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CeMmbst

BoJtee poJo/DKUTENbHAS )KH3HD

OTo mocnenHss M3 4YETBIpeX cTaTell 10 OOHOBIEHHIO CTaHAAPTOB JICUEHHs MAIMEHTOB C
MyKOBHCLHA030M. ToT (akT, 4to nanHas craThs «IlnaHupoBanue Gojee NMPONOIKUTEIBHOM KH3HI»
OblIa CcodTeHAa HEOOXOAMMOM, IOIYEpPKUBACT, HACKOIBKO IPOJBHHYIOCH JICYCHHE MNAlMCHTOB C
MyKOBHCLHI030M 3 MOC/IEHEE AeCATHIETHE. B OCHOBE 3TOr0 Imporpecca Jiexar HECKOIBKO (paKTOpoB,
B YACTHOCTH, YBEJIMYCHHE YUCIIA MTALUCHTOB C MYKOBUCIU030M, HMEIOIHX focTyn K Tepamun CFTR
MOJYJIATOPaMH.

ITo Mepe TOro, KaK MEHSACTCS CHTyallls ¢ MyKOBUCIHUJI030M, PETEPICBAIOT U3MEHEHHE HAJICKIBI 1
CTpeMIICHHs MALEHTOB C 3TUM 3a00JIeBaHHEM H UX ceMeil. B naHHOIT cTaThe 0TpaxkeHa HEOOXOAUMOCTh
paccMaTpuBaTh MALKMEHTOB ¢ MyKOBHCLHIO30M HE KaK «IPOOJIEMY», KOTOPYIO HYKHO PELIUTb, a KaK
yCIIeX, IOTEHIUAN U TOJIOC, KOTOPBIil HEOOXOAUMO YCIBIIIATh. [1alMeHThI ¢ MyKOBHCIHIO30M U Gojee
MIUPOKOE COOOIIECTBO MO MpobiieMaM MYKOBUCLHM03a CTAIIM ABWKYLICH CHION 11 (pOpMUpPOBaHHS
TaKoOro MOJXO/a, KOTOPBIH OXBAaTHIBACT MHOTHME AaCIeKThl, OOCykJaeMble B 3TOH cTaThe. OTO
MEpONpPHUATHE BKII0YAJIO MIKPOKOE YUaCTHE 3aHHTEPECOBAHHBIX CTOPOH. ITallMEHTBI ¢ MYKOBUCIIUI030M
CTPEMSATCSI BHOCUTB CBOM BKJIAJ] B IIPUOPUTETHBIC HANPABIICHUS HCCIIEIOBAHHIl U y4aCTBOBATh BO BCEX
ux Tanax. ITaueHTs ¢ MYKOBUCUHIO30M XOTAT, YTOOBI MEIMIMHCKHE PAOOTHUKU yBa)Kald MX Kak
JIMYHOCTEH M YYUTHIBAIIY BIMSHUC HAIINX JCHCTBUH HAa OKPYKAIOIIUH MUD.

JKu3HEHHBIE TPYJHOCTH BO3HHKAIOT Y BCEX, HO JUIS NALMEHTOB C MYKOBHMCLMIO30M 3TH BBI3OBBI
0COOEHHO CIIOXKHBI M 000CTpeHbI. B 3Toi cTaThe MBI OCBelacM IPOGIEMbl H XKH3HEHHBIC MOMEHTBI,
KOTOPBIC BIMSIOT Ha ITALIHIEHTOB C MyKOBHCLIMI030M, 2 TAKXKE COOBITHS, Ha TIOANEPKKY KOTOPBIX JODKHA
OBITh HaIpaBlICHA KOMaHAA CICLMAIUCTOB 10 MYKOBHUCLHMIO3Y, BKIIOYAs MPOOIEMBbI, CBSI3aHHBIC C
CO3JaHHEM CEMbH.

IMauueHTsl ¢ MYKOBHUCIHMIO30M M KOMAaHJbl CIELHAIMCTOB, OKA3bIBAIOLINE MM IIOMOILb, JOIKHBI
IPUHATH OOHOBJICHHBIC CTAHIAPTHI, H3JI0KCHHBIE B 3THX YETHIPEX TOKYMEHTaX, YTOOBI B IIOJHON Mepe

BOCITOJIb30BAThLCS MOTEHIIMAIOM OoJjiee 3[[0p0B017[ JKU3HU.

1. Bsegenue

DTO MOCHIeHSASA U3 CEPUH U3 YETHIPEX CTaTei 110 OOHOBICHUIO CTaHIapPTOB
JeYeHHsT MAlMeHTOB ¢ MykoBuciuao3om (MB),  koopauHHpyeMbIx
EBponeiickum obmectBoM 1o kuctozHomy ¢pudposy (ECFS). Dtu cratsu 6p11u
MOATOTOBJICHBl  YYEHBIMH-OKCIIEPTaMH B O0JAacTH  MYKOBHCIHIO3a B
coTpyAHHYecTBe ¢ JoapMu ¢ MB  u  coobmectBom 1o mpobiemam
MmykoBuciunos3a. Cratest «IlnanupoBanue Goiee MPOJOIKUTEIBHON JKH3HID
OTpaXkaeT HEOOXOMMMOCTb IEPEOCMBICIHCHMs ILelneil M CTPEeMICHHH,
KACaroIUXCsl KU3HEHHOIO IyTH manueHToB ¢ MB m mx cemeil. Xots sto
HM3MEHEHHE TIePCIEKTUBHI CIEAyeT IPUBETCTBOBATH, M0 ¢ MB mpogomxkaror
CTAIKUBATHCS C YHUKATBHBIMH, 3HAUHTEIBHBIMU U MMOCTOSHHO MEHSIOIHMHUCS
BBI30BaMH.

1.1. Memoowi

Hama ruOkas, [goKka3aTelqbHas METONONOTHS I HOCTPOCHHS
YTBEPXKACHHUH U CBOEBPEMEHHOTO JJOCTHKEHHSI KOHCEHCYCa MOAPOOHO OMMcaHa
B TNpeAbIIyIMUX CTaThiX dToil cepuu [1]. B kpaTkmx crnoBax, OCHOBHOIt
MEXKAUCUUIUIHHAPHBIN KOMHTET CO371a] CTPYKTYpy IUIS Cepud u3 4 crtateit u
TIPHUITIACHI aBTOPOB Il BHECEHHs! KPaTKMX MOBECTBOBATEIbHBIX Pa3[eNoB H
Oosiee HampaBICHHBIX yTBepkAeHHi. OOmacTh MyKOBHCHHIO03a OBICTPO
Mmensiercs. JlokasaTenbHas 0asa B MOAIEPXKKY JaXke CTAHAAPTHOH Tepamuu B
HACTOSIIIEe BPeMsl MEHee HaJeKHA IS MAlMEeHTOB, MPUHUMAIOIINX TEPAHIO
MOJYJISITOPOM ~ PEryasaTopa  TPaHCMEMOPAaHHOW — MPOBOAMMOCTU  IIPH
mykosucipnose (CFTR). Mel mpoBenn MepompusATHE 10 B3aUMOICHCTBHIO C
3aMHTEPECOBAHHBIMH ~ CTOPOHAMH  C  HCmonmb3oBaHueM  Jlembduiickoit
METOJOJIOTHH Il YCTPAHEHHs NpPOOENOB B JOKAa3aTeIbCTBAX, NOCTHIKCHHUS
000CHOBAHHOTO KOHCEHCYCA M COTJIACHS MO YTBEPXKACHHAM. ABTOPBI pa3fielioB
TPEICTABUIN YTBEPKACHHS 10 TEMaM, MPET0KEHHBIM OCHOBHBIM KOMHTETOM.
Iopor cormacust >80% yka3blBad Ha MPUEMIIEMBIl KOHCEHCYC UL KaXKI0Tro
yTBepxkaeHus. KoMMeHTapuu ObUTH PACCMOTPEHBI, H HEKOTOPBIC yTBEPIKACHHS
BIOCNIECTBHU OBUTM CKOPPEKTHPOBAHBI JUIsl y0OCTBA UTEHHs, 63 H3MECHEHUS
cMBICTA YTBepXkaeHHsA. OKOHYATENbHBIC YTBEPHKACHMS, IO KOTOPHIM OBLT
JIOCTHTHYT KOHCEHCYC, mpeiacTaBieHbl B TaOmnmie |. CIHMCOK y4acTHHKOB
KOHCynbTaluy 1o Jlenbuiickoii METOTOIOTNH NPUBEACH B AOMOIHHTEIBHO
Tabmuue 1, a moApoOHbIE Pe3yabTaThl KOHCYJIBTAL[HH 110 9TOH METOAONOTHH U
M3MEHEHHMS B yTBEPIKICHUSX IPEICTABICHEI B IOMOIHUTENbHOI Tabmue 2.

2. IloMcK KH3HEHHOTO MYTH
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Komanna crnennanncToB, OKas3blBAalOmIMX HoMmouib mpu MB, mpusBana
MOJUICPXKUBATH JIMYHOCTHOE, COLMAIBHOE M 00pa3’oBaTeibHOE Pa3sBUTHE
nanueHToB ¢ MB, 4To0bl 1aTh UM BO3MOXHOCTDH TOJHOCTBIO PACKPBITH CBOI
MOTEHIHUAL.

Ta6auna 1
YTBCp)KL[CHI/IH, TIOJTy4YCHHBIC B PE3YJIbTATC NOCTHMIKCHHUS KOHCEHCYCa II0
Jensduiickoit Meromomorun (Uit BCEX YTBEPIKACHHI IOCTHIHYTO
cornacue >94%).

1 Komanga crnenuanucros, okasplBaromuX momous npu MB, nomxHa nomanepxusarh
TAIUCHTOB C MB na TPOTSA)KEHUU BCETO KU3HCHHOIO MYTH, pacno3HaBasi OCHOBHBIC
CTPECCOBBIC MOMEHTBI, TAKUE KaK CMEHA 11IKOJIbI, prﬂOyCTpOﬁCTEO 1 CaMOCTOSATEIbHAs
JKU3Hb.

2  Komania crenuanucToB, OKa3plBAIOMINX HOMOLIb mpu MB, nomkHa mpusHaBath U
yBaKaTh pa3IM4HbIC EHHOCTH U yOexaeHus moaeii ¢ MB.

3 Komanga cnermanncro, okassiBarolux nomomps npu MB, nomkna paborats ¢
ceMbeil, 4ToObl JEIMKATHO MO3HAKOMUTh MOJOABIX jojeii ¢ MB ¢ koHueniumeit
HEJOCTATOYHOCTH PENPOAYKTUBHOM (yHKIIMH.

