANbHYI0 0a3y [aHHBIX MWIIH PETHCTP, a TaKke
MPOM3BOAMTENI0 B paMKaX TpadHka MHOCTPETHCTPALMOHHOTO HAI30pa
(yrBepxaeHue 28).

7.3. Koppexyus do3bt mooynsmopa CFTR nocne nexceramenshuix peakyuil

Mapx Yuneepc, Mapmun Xye, [Tumep Muoonmon, []ocetin [J36uc

O Hay4HO OGOCHOBAHHOM IOAXOAE K IIPCPHIBAHHIO HCIIONb30BAHMUS,
COKPAallCHHI0 W [OBTOPHOMY HasHadeHuio MmoxymsitopoB CFTR  He
cooburanocek. Pabora ¢ mo6ounsiMu 3¢ekTaMu OCHOBaHA HA KIMHUYECKOM
KOHTCKCTE, MECTHOM OIBITC U HOBBIX MAaHHBIX U3 TEMAaTHICCKHX
nccnenoBanui (tTabnuna 4).

HesnauuTenbHast ChIIb WM aKHE MOTYT ObITh HEHPHUATHBIMH, HO HX
4aCTO MOXKHO KOHTPOIHUPOBATH € IIOMOIIIBIO CHMIITOMATHICCKOTO JICUCHHS 6e3
npepbiBanus npuema Moxpymsatopa CFTR [181][197]. Ilosenenne Gomee
CEePBE3HBIX BBICHIIIAHMI MOXKET IOTPEOOBATh IPEPHIBAHIIS IPHEMa IIperapara

Tabauua 4
Ipennaraemast koppexuust 10361 Moaynsatopa CFTR
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U Ha4aJia IPOTOKOJIOB JECEHCHOMIH3ALUN HA CPOK OT HECKONBKHX HEIEeb
[198] mo Heckombkux Mecsres [199].

PeanbHble JaHHBIC MOKA3BIBAIOT, YTO W3MEHEHMS YPOBHS TPaHCAMHHA3
npu npumenenun MomynsatopoB CFTR pemko mpUBOIAT K MOBPEKICHUIO
nedenn [201], HO X MOXXHO KOHTPOJIMPOBATh MyTEM INPEPHIBAHUS MpHEMa
WITH KOPPEKTUPOBKHU J03BI.

IcuxoneBponornueckne  npodmeMsl  d(G(HEKTHBHO  yCTPaHSIMChH
MpeKpalieHneM MpueMa WM CHikeHHeM 1036l [187][202] (tabmuma 4).
Hexotopsie moqu ¢ MB nocne npexpamienns tepanun moayastopom CFTR
peurniu He BO300OHOBIATH ee u3-3a mobouHbIX peakuuii [188][190][203].

Boutn coo0meHnst o JI0OpOKaYeCTBEHHOM TOBBIIICHUH
BHYTPHUEPEITHOTO JABICHHS Y JIOACH, MONTYYaBIINX TEPATHIO MOTYIATOPOM
CFTR; B HEKOTOPBIX CIIy4asX OTH SBICHHS MOIIH OBITH CBS3aHBI C
runepBuTaMHHO30M A. HekoTopelM oM TpeOoBazoCh IpPEephIBAHUE
TepanuH, TOrAa KaK y IPyTUX CUMITOMBI HCYE3aJIH TIPU YMEHBIICHHH TTPHEMa
BUTaMMHHBIX 100aBOK [195][204].