4 KomaHja CIenHaIMCTOB, OKa3bIBAIOIIMX IOoMoLs npu MB, nomkHa npexocTaBisTh
YETKYI0, COOTBETCTBYIOLIYIO — BO3pacTy HMH(OPMALMIO O  BCHOMOIraTENbHbIX
PENpOAYKTUBHBIX TEXHOJIOTHUSAX.

5  Jas oxenmmH ¢ MB, kemarommx 3abepeMeHETb, KOMaHJAa — CIICLHAIHCTOB,
OKa3BIBAIOIIUX OMOLLb pi MB, nomkHa crioco6cTBOBaTH ONTUMH3ALIHI 310POBbS 10
3a4arus, BKJIKOYas LbyHKLll/llO JICTKHUX, COCTOSIHUC MMUTAHUSA U oOmeHa BCLICCTB.

6  bepemeHHble XKeHIMHBI ¢ MB 10/DKHBI IPOXOANTE peryaspHoe HabIoIeHHe y Bpaueii-
CIIEUHMATIUCTOB 10 MYKOBUCUM/I03Y U aKylICPOB-rMHEKOJIOI0OB, BK/IKOYas CKPUHUHI HA
reCTAalMOHHBIH 1na0eT U IOBTOPHYIO OLEHKY I[IOCTOSHHON IIOJCPKHBAIOLICH
TEpanuu.

7 Peurenue o npogonkerny win npexpamennn tepanuun CFTR Moxymnsitopamu Bo Bpemst
U nocine 6épeMeHHOCTl/l JI0JZKHO IPUHUMATBLCS COBMECTHO KOMaHﬂOﬁ CHCUUATUCTOB 110
MYKOBHUCLIMI03Y U ManueHToM ¢ MB.

8  HeoOxomumbl JIONOJIHUTEbHEIE HMCCIIEN0BAHUSA u BBICOKOKAYECTBEHHbIE
J10Ka3aTe/IbCTBA /U1l XapaKTCPUCTUKU HCXOJ0B Ul MATEPU M IU104a MOCIE Teparuu
CFTR moaynsitopamu BO BpeMsi OepeMEHHOCTH U IPYAHOTO BCKapMIIHBAHHS.

9  Komanja crieruaancToB, OKa3pIBarOIUX NOMOLIb npu MB, nomkHa paboTats B TeCHOM
MApTHEPCTBE C MEPBHYHOM MEIHKO-CAHMTAPHOM MOMOIIBIO, YTOOBI rapaHTHPOBATH
oM ¢ MB Hajuiexkariy o nogaepkky U CKpHHHUHT 110 MEPE UX B3POCIICHHS.

10 KomaHzapl CHenuaauCTOB, OKAa3bIBAIOLIMX IOMOmb Ipu MB, nomkHBl 3HATH O
npobieMax HeiepyKaHMs MoO4M (JaXe C PpaHHEro BO3pacTa) M OKasbIBAaTh
COOTBETCTBYIOLIYIO MOJAEPIKKY.

11 Komanza cHenuanucToB, OKasblBAOIMX momoms mpux MB, pomkHa oueHHTH
npoﬁﬂemu OIOPHO-JBUTAaTEILHOIO anrapara U U3MCHCHHUS OCAHKH, 4TOOBI 00JIErYUTH
PaHHEE U NPABUIIbHOE JICYCHUE.

12 Coo0wecTBO MO BOHNPOCAM MYKOBHCIHI03a JOJDKHO PabOTaTh HAl MUHHMH3ALMCH
r1100a1bHOr0 HEPABEHCTBA OCPEACTBOM COTPYAHHYECTBA, COTTIACOBAHNS CTAHIAPTOB
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OKa3aHus OMOIIM U YJIYyYIICHUs J0CTYyIa K TEPanuu.
13 KomaHza CHELHAIHCTOB, OKa3bIBAOMMX noMoumpb npu MB, nomkna 3Hate u
NPUHUMATh MEPbI JUISL YCTPAHCHUsS HEPABEHCTBA B PE3Y/ITATAX MEPONPHSTHI IO
OXpaHe 30pOBbsi, C KOTOPBIM CTAIKHBAIOTCS T0au ¢ MB n3 MeHee obecriedeHHbIX
CJIOCB HACEIICHHSI.
MB c00011ecTBO TOIKHO CTPEMUTBCS ACHCTBOBATH HA MUKPO- U MAaKPOYPOBHE, YTOObL
MHHHMU3HPOBATh  BO3ACHCTBHE IPEJOCTABICHUS KOMIUICKCHOH — MEIMIMHCKOM
TIOMOIIH HA IUIAHETY, HE CHUXKAs IPU ITOM KaueCTBa MC,ELML{MHCKOﬁ TIOMOIIH.
15 JlocTyn K y4acTHIO B HCCIICOBAHUSX JOJDKCH OBITH CIIPABEIUBBIM.
16 Jliogu ¢ MB, He3aBHCHMO OT IPOMCXOKICHHS M BO3PACTa, JOJDKHBI y4acTBOBATH B
OIpPEJCICHUH IPUOPUTETOB U Pa3pabOTKEe KIMHUYECKUX MHCCICAOBAHMII C CaMOro
PaHHEro Hrarna.
Poub 06'b€}11/lHeHHle B CETh KIIMHUYECKHUX HCCIE/I0BATCIIbCKUX LICHTPOB 3aK/IH0O4aCTCs
B COACHCTBUM MPOBEJCHHIO LIMPOKOTO CIEKTPA HCCICIOBAHUIM, CIOHCHPYEMBIX
KOMMEPYECKMMHU OpPraHu3alusaMi U UCCIICA0BATC/ISIMU, HA HECKOJIBKUX KIIMHUYECKUX
6a3ax /WK B Pa3HBIX CTPAHAX.
Peructpsr maumentoB ¢ MB urpaioT BaKHYIO pOJIb B ONpPEICICHHU IIOIUTHKH H
(uHaHCHpOBaHMS, YIYyYLICHMM Ka4deCTBA MEIHIMHCKOM MOMOIIM M COACHCTBHUH
HCCIIeI0BaHIsIM Ha Oaro coobuiectsa o Bonpocam MB.

JUits1 9TOro KOMaHja CICLUANICTOB, OKA3bIBAIOIIMNX MOMOIIE Ipr MB, momkHa
paboTaTh MHIMBHIYAIbHO, YYUTHIBas PasiIHYHBIC MOTPEOHOCTH H IMOOLIPSS
maptHepckuii moaxon [4]. C  yBenmHueHHMEM NPOJODKUTEIBHOCTH IKU3HH
BO3HHKAIOT HOBBIC NPOGIEMBI M BO3MOXKHOCTH, BKIIOYAs YBEIMYCHHC UHCIIA
poauteneit/6abymmek u gemymek, crpagaromux MB, a Takke IUIaHHPOBAaHHE
6os1ee MPOIOIKUTEIBHON TPYI0BOH JKU3HH, BBIXO/IA HA TIEHCHIO U JOCTHIKCHHUS
HOXKIIOro Bo3pacta [5]. KiroueBble IKM3HEHHBIC COOBITHS —BKIIOYAIOT
[IOCTAHOBKY [MArHo3a, Ha4aao U CMEHA IIKOJBI, OCTYILICHHE B YHHBEPCHTET,
CaMOCTOSTeIbHAsT KH3Hb (IOKHIAHHE POJUTENBCKOrO JOMa), padoTy,
[OCTPOCHHE MPO(ECCHOHANBHON Kapbephl, YCTAHOBICHHE OTHOILICHUH CO
B3POCIBIMHU JTIOABMH H, BO3MOXHO, CO3aHHe ceMbH [4] (yTBepikaeHue 1).

Komanza crnennanucToB Mo OKa3aHUIO MCUXOCOLNAIBHOI ITOMOIIN UTPaeT
poIb B PYKOBOACTBE, OOyYCHHMHM H IOAACPXKKE 0OJee IIMPOKOH KOMAHIBI
CIELHAIMCTOB TIOMOIIU TIPH MYKOBHCLHZO03€, YTOOBI MOMOYb MAILMEHTaM C
MyKOBHCIHIO30M IOCTHYb CBOHMX >KHM3HCHHBIX meneil [3]. Ilcuxomorm u
couuanbHble PA0OTHHKH  SIBISIOTCS  KIIOYCBBIMH  WICHAMH — KOMAHJBI
CIELHAIHCTOB MTOMOIIH MPH MYKOBHCLHI03€, KOTOPbIE JOIKHBI HCIIONB30BATh
CBOM CIICLHANbHBIC HABBIKM M 3HAHMUS I TMOJICPKKH TAlHEHTOB C
MYKOBHCIIHZI030M B IIPOXOXK/ICHHH UX skH3HEHHOTO myTH [4] [7][9]. Kpome Toro,
B COCTaB KOMAH[BI CICHHAINCTOB II0 OKAa3aHHIO0 [ICHXOCOLMAIBHON MOMOIIN
MOTYT BXOIUTh CICHHAINCTBI MO PaboTe C MOIOICKBIO HIH COTPYAHHKH
ciryx6b1 mogaepxkku [4][8]. Counanbhble pabOTHUKH BBICTYNAIOT B Ka4eCTBE
CBSI3YIOILIETO 3BCHA MEXKIY TOMOM M CEMbCH, CHCTEMOH 3PaBOOXPAHCHHUS U
ciyk0aMu COLHMAIBHOM IOMACPXKKH, OOnerdas JOCTYII K COOTBETCTBYHOIICH
(uHaHCOBOMH, conmanbHOI MaM oOpa3oBaTenbHON mopmepikke [4]. Pabora ¢
MOJIOAEKBIO — 3TO HOBasi MpodeccHsi, KOTOpas BCE 9Yalle HCIOIb3YeTCsS B
3APaBOOXPAHCHNH HEKOTOPBIX CTpaH. CHENHAINCTH 10 paboTe ¢ MOJIOJCKBIO
YIOCISIOT 0c000¢ BHHMAaHHE KOMIUICKCHOM 3allHTe HHTEPECOB MOIOIBIX
[AIICHTOB, MOJJICPKUBAsS MX HAa KIIOYEBBIX JTamax OOy4eHHs, paGoOThl U
B3pocieHns, He POKyCHPYsICh Ha MEAUIMHCKUX acnekrax [10].