B wurore pemenue o mpomomkeHuu Tepanuu wmomymstopom CFTR
OTpesenseTcs MPEANOYTCHUSIMH MarueHTa " KIMHHYECKUMH
pekoMeHIauusAMH. XJIOpDHA HATpUs B TOTOBOM JKHMAKOCTH KaK Mapkep
monymsnun  CFTR  MoXkHO Hcmonbs3oBaTh st OOOCHOBaHHS PEKHMOB
nosupoBanus [188][203]. HenmaBHo pa3paboTaHHBIC METOABI aHaIH3a
nekapcTB [205] MO3BOISIIOT U3MEPSTh YPOBHH JIEKAPCTBEHHBIX MPENapaToB U
TUTPOBaTh 03y B 3aBUCUMOCTH OT KIHHMYECKHX MapKepoB MOIb3bl. B
HEKOTOPBIX CIyYasX 3TO MOMOIIO YCTPaHHTh MOO0UHBIC d(PEeKThl Tepanun
moxymstopom CFTR [207]. [lanbHelimas paboTa mO CTaHAAPTU3ALMH STHX
AQHATM30B U O00ECHEUeHHI0 HX Oonee MHUPOKOi JOCTYMHOCTH SBISETCS
TPHOPUTETOM KIHHHYECKOH MPAKTUKH.

7.4. Koppexyus 0o3bt mooyrismopa CFTR 6o epems bepemennocmu

Mapx Yuneepc, Mapmun Xye, [Tumep Muoonmon, []cetin [J36uc

Yucno GepemenHocteil y skeHmuH ¢ MB, npoxoxsmux Tepanuio ETI,
yrpomiaoch [8]. Bosmoxuo mpepsiBanue Tepanuu moxyastopom CFTR Bo
BpeMst WM 0 G6EpEMEHHOCTH, HO OHO CBSI3aHO ¢ KIMHHYECKHM yXyAUICHHEM
cocTosiHHsL Y OepeMeHHBIX W HeOepemeHHbIX skeHuwmH [3)]. IlosBusrorcs
peanbHble naHHble O OesomacHoctH [208], ¥ OYEBHAHO, YTO MHOTHE
skeHIMHbL ¢ MB BeIGUpatoT npoxomkars tepanuio ETI Ha npoTskeHUH Beei
6epemernocTr [209], 0fHAKO HEKOTOpHIE MOTYT PELIMTH MPEPBaTh HPHEM
mpemapara Ha BpeMs OCpeMEHHOCTH. B HEKOTOpBIX IOPHCIMKIUSX
GepeMeHHBIM JKeHIIMHAM ¢ MB 3amperen 10CTyn K Teparmui MOTYIATOPOM
CFTR. Penienne o mpogopKEHUH WM NPEKPAIICHUN TEPATUH MOIYIITOPOM
CFTR Bo Bpemst OEpEeMEHHOCTH M TPYAHOTO BCKAapMIIHBAHMS CIEIYeT
MPUHUMATH C YYETOM PHCKOB /I Matepu u peberka [195][210].

le/lMe'{a.HHeZ B HEKOTOPBIX CTPpaHaX MOTYT IPUMEHATHCA Gonee CTPOTru€ KPUTCPHUH IPEKPALICHUS JICUCHHUA, 0COOEHHO B cirydyae TpaHCaMHUHHUTA.

SBnenne Bripaskennocth KoppexrupoBka 10351 IloBTOpHOE BBEACHUE Jpyrue neiicTBust
Coblinb HesnauntenbHas Ipogomxuts pHeM Jleunts AQHTUTHCTAMHHHBIMU
craHmapTHO# 10361’ [197] mpermaparaMd = M MECTHBIMH
CTepOHIaMH
Ipekparuts Jleunts AQHTUTHCTAMHHHBIMI
CunpHast Kak ToOmbkO CHMOTOMBI MCYE3HYT, TpemnapaTaMH M MECTHBIMH
BO300HOBHUTH NPHEM IOTHOM 03B M CTEPOUIAMHU
HayaTh IPOLECC IECCHCHOMIM3ALMI
[198]
TpancaMHHHT >3 x BTH IIponomxuts mpuem  H/II Iosropsats OIIII exemecssaHO
CTaHJAPTHOMN J03bI
Toeropste PIIIT yepes 2 Henenu
>5 x BTH Cumkenne 10361 [211] IloBTOPHO BBECTH B YMCHBIICHHOW
zo3e.
TurpoBaTh 703y TNpH  HAIUYHK
KIMHHYECKOTO OTBETa + IPOBEPHUTH
XJIOPHJ HATPHS B IOTOBOMU JKHIKOCTH Ioeropste @I 1-2 pasa B
Henemo [188]
Ipexparuts [211] IloBTOPHO BBECTH B YMCHBIICHHOW
>8 x BTH 03€.
TurpoBaTh 103y TNpH  HATHIHK
KIMHHYECKOTO OTBETa + IPOBEPHUTH
XJIOPH]] HATPHS B TIOTOBO# KUIKOCTH?
Panee cyuectBoBaBiiee  [loueunas Cumkenne 10361 [184] IoBropHo BBecTH B yMmeHbiieHHOW — Iloropste OIIII 1-2 pasa B