Acconpanuy MaluMeHTOB C MyKOBHCLHIO30M U ONarOTBOPHUTEIBHBIC
OpraHM3aliN TaKXe WIPAOT ONPEACICHHYI0 PONb B OKA3aHHH MOJICPIKKH
[AIMCHTaM C MyKOBHCLHIO30M Ha MX ITyTH, IPEIOCTABISS MOIICPIKKY CO
CTOPOHBI CBEPCTHHKOB, OHIIAITH-PECYPCHI, HH(OPMALIHIO O COLUATBHON TOMOLIH
U PEKOMEHAAIMH Ha BcexX dTamax sku3HU ([omonnutenbHas Tabnuma 3).
BupryansHble  (OpPYMBI M BCTpeYM INPCAOCTABISIOT —MAlHCHTAM  C
MyKOBHCIHIO30M BO3MOXHOCTb Y4acTBOBAaTh B TPYIIOBBIX CECCHSIX HIIH
BCTpedax TakuM 00pa3oM, KOTOPBIH paHee ObUT 3aTpyAHEH H3-3a
HEOOXOANMOCTH MPHHSATHS MEp [0 IPEJOTBPAMICHHUIO HEPEKPECTHOTO
sapaxenus [11].

2.1. Bonpocwl, cészanHbie cO WKOA0U U OANbHEUWUM 00PaA308aHUem

TMocemenne MIKOIBI MOXKET CTAaTh CIOXKHON 3amadeii 11s M060ro pedeHKka
U €ro CeMbH, MOCKOIbKY MM IPUXOAUTCS MPUCIOCAOINBATECS K HOBOMY
pachopsaKy AHS ¥ COnManbHBIM KOHCTpYKTaM [4][8]. ITomumo 3TuX mpobiem,
CeMbH JETeH ¢ MyKOBUCIHIO30M CTQIKHBAIOTCS C JIOMOTHUTEIBHBIMHI
mpoGieMaMy, BKIIOYAs MOBTOPHYIO JOCTaBKY JICKapCTBEHHBIX CPEJICTB,
KOHTPO/Ib MH(EKINH M HPOMYCKH MIKOJIBl H3-32 MOCCIICHMS KIMHHUK UL
MaHeHTOB ¢ MyKoBHCIHA030M [4][8]. Pecypcsl At HOAEPKKH MALIMEHTOB C
MyKOBHUCIHIO30M M HMX CEMEH HOCTYIHBI B HEKOTOPHIX CTpaHaX M LEHTpax
(lononuuTensHas Tabnuuma 3) mpU MOMNEPKKE KOMAaHJ CICHHAINCTOB MO
MyKOBHCIUI03Y (HAIIPHMEp, WICHBI KOMAH/BI TOCCIIAOT IIKOIY HIIH ACTCKHI
can). DddexrrBHOE obLICHHE MEXAY AeTbMH ¢ MB, HX ceMbsiMH, KOMaHIOM
CMELHANMCTOB MO MYyKOBHCIMAO3Y M YYHTEIAMH SBIACTCS KIIOUYOM K
YCIEITHOMY 00pa30BaTeIbHOMY IIyTH. DTO OOLICHHE TODKHO MPOJOIKATECS U
AaNTHPOBATBCS K PasHBIM BO3PACTHBIM TPYIIaM, OTpaxkas MEHSIOLIHECS
uHAUBUAyanbHble moTpeOHOCTH [4][8]. OCHOBHBIE MOMEHTHI CTpecca MOTYT
BO3HHKHYTbH NPH CMEHE LIKOJBI, KOTAA YYAIINECs MBITAIOTCS 3aBECTH HOBBIX
Ipy3ed, KOTOpbIC COBEPIICHHO HE3HAKOMBI C HX 3a00ICBaHHEM -
MykoBHCIHI030M. CMEHA IIKONBI MOXCT IMOBIHATh HA IIPHBEPKCHHOCTH
JICUCHUIO, OCOOCHHO 3aMECTHTCIBHOM Tepamuu mpemaparaMu (epMEeHTOB
TIOJUKEITY JOYHOMH JKENE3bl.

B kadecTBe mpHMepa MEHACICBCKOTO ICHETHYECKOTO HACICHOBAHHS Ha
IIKOJBHBIX yPOKaX MPENOJAaBATE/IN PEryIIPHO HCIOIB3YIOT MyKOBHCIIHIO3.
[penogaBaTenyt HE [JOMDKHBI HCIONB30BAaTh B KAYCCTBE «HJLTFOCTPALIMI»
YHAIIEToCst ¢ MyKOBHCIIMO030M, €CJIM TOIBKO yYAIIHiiCsS HE Jall Ha 9TO CBOCTO
SIBHOTO cornmacus. Eciu ydammiicss JaeT cOINIache, MPerojaBaTelb JOIDKCH
HPOSIBUTH JICITHUKATHOCTb, nsberats nH(pOpMAIHH, Kacaromencs
[POJOJKUTEIBHOCTH KU3HH, H HCIIOIB30BATh AKTYAIbHYI0 HH(POPMALHIO.

Tlepexoz Kk HAOIIOICHHIO BO B3POCIIYIO CETh MOXKET COBIIACTH C IEPEXOOM
K JajibHeimeMy 00pa3oBaHiHI0. MOIOABIX IHOAEH ¢ MyKOBHCIHIO030M CICAYET
HOOLIPSTE K MPOJOIDKECHHUIO HX 00pa30BaHMUs. DTO MOXKET BKIIIOYATh [IEPEe3 U3
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CeMeHHOTro J10Ma, ¥ B OTOM Ci1y4dae€ BaXXHO, 9TOOBI TMOAACPIKKA ObLTa JAOCTyIIHA 1
OpraHu30BaHa MOGIN30CTH OT KOJIJIEKA UIIN YHUBEPCHUTETA, B KOTOPOM Y4aTCst
TAaKHUE€ MOJIOABIC JTFOOU. O1o YA3BUMOC€ BPEMS C TOUKH 3PCHUS COGHIO,E[CHI/I)I CXeM
JICYCHHUA, U KOMaHJa CHCHUAINCTOB 110 MYKOBHCIHUAO3Y OOJDKHA pﬁGOTﬁTB B
TIapTHEPCTBE C MOJIOABIMHU IMAUEHTAMH, IMOKUIAIOMUMHU J10M, 49TOOBI OKa3aTh
UM pE3YyIbTAaTUBHYIO IMNIOAACPKKY B OTOT IIOTCHIHAIIBHO CIIOKHBINA nepuona.

2.2. Ilepexod K 83pocioil dHcusHu

Tlepexos K B3pOCIIOi XKHU3HH SBISCTCS KIFOYCBBIM JTAllOM Pa3BUTHS BCEX
moApocTKOB B Bo3pacte 10-14 mer. BeicTpble M3MEHEHHS B (PU3HUECKOM H
[OJIOBOM Da3BHTUH, KOTHUTHBHOM CO3PEBAHHH M IICHXOCOLHAILHOM POCTE
BIMAIOT Ha MPUHATHE peuieHuil U mupoBosspeHue [12][13]. dns momoabix
[AIICHTOB C MYKOBHCIHA030M JOMOIHHUTEIBHBIA CTPECC CO3MAIOT CIIOKHBIC
CHMIITOMBI (HaIpuMep, Kallelb MIH PACCTPOHCTBO KHINCYHHUKA), OpeMms
JICUCHUS ¥ BOIIPOCHI, CBSI3aHHBIC C PEIPOLYKTHBHBIM 310poBbeM [ 14]. Momoasix
[AIICHTOB ¢ MyKOBUCLHIO30M CIEAYET HOOMWIPSATh K YYAaCTUIO B MPHHSITHHI
peuleHnil, KacaroIuxcs 340pOBbsI U XKU3HEHHOTo BbIOOpa [11][13].

OGcykaeHHe BOIPOCA O MEPEXOAE BO B3POCIYIO CETh C MALUCHTAMH C
MyKOBHCIHIO30M CICAyeT HauMHATH B PAHHEM MOJPOCTKOBOM Bo3pacte. Bee
LEHTPHI 110 JICYCHHIO MyKOBHCLHI03a JODKHBI HMETh CTPYKTYPHUPOBAHHBII
mpouecc mepexoma [11][15]. Pecypcel mms moamepKKu 3TOro mpoiiecca
cTaHOBATCS Bce Oonee noctynHeiMu ([lomonHutenbHas Tabiuma 3), HO
(opmanbHOE PYKOBOACTBO IO CTPYKType mepexoxa orpanmueno [11][16].
V AOBICTBOPEHHOCTH MPOLECCOM IIEPEXOd MOXKET ObITh MOBBILNICHA 33 CYET
9¢(deKTuBHOrO OOLIEHHs MEXAy KOMaHIAMM CIICHHAIHCTOB MO paboTe ¢
[eANaTPUYCCKIMU U B3POCITBIME MALNCHTAMH, OOBEANHCHHBIX KIIMHHK, OOIINX
[IPOTOKOJIOB U aKTHBHOTO Y4aCTHUs MALMEHTOB MOJIOAOro Bo3pacta [11]. Kpaitne
Ba)XHO, YTOOBI JICUYCHHE B3POCIBIX MAIMCHTOB C  MYyKOBHCIHIO30M
OCYIIECTBISUIOCh B COOTBETCTBYIOIICH KIMHUKE IS B3POCIBIX OIMBITHOH K
CIeNHAIH3UPOBAHHON KOMAaH/OH CHELNANNCTOB M0 MyKoBHCIHI03Y. [lepexon
B CHCTEMY 3[PaBOOXPAHEHHsS IS B3POCIBIX MAIMCHTOB JOJDKEH BKIIOYATH
TOTOBHOCTb K B3DOCIION JKHM3HH, @ HE TOJIBKO BO3HHKAOIINE MOTPEOHOCTH B
MeIUIHCKON momoru [6][14].

JInuTenbHbIC IYTEMICCTBUS SIBISIOTCS OOBIYHBIM 3aHSITHEM, HO MOXKET
CO31aTh JOMOTHUTEIBHBIC MPOOIEMBI TSI MOJIOJBIX JIFOACH C MyKOBUCIIHIO30M.
KoMaHIa CHEHHAINCTOB II0 MyKOBHCLHIO3Y IOKHA OKAa3bIBATH IOANCPKKY
MOJIOABIM JIFOISM, MPEJOCTAaBIsisl KOHCYJIBTAlMM IO ACICKTaM JICUCHUS,
BKIIFOYAs JOCTYII K JIKAPCTBCHHBIM CPEACTBAM M KOHTAKTHI 110 BCeMy Mupy. Bo
BpeMsi IyTELICCTBHIl BUPTyalbHBIC KOHCYJIBTAlMM TAKXKE MOTYT OOECIICUHTH
[OCTOSIHHBI KOHTaKT M PEKOMCHIAUMM KOMAHABI CIICLHANHCTOB IO
MyKOBHCIUIO3y U3 MECTa MPOKUBAHMS MALIUCHTA.

2.3. Ionosoe u penpodykmusHoe 300pogve

ITo Mepe TOro, Kak MAHCHTHI ¢ MYKOBHCIHI030M MEPEXOMIT K B3POCION
JKH3HHA, OHU MOTYT OOPaTHTBCS 3 KOHCY/IbTANEH K KOMAaH/IE CIICLUAINCTOB 0
MyKOBHCLHIO3y [0 BOIPOCAM CEKCYaIbHOTO M PEIPOLYKTHBHOTO 30POBbS,
BKIIIOYAs! KOHTPALCIIIHIO, (PEePTHIBHOCTD, HH(MEKIHIL, IIePEIAOIIUECs TOTOBBIM
myTeM, M CcekcyanbHyl auchyskimioo [17]. Oty uubopmammoo ciaemxyer
PEryIsIpHO MpPEIOCTABIATh BCEM MAIMCHTaM € MYKOBHCLHZ030M. KomaHust
CMELHMANUCTOB MO  MYKOBHUCHMAO3Y  JOIDKHBI ~ OOCCNCYHTh — HalIUuHe
COOTBETCTBYIOIIMX H CBOCBPEMCHHBIX PECYPCOB, & TAKXKE TOJDKHBI PACCMOTPETH
BOIPOC O TOM, TpeOyercss JM MM JOMNOIHHUTCIBHOS OOydeHHE IS
YIOOBICTBOPEHHUST IMOTPEOHOCTEH B OONACTH  OXPaHBI CEKCYalbHOTO U
PEMPOLYKTHBHOTO 300POBbS (CM. pasies 3).

2.4. 3anamocmeo

TManueHTsl ¢ MYKOBHCIHAO30M YCICIIHO TPYAOYCTPAUBAIOTCS B CAMBIX
pasHBIX O00NACTSX, CTPOS pasHOOOPAa3HYIO M YacTO CIOXHYIO Kapbepy.
IMoceHue JaHHBIC MOKA3BIBAIOT, YTO 3HAYMTEILHOC YHCIIO JHOACH paboTaroT
MONHBIA MM HENmoNmHeI paboumit nens [18]. I'moGampHble mHOKa3aTenu
3aHATOCTH MAILIMEHTOB ¢ MYKOBHCIIHA030M BO BCEM MHpe KonebmoTes ot 44%
110 86% [18]. YunTbIBas TeKyIIylo JUHAMUKY AeMOTpadUyecKux mokasaTemnei,
B Oyaymem Oojbliee YHCIO MALUEHTOB ¢ MyKOBHCLHIO30M OyIyT HMEThb
ormraunBaeMyo padoty [19].

KoHcynbTanuu o TpygoyCcTpoicTBY HEOOXOANMBIL ISl OKa3aHHSI IIOMOLIN
[AlMCHTaM C MyKOBHCLHIO30M B PCIICHHH MPOOIEM, C KOTOPBIMH OHH
CTaJIKMBAIOTCS, BKIIOYasi HEOOXOANMOCT IMPEKPATHTh PaboTy u3-3a GOIE3HH,
M3MEHCHHE KapbepHOTO BBIOOpA, 00s3aHHOCTEI Ml OmIaThl TpyAa. [TanueHTs
C MyKOBHCIHIO30M TaKXK€ MOTYT CTaJIKHBATBCS C JUCKPHMHHALCH MpU
Tpynoycrpoiictee [23]. KoppektupoBkm Ha paboueM MecTe, Takue Kak
COKpAIICHHBI pabounil AeHb, albTepHATHBHBIC IpaduKH pabOTHI M THOKHi
rpaduxk paboTel (B TOM 4HCIE Ha JOMY), MOTYT MOMOYb COaTaHCHPOBATH
300pOBbE M 3aHATOCTH AaXe HpH Tkenoi ¢(opme 3abomeBanus [23]. B
JIOTIONHEHNE K 3TOMY COLHANIbHAS 3allUTa IIOMOTaeT ONTUMH3UPOBATh OalaHC
MEKIy NPO(YECCHOHATBHOM M JIMYHOM JKU3HBIO B3POCIBIX MALUCHTOB C

MYKOBHCITHIO30M.
Komanpsr CIICNUATIMCTOB  II0 MYKOBHCHHAO3y MOTYT IIOAAEPKATH
MaquEHTOB C MB B OOCTUXCHHUHU KapbE€pHBIX ueneﬁ, TIOMOYb B

npodecCHOHANBHOM peabuinTanud U J0OUTHCSL pasyMHOH ajanrtanuu. B
HEKOTOPBIX CIIy4asX MOXET MOTPeGOBaThCS OOpaIlCHHE B IOCYAApCTBEHHBIC
CIy’KOBI 3QHSATOCTH M YYPEKACHHs, OOPIOIIMECSs C JUCKPUMHHALMCH.
OpraHu3anuy NAlUMEHTOB C MYKOBHCIHMAO30M MOTYT OKa3aTh IOMOIIb
MOCPEICTBOM TIPEIOCTABICHUS TIPAKTHYECKON HH()OPMALMHU, MOAAEPKKA CO
CTOPOHBI CBEPCTHHUKOB, KOHCYJBTAIMI 110 BOIPOCAM COLHAIBHONH MOMOILIH U
AKTHBHOM MO3UIMH B OTHOIIEHNH (0Jiee HHKIIO3UBHOM Cpebl B MIKOJIAX M HA
paboTe, a TaKKe MONMTHKH, BIMSIONIEH HAa TPYAOYCTPOHCTBO MALMEHTOB C
MyKOBHCIHI030M (lomonuuTenpHas Tabmumna 3).



A. Gramegna et al.

2.5. Bapuanmul cmpaxosanus

Jlaske mpH COBPEMCHHBIX TEPANCBTHYCCKUX TOCTHKCHUSAX M AMHAMHKCE

nemMorpaUdecKiX IMOKa3aTeldel MANHEeHTaM ¢ MyKOBHCIHIO30M CIIOXHO
[OJTyYHTh TYPHCTUYECKYI0 CTPaxOBKY, CTPaXOBAaHHE XXH3HH U APYTHC BHBI
CTPaxOBKH, OCOOCHHO sl MOKPBITHS PACXOJOB, CBA3AHHBIX C 3a00JICBAHHEM
[25]. CoupanbHble pabOTHUKH ¥ OPTaHU3ALMK MAMEHTOB ¢ MyKOBHCIHI030M
MOT'YT HAIPaBIATh MALKEHTOB ¢ MB K COOTBETCTBYIOMINM CTPAXOBIIHKAM HITH
s opOpPMIICHHST TOAXOMAIINX IIONHCOB CTpaxoBaHus ([JomomHHUTEIbHAS
Tabmuua 3). Ecim  TpyJHOCTH  COXpAHSIOTCS, MOXKET MoTpeboBaThes
HAIPaBIICHUE K CICHUAIM3HPOBAHHBIM ITOCTABIIUKAM YCIIyT, OMOYICMEHY HIIH
B yUpexkAeHHs, OOpIomuecs ¢ JUCKPUMHHALINEH.
LleHTpB MyKOBHCLHO03a, OOIIECTBA M MALMCHTCKHE OPraHMU3alHd MOTYT
OpU3BIBATH  FOCYJApPCTBEHHBIC OPraHbl M CTPAXOBIIUKOB MPHHHMATH
NHKIIO3UBHYIO  IMOJNMTHKY,  CIOCOOCTBYIOIIYI0 ~ DPAaBHONPABHOMY U
CIPAaBEIMBOMY [OCTYIly K CTPaXOBOMY MOKDPBITHIO sl [MAlHEHTOB C
MyKOBHCIHI030M. MHOIMEe OpTraHM3aIHH AIEHTOB ¢ MyKOBUCIIHI030M TAKXKE
[PEIOCTABISIIOT KOHTAKTHI CIICHUAIN3UPOBAHHBIX MEAHIINHCKIX H COLHATBHBIX
IOPUIUYECKUX KOHCYIBTAIMi B CIlydae IUCKPUMHHALHH.

2.6. Bonpocwl 6b1x00a Ha NEHCUIO

C yBenn4eHNnEeM NPORODKUTENFHOCTH KH3HH MHOTHX Jozieit ¢ MB [5][22]
YBEIMYUTCS W YHCIO BBIXOMIIMX Ha TMEHCHI0. PaHplle ManueHTH ¢
MYKOBHCIIHZIO30M, BO3MOXKHO, HE PacCMaTpHUBalId BO3MOXHOCTh ydYacTHs B
MEHCHOHHOW MporpamMMe, M Temeph 3TO MOXKET BBI3BIBATH y HEKOTOPHIX
GecrnokoicTBO U cTpecc. M MokeT motpeGoBaThesi pyKOBOACTBO O TOM, Kak
obecrieunTs cebe MOCTaTOYHBIM HCTOYHUK JOXOJa IOCNIE BHIXOJA Ha TECHCHIO.
KoMaHzp! crienuaaucToB Mo MyKOBUCIHA03Y M OPTraHU3alMH MmanueHToB ¢ MB
MOTYT TPEMAIOKHUTh PEKOMEHALMH [0 3TOMY BONPOCY M MHPOABUraTh
HE00X0AMMOCTh (PUHAHCOBOTO TUIAHUPOBAHUS VIS GOIee MOIOBIX MALMECHTOB
¢ MB. Heo6xoauM HHANBHAYaNbHbIN TOIXO0, yIUTHIBAIOLINIT HEOAHOPOAHOCTH
MOMYJISILNK, Pa3IMYHbIe TPACKTOPHH 3a00JCBAaHUS W Pa3iM4us B JOCTYNE K
MEHCHOHHOMY OOECHEYeHHI0 MEXAy CTpaHaMu. MoxeT moTpeGoBaThes
HampasieHHe B 0ojee CrelHantn3upoBaHHbIE TOCYJAPCTBEHHBIC MM YacTHBIC
ciry0bI, YTOOBI TapaHTUPOBATH, YTO KAXKIBIH YEIOBEK IOIYUHT HaICKAILYIO
KOHCYIJIBTAIIMIO [0 BOIIPOCAM TPYAOYCTPOHCTBA M (PMHAHCOBBIX OOCTOSITEIBCTB.
HexoTopsie cChUTKH Ha CITyKObI MOAACPKKHU IS MAIEHTOB C MyKOBHUCIIHI030M
MPe/ICTaBIICHbI B JOMOIHUTEIBHON TabmuIe 3.

2.7. Veaowenue yennocmeil u yoesxrcoeruil

Sarah Mayell, Lorna Allen

KoHuennust 310poBbsi OTpajkaeT HE TONBKO OHOJIOTMYECKOE OTCYTCTBHE
Gose3Hel, HO M CIOCOOHOCTD YET0BEKa JOCTUTaTh CBOMX JKM3HEHHO BaXKHBIX
neneit [26]. IlopasuTtenbHO, YTO MPHOPHTETHI HCCIEIOBAHUHA CO CTOPOHBI
coobuiecTBa 1o BompocaM MB  mocienoBaTeNbHO OTPaXKaIOT CTPEMIICHHE
YMEHBIINTh HATPY3Ky JICYCHHS U CUMIITOMBI [27].