3a00JieBaHUE MEYEeHU HEIOCTAaTOYHOCTH CpeﬂHeﬁ

crenenu: sedenue VST,
ecnu OYEBH/IHAS
MeIUIMHCKAs

HSO6XOZ[I/IMOCTB U ToJb3a
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z03e.
TurpoBaTh 103y TNpH  HATUIHK
KIMHHYECKOTO OTBETa + IPOBEPHUTH
XJIOPH]] HATPHS B TIOTOBO# KUIKOCTH?

Henemo [188]



Becconnuna /

YCTAJIOCTh

IIcuxoneBpoJioruueckue

CHMIITOMBI,
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HACTPOEHHS WIH TPEBOra

BepemennocTh

MePEBENINBAIOT PHCKH
[184].
JTHeBHasl CranpmapTHas 103a
YmepeHHbie CHMKEHHUE 0361
M3MeHeHHe
CunbHble Ipexparuts

TpUMecTpa

CranpaptHas g03a [3] win
ocra"oButs VST mo 2-ro

PaccMoTpeTh BO3MOXKHOCTb TTOMEHSTh
BpeMsl IPUEMa yTPOM U BEUEPOM

nocne*

JKypHan no kucmosnomy gubposy [Journal of Cystic Fibrosis] Tom 23, Inasa 1, cmp.128, Ansaps 2024

Yepes 12 HEZenb Paccmotpets BO3MOXHOCTB
HCYC3HOBEHHS] CHMIITOMOB YBEIMYUTh — BBCIACHHS WIH KOPPEKIMH IO3BI
o3y [203] ncuxo(hapMakoIOrHuecKoit
TutpoBath 103y Tnpu  Haamuumu  Tepanuu [190]

KIAHUYECKOTO OTBE€Ta =+ MPOBEPUTH
XJIOpUJ HAaTpus B TIOTOBOM )KI/[I[KOCTI/I2
[188][190][203]

Kak Tompko CHMMOTOMBI HCYE3HYT, PaccMoTpeTsh BO3MOXXHOCTB

paccMoTpeTh BO3MOXKHOCTb ~ BBEACHHS HJIM KOPPEKIMH O3Bl

MOBTOPHOTO BBEIEHUs TNpemapaTa B  ICHXO(apMaKOIOTHYeCKOit

YMEHBIICHHOM nose? umn  Tepanuu [190]

aJILTEPHATUBHOTO Mpenapara’.

TurpoBaTh 03y TNpH  HATHYHK

KIMHHYECKOTO OTBeTa =+  XJIOPHI

HaTpus B TIOTOBOH  KMIKOCTH

[190][203]
Koncynbrauus aKymiepa,
cnenuanusupyomerocs Ha MB, B
KIIMHHUKE®

Coxpamenus: OI — dynkunonanbueie npoos! neuenn, BIH — BepxHss rpannna HopMsl, VST — BapuaHT-crienuduyeckas Tepanus.