Jlrogn ¢ MB neHsAT npusHaHuEe CO CTOPOHBI MEIHIMHCKUX PAOOTHUKOB B
OTHOIICHHUH UX BBIOOPA H PELICHUH H XOTSIT, YTOOBI X «KH3HEHHBIH OTBIT) ObLT
TpHU3HaH U y4TeH. Br16op 1 penienus, KoTopble JIF0AN MPHHUMAIOT B OTHOIICHHH
YNpPaBIeHHs TEPaNeBTHYECKOH HArpy3KOi, BKIIOYAIOT B ce0OS OLECHKY
NPEUMYIIECTB MO CPABHEHHIO C KAueCTBOM JKM3HH M HPAKTHYCCKUMH
coobpaxeHusamu. IIpuHATHE peleHuil 1 TUCKPETHbIN BHIOOp ABIAIOTCSA Goee
CIIO’KHBIMH, YeM TPaJUIUOHHAS MEIUIMHCKAs MOAEIb COOMIONCHUS pexUMa
JICUCHHSI.

V6exaeHHs 4enoBeKa ONMpPEesIOTCs 00IECTBeHHBIMH, PEIUTHOZHBIMU 1
KyJAbTYPHBIMH BIUSHUSMH. OTH (HaKTOPbl MMEIOT 3HAUCHHE HA NPOTSHKCHHH
BCEr0 JKM3HEHHOTO LMKIA JICYEHHS MYyKOBHCIHI03a, OT HEOHATalIbHOTO
ckpunnara (HHC) u reHerndeckoif IMarHOCTHKH [0 MepexoAa K B3pOCION
JKU3HH U TIPOrPECCHPOBAHMIO 3a00neBanus (yTBepxaenue 2). IIpumepamu toro,
Kak yOeKJICHMS WIM LEHHOCTH 4YeJIOBEKAa BIMAIOT HAa €ro JedcHHe
MYKOBHCIH/103a, BKIIOUAIOT ONPE/IeICHHbIC JICKAPCTBEHHBIC CPEICTBA, KOTOPBIE
MOTYT OBITh HENPHEMIIEMBI IS HEKOTOPBIX, IIOCKOIBKY COIEp)KAaT BELIECTBa,
MONyYeHHble W3 CBHHMHBL. COCTaB palMOHa IHTAHUS PA3IHYACTCS B
3aBHCUMOCTH OT CTPAHBI M KyJIbTYpBI, @ TAKJKe OT JIMYHBIX HeHHOCTeH. Komanas
CINELHAMCTOB 1O MYyKOBHCHMIO03Y HOJDKHBI YBaXKaTh M MOJACPKHBATH
MHANBUYaIbHBIH BEIOOP, TAKOi KaK paCTUTENbHAS AUETA.

TMomomIs AeTSIM U MOJIOJBIM IALMEHTaM B TOHUMAHHU UX MyKOBHCIH03a
U LETH Ha3HAUYCHHOTO MM PEXMMA JEUCHHS MOXKET MOBBICUTh YBEPEHHOCTH B
cebe ¥ ITOATOTOBUTH MOJIOABIX MAIHEHTOB K IIEPEXOAy K yCIyraM, OKa3bIBaeMbIM
B3pOCIBIM ManMeHTaM. Monojble NaUeHThl IMOAYEPKUBAIOT BAKHOCTH
OOLIeHNs], COTPYJHIYECTBA U 3200ThI, OPUCHTHPOBAHHOH HA MX KOMILICKCHBIE
HMHIUBUyalbHbIe TOTpeOHOCTH [28].

IInanupoBanue ceMbH

Michal Shteinberg, Andrea Gramegna, Peter G Middleton

brarozapsi MOBBIIICHHUIO TTOKa3aTeneii BBUKHBAGMOCTH M Ka4eCTBA KU3HU
Bce Oosblic B3pOCIBIX MALMEHTOB C MYKOBHCIHAO30M CTPEMSTCS CTaTh
poautensiMu. PyKkOBOACTBO MO BOMPOCaM POAMTENBCTBA IS IMALICHTOB C
MyKOBHCHHI030M BkIodaeT pexomengaumn ECFS mo OepemenHocTH mpH
mykosucimnose 2008 r. [29], pekomennaunu ERS/TSANZ 2018 r. [30] 1 0630p
u pexomeHgamun skcnepro CIIA 2021 r. [31]. Ilnanupyercs mpoBecTd
MHOTOLIEHTPOBOE IIPOCIEKTHBHOE HCCIen0Banue «VICXOIbI ISl MATepH | IIOAA
B OHOXy ucmomb3oBaHus MoxynsatopoB» (MAYFLOWERS) ¢ uensio
[PEOCTAaBUTh  JOKA3aTeIbCTBA B IMOMICPKKY DCIICHHH OTHOCHTEIBHO
OGepeMCHHOCTH M TPYIHOrO BCKAPMIIMBAHHS y JKCHIINH C MyKOBHCLHIO30M,
nonyyatorux Tepanuio CFTR momynstopamu [32].
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3.1. @epmunvHocms nayuenmos ¢ MB

Komanna crenuanncToB mo MyKOBHCIHO3Y JO0JDKHA paboTaTh ¢ CeMbeii,
4TOOBI JENHKATHO TO3HAKOMHTH MOJOJBIX ManueHToB ¢ MB ¢ konuenuueit
HEJ0CTAaTOYHOCTH PENPOAYKTUBHOH (yHKIHHU (yTBepxkaeHue 3). bompmuHcTBO
MYKUHMH ¢ MyKOBHCIIMIO30M CTAJIKHBAIOTCSI ¢ OECIIOMEM H3-3a BPOXKACHHOTO
JIBYCTOPOHHETO OTCYTCTBUs ceMsBbIHOcAmmMX mpoTtokoB (BJIOCII), a oxomo
35 % JKEHIIHH ¢ MyKOBHCIIH030M HMEIOT HEJIOCTATOYHOCTh PENPOAYKTHBHOI
¢ynkunn  MHOTOdakTOpHOU dTHONOTHH [33]. BONBLMIMHCTBO MYyXYHH C
MYKOBHCIHIO30M MOTYT CTaTh POAUTEISIMHU C IOMOIIBIO BCIIOMOTATENbHBIX
penpoaykTuBHbeix TexHoioruii (BPT). V MyxumH ¢ mykoBucuumozom BPT
MO/IPa3yMeBaeT XUPYPTHIECKOE H3BICUECHUE CIIEPMBI U3 SIMUEK, KOTOPOE MOXKET
MPOBOJMTHCSL MO MECTHOM wiaM obmel anecresueit. JKenummuam ¢
MYKOBHCIHI030M, IIaHUPYIOIUM OEpEeMEHHOCTb, CIEIyeT IO BO3MOKHOCTH
ONTHMH3HPOBATh (HAKTOPHI, CBSI3AaHHBIE C HEJOCTATOYHOCTHIO PEMPOAYKTHBHOI
(dyHKIMH, BKIIOYAs cTaTyc muTaHus. Jns skenums ¢ MB, kotopsiM TpeOyeTcst
BPT, MeTo/bl BapbuUpPYIOTCS OT OAHOM numib ctuMymsituu oByisiun (CO) no
CO B coueTaHMH €  BHYTPHMATOYHBIM  OIUIOJOTBOPEHHEM MK
HKCTPAKOPIOPATbHEIM OIIOOTBOPEHHEM. B OomblIMHCTBE CciydaeB 3abop
OOL[MTOB TIPOBOIHUTCS MO HAPKO30M C MUHHMAIBHBIM PUCKOM ISl KEHIHHbI C
MB, npaxe npu KpaiiHe BbIpaKeHHOM 3a0oneBaHuu Jerkux. Komanma
CNELHANUCTOB MO  MYKOBHUCLHAO3y JOJDKHA TPEIOCTABIATh  YETKYIO,
COOTBETCTBYIOLIYO Bo3pacTy uHpopmarmio o BPT mogsim ¢ MB (yTBepxaeHue
4).

Coo0mmennss 0 MOBBIEHUH YacTOThI OEpeMEHHOCTeil Imociae Hadaaa
teparuu CFTR Momynstopamn CBHAETENBCTBYIOT O TOM, 4TO (hepTHIBHOCTD Y
JKEHIIHH MOKET OBITh yTy4IlIeHa ¢ TIOMOLIBIO ATOr0 BMemaTenbeTa [34]. Oto
YBEITHYCHHE MOXKET OBbITh CBS3aHO C YJIyYIICHHEM COCTOSIHHS 3J0pPOBBSI U
npsiMbIM BoszelictBueM Teparmun CFTR mMoxynsTopamu Ha GU3HOTOTHIO MATKH
n meiikn Matku [35]. Ecam mo3BONSIOT yCIOBHS M KPUTEPUM MPHTOAHOCTH,
JKEHIMHAM, IUIAHHPYIOIUM OepeMEHHOCTb, MOJKET ObITb PEKOMEHJOBAH
neproa tepanun CFTR moxymstopamu mepex Hadaiom BPT. Kpome Toro,
KeHIHHaM ¢ MB, KoTopble IpeanovnTaoT n3beratb GepeMeHHOCTH, CIeoyeT
JIaTh COOTBETCTBYIOIIHE PEKOMEH/IAINH 110 KOHTPALCIIIHH.

3.2. IToozomoeka k 6epemenHocmu

Komanna cmemuaancToB MmO MyKOBHCIMIO3Y JOJDKHA —IIOAAEPIKATh
XKEHIIHH ¢ MB 1 UX mapTHepoB B UX PENPOAYKTHBHOM BbIGOpe. OHH TOKHBI
OKa3bIBaTh YMOLHOHATBHYIO MOIICPKKY M [IaBaTh MPAKTHICCKUE COBETHI O
[UIAHUPOBAHUIO  OCPEeMEHHOCTH.  TeCTHpPOBaHME  HA  HOCHUTEIBCTBO
peKOMEeHAyeTCs UIs TapTHepoB JkeHmMMH ¢ MB, a Taxke ROMKHO OBITH
JIOCTYITHO TeHETUYECKOE KOHCYIBTHPOBAHUE IS 00CykAeHUs prucka MB y nx
nereit [1][31]. Ecnu mapTHep SBISETCS HOCHTENEM MYKOBHCLHI03a CIIEIyeT
00CyIUTh pa3INYHbIC PEIPOLYKTHBHBIC BAPHAHTHI (BKIIOUAs JOHOPCTBO TAMET,
NPEIUMIUIAHTAIIMOHHYIO JHATHOCTHKY HJIM TPEHATAIBHYIO AMATHOCTHKY) B
COOTBETCTBHM C MECTHBIMH PEKOMEHAAIMsMH W pecypcamu. CraHIapTHOE
[pPEHATAIbHOE OOCIENOBAaHHE M MOHHTOPHHT BO BpeMs OCPEMEHHOCTH HE
CIIelyeT HTHOPHPOBATh Y OCPEeMEHHBIX KeHIHH ¢ MB.