CHoOCKH:

! B macTosiee BpeMs JUIs JIeYEHNs MOLYJIATOPAMHE JIOCTYIIHBI TPH PA3IMYHBIE J03MPOBKHU B 3aBUCMMOCTH OT Bo3pacTa 1 Beca [ 184]. Bce oHM OCHOBaHBI Ha CIIEyONIEM
CTaHJAapTHOM PEXKMME TO3HPOBAHHS: 10 2 TaOIETKH dIeKcakadTopa, Te3akadropa 1 nBakahTopa yTpoM 1 ofHa TabneTka HBakahTopa Be4epoM.
2 CumskeHue 10361 10: 1 Tabnetku snekcakadropa, TezakadTopa U uBakadTOpa yTpoM M ofHOi TabneTku uBakadTopa Beuepom MUJIM no 1 Tabnerke snekcakadropa,

Te3akaTopa 1 uBakadTopa yTpoM 3 pasa B HEACIIO.

3 Cumxkenmue 10361 710: 1 TabneTku snekcakadTopa, TeakadTopa u MBakaTopa yTpoM H OfHOI TabNeTKu uBakahTOpa BEYepoM.

4 PaccMOTpETh BO3MOKHOCTb 00JIee PAHHETO BOCCTAHOBIIEHUS CTAHAAPTHOI 103bl, €CIH €CTh KIMHUYECKUE IOKA3aHNs.

5 PaccMOTpETH albTepPHATHBHBII MPENapar, ABOIHYI0 KOMOMHALMIO WM MOHOMOJYJISTOD, B 3aBUCHMOCTH OT FEHOTHUIIA MALUEHTA.

¢ Bosneiicterue VST BHYTpHYTPOOHO MOXET CHH3UTh MMMYHODEAKTHBHBIA TPHUIICHHOTEH B CHIBODOTKE HOBOPOX/IEHHBIX M TPUBECTH K JIOKHOOTPHUATENLHOMY

PpE3ynbTaTy CKPUHUHI'A HOBOPOXKACHHBIX.

8. 3aki0ueHne

B 5TOM BceoOBEMITIONIEM JOKYMEHTE MPEACTaBICHBI PEKOMEHJALINH JJIs1
mozeit ¢ MB 1 MeIMIMHCKUX CNELHATMCTOB, OCHOBAHHBIC HA MMEIOLINXCS
yOemuTenbHBIX JOKA3aTeNbCTBAX. B JOKyMeHTe PUBOAATCS HPEABICTOPUS U
KOHTEKCT, a MPEICTABICHHbIC B HEM yTBepKAeHHs (Tabmuia 1) HocaT Goiee
JMUPeKTHBHBIH Xapakrep. ToH pekoMeHIAIMi OTPaXaeT MEHSIOLIYIOCsT
cuTyannio B coobmectse MB n moompsier AeifcTBHS M BMENIATEIbCTBA,
HamnpaBlIeHHbIC KaK Ha HAYano, TaKk M Ha MOAJEpKaHHE 3J0POBOr0 oOpasa
xu3HU. [IpoakTHBHAs KOHLEMIHS OTOT0 JOKYMEHTAa MILTIOCTPHPYETCs
pasfenaMu M yTBEPXKACHHAMH O (PM3HUECKOH AKTUBHOCTH M (PU3HUECKUX
YIpa)KHEHHSX, YUCTOM BO3LyXe U MOJEIAX yXoa. B ciemytomeii craTbe 9T0it
cepun OyIyT pacCMOTPEHBI MEPBI BMELIATEIbCTBA IIPU OCIOXKHEHUsIX MB u B
TeX CIIydYasiX, KOT/a XKU3Hb CTAHOBUTCS O0JIee CI0KHOM.