Huskass  QyHkumst gerkux  (IPOLEHT — HPOTHO3HPYeMOro  obObema
¢dopcupoBanHoro  BbImOXa  3a  omHy  cekyHay, ppFEV:  <50),
MyJIbTHPE3UCTCHTHBIC PECIIMPATOPHBIC TATOTCHBI, HU3KUH HYTPHTUBHELT CTATyC
U HEAJCKBATHBIA KOHTPOIb AMabeTa CBs3aHBI C 0OONee BBICOKHM DPHCKOM
MaTepUHCKOW W HEOHaTalnbHOH 3abomeBaeMocTH W cMepTHocTH  [31].
BbIsiBICHHE U yCTpaHCHHE (PaKTOPOB PHUCKA ONATOIPHSTHO CKa3bIBACTCS HA
HCXOJaxX Ul MATEPH U peOeHKaA U TOJKHO PACCMATPHBATHCS KAK KIIOYEBOM Tal
MOATOTOBKH K OepemenHoctH [36] (yrBepxaeHue 5).

BimsiHue GEpeMEHHOCTH Ha 3[0POBbE MATepPU CIEAYeT OTKPBITO -
00CyXmaTh, BKIIOYAs MPCAYNPSKACHHE O HEOOXOAUMOCTH  YCHIICHHS
KITMHAYECKOTO HAOMIOACHUSI W JICYCHHsS OCIOXHCeHWil. [Ipn MOArOTOBKE K
OGepeMCHHOCTH HEOOXOAMMO IEPECMOTPETh M COOTBETCTBYIOLIMM OOpasoM
CKOPPEKTUPOBATH MPUHHMACMBIC JICKAPCTBEHHBIC IIPEIapaThl MPH MOJICPIKKE
(apmarieBTa, ClIeNHATH3UPYOMIET0Cs Ha MyKOBUCIIHIO3C.

3.3. IToooepoicka bepemenHocmu

TMocie Toro, Kak xeHiuHa ¢ MB 3a0epeMeHeeT, OHa TOKHA HAXOMUTHCS
o4 HaOIIOJCHHEM KakK KOMAHMBI CICHHAIMCTOB IO MyKOBHCLHIO3Y, TaK H
AKyIIEPOB-THHEKOIOTOB, KaXKIBI MECSI] B TEYCHHE IIEPBOTO M BTOPOTO
TPHMECTPOB, & 3aTEM KaX/Ible OHY-ABE HEACTH B TCUCHHE TPETHErO TPUMECTPA
[29]. IMepopaneHsblii raroko3otonepantHeii Tect (IIITT) crexyer mpoBoauTh
JUIS BBISIBJICHHS HEMEPCHOCHMOCTH TUIIOKO3BI (TECTALMOHHBIN anaber) mpu
TOATBEPXKICHUH OepeMeHHOCTH U Ha 20-i Hezelne, a TakKe MPOBOAUTH Ooiee
PAHHIOKO OLCHKY HPU HAINYMM KIMHHYCCKHX MPOoOIeM min (HakTopoB pHCKa.
Kenmmn ¢ MB ciexyer mpexynpexaaTb O TOM, YTO PHCK TI'€CTallHOHHOTO
nuabera MoxkeT gocturath 30 %, mpomH(pOPMHPOBATH O CHMITOMAaX (XOTS
TeCTAlMOHHBI AHA0ET 4YacTo MpPOTEKaeT OECCHMMITOMHO) M HAIOMHHTb O
HEOOXOANMOCTH HE3aMEUIUTENBHO COOOIIATh O JHOOBIX MOZO3PHTEIBHBIX
cumnromax [37] (yrBepxaeHue 6).

Perynspuyto ¢usnoTepanuio (KMHE3UTEPANHIO), BKIOYas (HU3HYECKHE
YNpaXKHEHHMS, CIeIyeT MPOBOAUTH HA NPOTSHKEHHH BCel OEpeMEHHOCTH IpU
aKTHBHOW  MOJJEpXkKKe  (U3MOTEpameBTa,  CIELHATH3HPYIOIIErocs — Ha
MyKOBHCIUIO03€, U IIPH HEOOXOJUMOCTHU aJaNTHPOBATh METOUKN.
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CrenyeT MOOMIPSTH YHOPAKHEHHs Ul MBIl  TA30BOTO JHA, 4YTOOBI
MHHHMHU3HUPOBATH PUCK TA30BOi JUCHYHKIMK BO BPEMs U TIOCIIE GEPEMEHHOCTH
[38]. PexomeHgaImu MO MUTAHHUIO JOJKHBI OBITH HAIIPABIICHBI HA MOAACPKAHHE
HOPMaJbHOTO Habopa Beca BO BpeMsi OepeMeHHOCTH B pasmepe 7—11 k.
Kenmuna ¢ MB u akymepckas KOMaHaa JO/DKHBI paboTaTh B TapTHEPCTBE IS
ONTHUMH3ALMK yXOJa 3a MaTepbl0 W PEeOCHKOM Ha MNPOTSDKEHUH BCeil
6epemennoctr [31]. Kpome Toro, HeoGX0auMo OKa3bIBaTh NMCUXOIOTHIECKYIO
MOJUICPXKKY JUISl yCTPAHEHHs TPEBOr M OECIOKOMCTB, KOTOpbIE MOTYT
BO3HUKHYTh. Kak W B ciydae €O BCEMH MOIOJBIMH MAaTrepsiMH, CICAyeT
YUYHUTHIBATH PHUCK MOCIEPOJOBON JEMPECCHH M IPOBOAWTH OOCIENOBAHUE B
COOTBETCTBUM C HALMOHAIBHBIMH PeKOMeHIauusMu. [IpueM J1eKapCTBEHHBIX
NPEnaparoB CIEAyeT PeryisipHO MEepecMaTpUBaTh M IIPU HEOOXOIUMOCTH
MPEKpALIATh WIH KOPPEKTHPOBATH J03bI.

3.4. Bocnumarue demeii u 6HYK08

OO6bIYHBIE TPOOIEMBI IPH BOCIIUTAHHU JIeTeil 1 BHYKOB (HEJOCTATOK CHa,
(HHAHCOBBI cTpece U T. A.) ycyryOmstores st mogeit ¢ MB, KoTopbIM Takke
HEOOXOIUMO COOMIONATh pEXKUM JICUCHHS M TOAACPIKUBATH XOpoIIee
caMouyBcTBHE. HeyIMBHTEIBHO, YTO HEKOTOPBIE POJAUTENH, cTpafatonme MB,
MOTYT TIpeHeOpeub COOCTBEHHBIM OJIArOMONyYHeM, COCPEIOTOYHMBIIHUCH Ha
JeTSX. YXyIUIeHHE 310pOBbS ObUIO OTMEUEHO Y MYKYMH U IKEHIIHH C
MYKOBHCIHIO30M B TIEPBBIif roj pogutensctBa [39]. ITosToMy BakHO JOCTHYB
Gamanca. Ilommepikka cO CTOPOHBI CEMBUM U KOMAHIbl CICLHATHCTOB IO
MYKOBHCIHIO3Y SBIISIETCS KIIIOYEBOH B OTOT mepuoiA. UToOBI MalMeHT ¢
MYKOBHCIHIO30M MOT PaJioBaThCsl OOLICHHIO CO CBOMMH JETBMH 110 Mepe HX
pocta ¥ pa3BUTHA, HEOOXOAMMBI NparMaTH4Hble pemeHus. Komanma
CIELHAIHCTOB M0 MYKOBHUCIHAO03Y JOJDKHA OKA3bIBaTh MOJICPIKKY POTHTEIISAM,
6a0yIIKaM 1 JeAylIKaM B IPeJOCTABICHUH JETIM COOTBETCTBYIOIIEH BO3pacTy
unpopmarmu 0 MB n 0 Tom, Kak 3To 3a60/1eBaHHE BIMSICT HA UX CEMBIO.

3.5. Bapuanm-cneyuguueckas mepanus (mepanus CFTR mooyismopamu) 6o
6pemsi u nocie bepeMeHHOCmU

Jennifer Taylor-Cousar, Jane Davies, Imogen Felton, Peter Middleton

3.5.1. B. sap neyuguueckoul
hepmunbHOCMb Y NAYUCHMOS ¢ MYKOBUCYUOO30M

Pacummpenue ucrnoinp3oBaruss BCT ObUIO CBS3aHO CO 3HAYMTEIBHBIM
YBEIMYEHHEM YaCTOTHl HACTYIUICHHS OEPEMEHHOCTH Yy JKCHIIMH C
MyKoBUCIH030M [35]. [TocKoNbKY He3aIIaHUPOBAaHHAsI GEPEMEHHOCTH CBSI3aHA
¢ XyIIIMMH HCXOaMH JUIs 1uiofa [42], o6cykaeHre BOIPOCOB KOHTPALCTIIIHU
MEXy BpadoM M MAlMEHTKOH MMEET BaKHOE 3HAuCHHE, OCOOCHHO B HAJale
BCT. V GomsumHeTBa My)uut ¢ MB umeercs BJJOCII, u He oxumaercs, 4To
BCT pewnr 5Ty npuuuHy OECIUIOAWS, HO HEOOXOAMMBI IOMOIHUTEIBHBIC
uccienoBanus [43].

mepanuu  (BCT)  na

3.5.2. Cosembl
bepemeHHOCMb
Ipenpinynue AaHHBIE PETHCTPA MANMEHTOB HE BBIABUIM DAa3HUIEI B
BBDKHBAEGMOCTH XKEHIIUH ¢ MB, y KOTOpBIX Obliia 6epeMEHHOCTS, 10 CPABHEHHIO
c TemH, y Koro ee He Obuio [44]. OpHako OEpeMEHHOCTH y JKCHIHH C
MBconpoBoxaaercst GOIBIINM  KOIMYECTBOM — OCIOXKHCHHIT —(Hampumep,
TeCTAalMOHHbIN AnadeT, He0OXOAMMOCTh KecapeBa CeUCHHUs], MPEKACBPEMEHHBIC
POABI ¥ Bpok/ieHHbIe aHoManuK [37][45]. BeposTHOCTE OCIOKHEHHUIT y MaTepu
n pebEHKAa HCTOPUYECKM BBINIE Yy JKEHIMMH C Oomee Tshkenol (opmoit
3aboneBanust [46], xors BCT MoKeT yaydiInTs HCXOABI B 3TO Tpyre.

JICEHWUHAM € MYKOBUCYUOO30M,  NAAHUPYIOUUM

3.5.3.
BCT

Yro xacaercs mposeneHus BCT y marepu, To, XOTS €€ KOMIOHEHTBI
0OHapyKUBAIOTCS B CHUCTEME KPOBOOOPAILECHMS IUIOAA y KUBOTHBIX [48]
monedt [52], KIMHUYeCKHe TaHHBIC B OCHOBHOM OOHAIEKHBAIOT, XOTS ObLIH
3aperuCTPUPOBAHEI CTy4YaH MOMYTHeHHUs Xpycranuka [54]. IIpexkpamenne BCT
MOJKET NPHBECTH K PE3KOMy YXYyILICHHIO 310poBbs [57], modToMmy mmIa,
OKa3bIBAIOI[HE MEIMIMHCKYI0 IIOMOWIb, M JKeHIMHB ¢ MB  momkHb
COMOCTAaB/IATh IMOTEHUMANbHBIE PHCKM mpekpamenus Ttepamuun BCT ¢
TEOPETHYSCKUMH pPHCKaMHU I miofa. XotTs nuneHsus Ha tepanuio CFTR
MOJIYJISITOPAMH HCKJIIOYAeT €€ HCHOIb30BAHHE BO BpeMs OEpeMEHHOCTH,
COBMECTHOE MPHHATHE PEIICHHS MEXKAY KOMAHIOH CIICHAIHCTOB IO
MYKOBUCHMAO3Y W  TAIHEHTKOH MOXET MpPHBECTH K  IHOIyYCHHIO
UH(POPMHPOBAHHOTO cornacus Ha MIPOIOJDKEHHE BCT BHE
3aperuCTPUPOBAHHBIX MTOKa3aHuUii (yTBepxkaeHue 7).

B 01HOM H3 KITMHHYECKHX CITy4aeB, OCIIE 6HYmMpuympooHo20 BO3IeHCTBHS
BCT, omucan pebeHok ¢ MB, y KOTOpOro mpu pOXACHHH HaOIOIaCcs
HOPMAaJbHBIH YPOBEHb HMMyHOpeakTHBHOro TpurncunoreHa (VIPT). Ilpu
anammse pesynbratoB HHC xoMaHAB! TOMDKHBI OBITH TOTOBBI K BO3MOXKHOCTH
noxHOOTpHiatenbHbIx pesynbraroB HHC [58]. Heobxoaumbl nmanbHeimme
HCCIEN0BaHMs, YTOOBI Ompenenuts, HeceT nu BosxeiictBue BCT no mmm Bo
BpeMst OepEeMEHHOCTH KaKHe-THOO0 JOJITOCPOYHBIEC PUCKH IS 3J0POBbsI peOeHKa
[32] (yrBepxnenue 8).

TMockonsky BCT npoHuKaeT yepe3 IUIALEHTY M MPUCYTCTBYET B TPYJIHOM
MOJIOKE, MJIaJICHIIEB, MTOABEprmuXcs Bo3aeiicTuio BCT, cnenyer HanpaBisTh K
neaAnaTpy JUlsl HaOMIOAEHHs, BKIIOYAs MHTEPBAIBHBIH MOHHTOPUHT (DYHKIIMH
MEYEHH, TEHETHYECKOe HCCICAOBaHHE M O(TaIbMOJIOTHYECKYIO OLEHKY
[48][61].
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4.1. Hsmenenue oemozpagpuueckoil cumyayuu ¢ MykosUCYudo3om

B Coemunennbix llltaTax MeanaHa BBDKMBAEMOCTH Jone ¢ MB
yayummnace ¢ 36,3 ner (95 % AU, 35,1-37,9) B 2006 roxy no 56,6 net (95 %
J, 54,7-58,1) B 2022 roxy [62]. 3HauuTenbHBII POCT B IOKa3areie

BBDKMBAGMOCTH ~ OBUI ~ JOCTHUTHYT O  MPEACTABICHHS  KOMOMHALIHH
anekcakaTopa-rezakapropa-uakapropa  (OTU), wu  MopmenupoBaHHe
OpeamoaraeT — JalbHEHIee — 3HAYMTENBHOC  yNYdIICHHE  [OKa3aTest

BBDKMBAE€MOCTH TIOCJIE JJOCTYMA K 3TOH Teparmiy B CAMbIX MOJIOABIX BO3PACTHBIX
rpynmax [22]. TloBbimieHHe TmOKa3aTens BBDKMBAGMOCTH HabmogaeTcs B
COYETaHHH C yJTydIIeHHeM (YHKIHH JIETKMX M yBEIHYEHHEM MHIEKCAa MacChl
Tena [40][63]. DT ABa OCHOBHBIX NPOTHOCTHYECKHMX MoOKasatens MB
3HAYUTEIBHO PA3IUYAIOTCA MEXIY CTPaHAMH, YTO B 3HAYMTENBHOH CTEIEHH
OTpakaeT pas3HbIA JOCTYI K CHCTEME 3[paBOOXpaHEeHHs U JedeHuio [64][68].
bnarogapsi JOCTHKEHHSIM B 00NACTH TEPaITHM YHCIIO B3POCHBIX, CTPAJAIOIIHX
MB, Bo3pocio 1 Temepb BO MHOTUX CTpaHaX IPEBHINIaeT 4ucio aereii ¢ MB.
OTOT ycmex cO34aeT BBI30B NPU BHEAPEHHH HAIEKAIICH MEIMIHHCKOI
TOMOIIM B3POCIBIM MamueHTaM ¢ MB u TpeOyeT pasBHTHS M pacLIMpEHHUst
LEHTPOB M0 JICYCHUIO B3POCIIBIX MAIUEHTOB [63].

4.2. Cneyugpuueckue npobiemvl co 300p08beM, GO3HUKAIOWUE Y 63POCTbIX
NAYUEHMO8 ¢ MYKOBUCYUOO30M

V B3pOCIIBIX MAMUEHTOB ¢ MyKOBHCIHI030M MOTYT BO3HHKHYTH HOBBIC WIH
JIOTIOJHUTEIBHBIE MPOOIEMBI CO 320poBbeM. HeoOXOANMO CHCTEMATHYECKH
[IPOBOJUTH CKPUHHHT COIyTCTBYIOLINX BO3PACTHBIX 3a00NCBAHUN y TIOACH C
MB, naxke eciti MHOTUE U3 HUX KIHHHYECKH OY€Hb CTAOMIBHBI, 0COOCHHO Te,
kto npoxoxaut tepanuio CFR moxynstopamu [22]. HoBsle U pacTyiine BEI30BbI
co B3pocrueroueii MB momyssimueil MOryT BKIIOYAaTh TAKHE OCIOKHCHHS, KaK

3a0oneBaHHe  CyCTaBOB,  OxupeHue W rumeptonus  [40][67][71].
KOHCTPYKTHBHOE ~COTPYIHHYECTBO CO CIyXO0OH MEPBHYHOM MEIUKO-
CAaHNTAPHOI MOMOINM HMEET pCIIAIONIee 3HAYCHHE I  OOCCICUCHMS

BBICOKOKa9ECTBEHHOTO yXO/ia U JIeUeHus (yTBepxKaAcHUE 9).
4.3. ITooodepoicanue 300po8bs 60 83pOCIOM 803pACHEe NPU MYKOBUCYUOO3E

JUitst Hoazep KaHust 3M0POBbS HA IPOTSHKCHUH BCEiT JKU3HH PEKOMCH/LYCTCS
MPOBOJIMTH CKPUHUHT Ha HAJIMYME ONpe/eleHHbIX 3a0oieBanuii [74]. B Goiee
paHHEH CTaTbe M3 ITOH CEPHH PACCMATPUBAIOTCS HMPOOICMBI CO 3M0POBBEM,
CBSI3aHHBIC C MYKOBHCIIHIO30M, TAKHE KaK MYKOBHCIHI03-3aBUCHMBIH IHabeT
(MB3]]), 3aboneBanus MEe4EHH, CBSI3aHHBIC C MYKOBHCIMI030M, 3a00/IeBaHUST
KOCTEH, CBSI3aHHBIE C MyKOBHCIIMI030M, KAMHH U JIPYTHE IPOOIEMBI C TOYKAMH,
KHIIeYHAs] HEMPOXOAUMOCTh U pak [3]. Heob6xoxumo noctiyp GamaHca MEXIy
MOHHTOPHHIOM, 00CCIICUNBAOIINM CTAOMIN3ALMIO 3a00ICBAHIs, U HATPY3KOi
JIMarHOCTHKHM. MOHHTOPHHI Ha JOMy U LU(POBBIC KOMMYHHKALIUH MOTYT
COKPAaTHTh KOJHMYCCTBO BH3HTOB B KIMHHKY M IOC3O0K, 0OCCIeurBas paHHEE
BMeNIaTensCTBO [78].

4.4. DmoyuonanbHas u npakmudeckas NoO0ePHCKA 83poCivlx awodell ¢
MYKOBUCYUOO30M

TMomumo mpobneM, XxapakTepHbIX st MB, maruenTsl ¢ MyKOBHCIHI030M
OyIyT MCIBITHIBATH OOBIYHBIC TPYAHOCTH B3POCIHBIX JIOJCH, KOTOpBIE MOTYT
BKJIIOYATh OOS3aHHOCTH MO YXOAYy 3a MOXKHWIBIMH POACTBEHHHKAMH H
HEOOXOIMMOCTh ~INIpPHEMa MHOXECTBA JICKAPCTBEHHBIX  MPENapaTtoB B
JIOTIONHEHUE K TeM, KOTOpbIe TpeOyroTes s aedenus MB.

Mano 4TO M3BECTHO O COLMANBHOI M30IALMMH U TMOMAEPIKKE B3POCIOH
nomynsauuu moaeit ¢ MB. Yxyamenue Gpu3nueckoro u ICHXHIECKOTO 370POBbSI
CBA3aHO C YXYAIICHHEM COLHAIBHOTO (YHKIHOHHPOBAHMS M COLUAIBHOI
noanepxku [82]. 3HaunTeIpHOE YMCIO B3pOCIBIX Hrogeil ¢ MB B Hactosmiee
BpeMs pabOTalOT IOJHBII HIM HEMOJHBI pabounmit meHs. IlanmeHTHl C
MYKOBHCIHI030M MOTYT OBITh XOPOLIO HHTETPHPOBAHBI B OOIIECTBO, HO IS
HEKOTOPBIX U3 HUX BCE PABHO CYIECTBYET NMOTEHIMATIBHBIH PUCK COLUANBHOI
n3omsiui.  HeoOXOAMMBI MHHOBALIMOHHBIC KOHIENIMH JUISL COLMATBHON H
TICUXOJIOTHYECKOH MOANEPIKKU B3POCIBIX MALMEHTOB ¢ MyKOBUCIIHI030M.