Pexomenparuu ObutH pa3paboOTaHBl B COTPYIHHUYECTBE C JIIOABMH,
cTpagaromumMe MB, n Gomee mmpokum coobmectsom MB. Xorts ans
HEKOTOPBIX ~ PEKOMEHAAaluii  ObLI  BBIABICH  XOPOIIMiI  ypOBEHbB
nokazatensHocTH (cM. 13 KokpeitHOBCKHMX cHCTeMaTnueckux 0030pOB), B
LeNIoM JoKa3aTenbHas 6a3a [ peKoMeHJanuii He Oblna CHIBHOH. DTO
oTpaxkaeT ObICTPO pasBuBarouryrocs chepy MB. Metogonorust npoBeaeHUs:
OKCTIEPTHBIX OLEHOK II03BOJIMJIA aBTOpaM CBOEBPEMEHHO pa3paboTarh
COOTBETCTBYIOIINE yTBEp:KACHUS. OTBETHl Ha DKCIEPTHBIE OLCHKU OBLIH
UH(POPMATUBHBIMH U NIPHBEIN K TOMY, YTO YTBEPXKICHUS ObLIM M3MECHEHBI
(ynmydiieHsl) WM OTKIOHEHBI [IpOoGUIBHBIM KOMHUTETOM. DTOT MpOLEcC
TIOMOTAeT OMNpPEJENHTh HCCIEI0BATENBCKHE BOMPOCH], KOTOPBIE TPEOyIOT
HOBBIX HJIM JANbHEHIINX KIHHMYECKHX HCIBITAaHUH, 4TOOBI JaTh OTBET H
YIy4IINTh JOKa3aTeldbHyl0 Oa3y. PexoMeHmalMu NpPUMEHHMBI KaK K
CYIIECTBYIOIINM, TaK ¥ K HOBBIM CIIyx0aM 1o neuennio MB u o6ecneunBaioT
OCHOBY JIJIsl 3I0POBOT0 00pa3a KH3HU.

3asiBienue 00 aBTopckom BKiaje no cucreme CRediT

IpodunbHEIT KOMHTET YCTQHOBHJI OCHOBY IUI BBINOTHEHHS M
OMNpENENMI DKCIEPTOB I MOATOTOBKH KaKIOTO pasziena (BBIACICHO B
JoKyMeHTe). Bee mpenogaBareny BHECTH CBOM BKJIAZ B MPOLIECC HKCIIEPTHBIX
OLGHOK M KOHTPOJIMPOBATH OKOHYATENBHYIO BEPCHIO JOKyMeHTa. DHoHa
JlaneBu obecreuna oOIIyI0 aIMHHHCTPATHBHYIO MOMIEPAKKY U TIPUMEHHIA
HABBIKM  COCTaBICHHS  MEIMIMHCKHX  TEKCTOB  JUII  HOATOTOBKH
COITACOBAHHOTO JOKYMEHTA.

YBeomiieHue 06 OTCYTCTBHM KOH()IMKTA HHTEPECOB
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ABTOPBI 3aSIBIISIIOT, YTO Y HUX HET H3BECTHBIX KOH(IMKTOB (PMHAHCOBBIX
HMHTEPECOB MIIH JIMYHBIX OTHOIICHMi{, KOTOpBIE MOIIH OBl TOBIMATH HA
paboTy, IPEACTaBICHHYIO B TOIf CTaThe.

Baarogapuoctu

Astopsl 6narogapsat ®uony JlaHneBu, KOTOpast 0Ka3ajia PeJaKIHOHHYIO
MOAICP)KKY M KOOPAMHHMPOBANA KOHCYIBTALMM B paMKaX MPOBEICHUS
9KCTIEPTHBIX OlleHOK. braromapnum komanny KokpeiHOBCKoif rpymnms! 0630poB
1o MB 3a nmoaaep:kKy Ha IPOTSHKEHHH BCEro Ipoekta. Mbl Takxke Gnarogapum
npasienre ECFS u nentp MB EBponsl 3a uX MOIIEPKKY M BKJIaA B HaIlly
paboty. ABtoph! pasngena 3.2 Gmaromapst JlopeHy Pomepo u3 GonpHHIIBI
Anbbpena, MensOypH, ABCTpanus, 3a MOMCK JIuTepatypbl, u Peiinyna b.
Slncena n3 HopBerum 3a W3noxkeHHE CBOCH TOUYKM 3pEHUs KaK POTHUTEINS
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