B nenoM ymyuiienue 340poBbsi TAIHEHTOB ¢ MyKOBHCIIMI030M MO3BOJISET

COOOIIECTBY CMOTPETh B OyayIuee ¢ ONTHMU3MOM. J[jisi TOro 4TOOBI U BIpeIb
OKa3bIBaTh KAUECTBEHHYIO IIOMOIIIb, HEOOXOAUMO (OJIbIIE EHTPOB I10 JTEUYCHUIO
MYKOBHCIHI032 y B3POCIBIX MAILIMEHTOB, a TAKXKe MOHUMAHHE MEHSIOIIEroCs
CIEKTpa TNpOSBICHMI 3a007€BaHUS C COOTBETCTBYIOIIMM CKPMHUHTOM H
MOACPKKOM JUIs B3pocioi momynsunn 6016Hb1x MB.
Komanzna crienuannucToB o MyKOBHCIHO3Y JO0JDKHA paboTaTh B MAPTHEPCTBE
co ciyk00# NEepBUYHOI MEIHKO-CAHUTAPHOIl MOMOIIM, YTOOBI 0OECHeUnTh
maruenTaM ¢ MB 1ocTyn ko BceM IOCTYITHBIM CKPHHUHTAM, BKITIOUast TIPOBEPKY
ciyxa ¥ 3penus (yTBepxkaeHue 9). KomMaHap! CrienuanicToB N0 MyKOBHCIIHIO3Y
JIOJDKHBI ~ TIPOJOJDKATh  MOAACPIKUBATH IICHXHUYECKOE M  OMOLMOHATIBHOE
Gnaronoyune nanueHToB ¢ MB 1o Mepe ux B3pociIeHus, Kak ONICaHo B Gonee
paHHeit cTaTbe 3TOH cepuu [3].

4.5. 300posve opearnos manozo masa

Victoria Kendall, Catherine Brown

VY mogeit ¢ MB pacmpocTpaHeHbl mpoOJIeMBI CO 3M0POBHEM OPraHOB
Manoro Tasza. buaromaps  ymydmieHumio 370poBbs, (DEPTHIBHOCTH M
MPOJOIDKHTENIBHOCTH JKM3HH BCE OOJIBIIE NALHEHTOB C MYKOBHUCIHAO30M
pOJKAIOT JeTeil, MepeKHBalOT MEHOMay3y M JIOCTHTalOT CTapocTH. Bmecte ¢
MB3/] oHH SBISIOTCS PACHPOCTPAHEHHBIMH (DAKTOpaMM pHCKa TpoOIeM co
310pPOBBEM OPTaHOB MAJIOro Taza [3].

Henepkanne MouM BCTpedaeTcsi Kak y JeTeill, Tak M y B3pOCIHBIX C
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MYKOBHCIHIO30M, €0 PaclpOCTPAHEHHOCTb COCTaBIsAeT oT 5 go 15 % y
MyskurH 1 0T 30 10 76 % y xenuuH [85]. PacpocTpaHeHO 3aHIKEHHE JaHHBIX.
OneHka [ODKHA BKIIOYATH YACTOTy MOYCHCIYCKAHHST U IO3BIBOB K
MOYCHCITYCKaHHUIO, a Takke Hexepkanus moun [86] (yrBepxaenue 10). Jlns
B3pOCIBIX OIEHKA MOJKET OCHOBBIBATHCS HA pE3yIbTaTaX TPEXIHEBHOTO
HAOMIOCHNsT B JHEBHHKE MOYCHCITYCKaHHS W IOTpeOIeHHS KodeHHa K
AIKOroMms. B3poCIBIM  PEeKOMEHIYETCS MHPOXOAUTH EXKCTOAHYK OLECHKY,
BKJIIOYAIOLIYI0 HCIONB30BAHUE IPOBEPEHHOrO WMHCTPYMEHTa CKPHHMHTA.
HeneprkaHie MOYM MOXET OTPHULATEIBHO BIHATH HAa CIIOCOOHOCTD BBHIIIONHSTH
OYHIICHNE ABIXATCIBHBIX IyTeil, CIUPOMETPHIO W (PU3HUECKHC yIPAKHCHUS,
[OITOMY CICAyeT [JaBaTh PEKOMEHAALMM II0 MOJOXKCHHIO M ocaHke [85].
JledeHue BKIOYACT B Ce0s TPEHUPOBKY MBIIII TA30BOTO JHA U PEKOMCHIALUN
mo o0pasy KH3HH. ECIH CHMITOMBI COXPAHSIOTCS, HECMOTpPS Ha OTH
MEpOPHSTASL,  LETECO00pasHO  OoOpaTHThCs K  ruHEKomory. Komammst
CIELHAHCTOB 10 MyKOBHCIIUI03Y TaKXKe JOJDKHBI BHUMATENIBHO OTCIEKHBATH
nuchyHKIMIO KuIeyHuka [3] W HelepkaHue Kajia, 4TOOBI IIOJICpPIKHBATH
HaJUIeXKallee JICUCHHE.

4.6. Menonaysa

Hmeercst orpaHndeHHast HHOOPMALHS O BO3PACTE, B KOTOPOM Yy JKCHILUH C
MyKOBHCLHIO30M  MpOSIBISIOTCS ~ CHMITOMBI ~ MEHOmAay3sl. B omHOM
HCCIICIOBAHNN MIPEATONAaracTCs Ooliee paHHEe HACTYILICHHE MCHOIAY3bI IO
CPaBHEHUIO ¢ 0OLIEH MOIMyIAIHeii, TP 9TOM IOJIOBHHA YYaCTHHUI COO0IIaeT 00
OJHOBPEMCHHOM yXYALICHHH CHMITOMOB MYKOBHCIH03a [87].

CHMIOTOMBl MEHONAy3bl (HAMpPUMEp, HOYHAS MOTIHBOCTE M OOIH B
CycTaBax) MOTYT OBITh OIIMOOYHO OTHECEHBI K 0OOCTPEHHIO MYKOBHCIHAO3A.
TecHOEe MapTHEPCTBO MEXIYy KOMAHIOW CIICLHATICTOB [0 MyKOBHCLHIO3Y U
ciryk00if HEPBUYHON MEIMKO-CAHHTAPHOW ITOMOIIN BaXXHO ISl MALUCHTOK C
MyKOBHCIII030M B Bo3pacte crapiue 40 JIeT, a perucTparust CHMIITOMOB MOXET
[OMOYh  MPOSICHAUTH  PONb  MCHOMAy3bl. HeoOxomumsl  maibHeifinne
HCCIICIOBAHNS BINSHUS CHIDKCHHSI MUHEPAIbHOM IIOTHOCTH KOCTHOI TKaHH B
[EepHOJl MEHONAy3bl Ha OTy MOMNYISIHNIO, KOTOpas ykKe IIOABEPIKEHA
HOBBIMICHHOMY ~ PHUCKY  OCTEOmopo3a. KOMaHZBl — CICHHUATHCTOB IO
MyKOBHUCLHIO3y [JODKHBI YYHTBIBATh CHIDJKCHHE MHHEPATBHOW ILUIOTHOCTH
KOCTEii B IIEPHOJ MCHONAY3bl B IOMOIHCHHE K XaPAKTCPHOMY PUCKY PA3BUTHS
3aboneBannii  kocteit mpu  Mykosucrmaose  [3][89]. Ilammentkn ¢
MyKOBHCIHIO30M NOJKHBI OBITH MPOMH(GOPMHPOBAHBI O MPEHMYIIECTBAX H
MOTEHIUAIBHBIX PUCKAX 3aMECTHTENbHOM TOPMOHAIBHOI TepamuH.

4.7. Ocanka u 300pogbe 0NOPHO-08UAMETLHO20 annapama

Julia Taylor, Catherine Brown

Tpo6uiemsl ¢ onopHo-aBUraTenbHbM anmnaparoM (OJIA), xapakTepHsle [J1st
MB, BO3HHKAIOT B JONOJHEHHE K MPOOIEMaM, XapakTepHBIM sl 0Oueit
MOMYJIALHN COOTBETCTBYIOIIETO BO3pacra. C yBEIMYCHHEM
MIPOJIOJKUTEBHOCTH JKH3HH 3a00JI€BaHUSI KOCTHO-MbILICYHOM CHCTEMbI, TAKHE
Kak xpoHudeckas 6omb B OJIA, 0CTEONOpo3 W MEpeIoMbl BCIEACTBHE
XPYMKOCTH, OCTEOAPTPUT M KaNbUU(PUIUPYIOUMI TEHIMHAT IUieda (4acTo
BCTPEYAIOTCS Y MALMEHTOB ¢ JuabeToM) OyAyT BCTpedaThCs yamie U NoTpedyoT
cootBercTByomIero neuenus [90]. Komanaa crnenuanuctoB o MyKOBHCUHIO3Y
JIOJDKHA OLICHUTH TPOOJIEMBI OMOPHO-ABUTATEIBHOTO ANNaparta u H3MEHEHHs
OCaHKH, 4YTOOBI COACHCTBOBATH pAHHEMY M MPABUIBHOMY JICYECHUIO
(yrBepxaeHue 11).

4.7.1. Boav 6 onopro-osucamenvHom annapame

Bonk B OMOpHO-JBUraTeNbHOM ammapaTe SBISETCS MPOONeMOi Kak s
JieTeil, Tak M JUIs B3pOCIIBIX ¢ MyKOBHCIIMIO30M H BJIMSIET HA KAYECTBO JKH3HU U
CHOCOOHOCTh  ycmemHo — mpoxoauth  jedenwe  [91].  Ilammentsr ¢
MYKOBHCIHIO30M YacTO HEJOOLEHHBAIOT 00JIb, HE PACIIO3HAIOT €€ U He JeyaT
JOIDKHBIM 06pa3zom [92]. T1o onenkam, yacToTa Gosell B ONOPHO-ABUraTeIbHOM
anmapare cocTaBisieT oT 12 1o 65 % y mauueHToB ¢ MyKOBHCLIHZO30M [92], a
60b B CIIMHE SBISETCS MpobemMoit st 79 % B3pOCIBIX ¢ MYKOBHUCIHAO30M
[69][92].

B MB nomnynsuuy UMEIOTCs HEMOJIHbIC JAaHHbBIE O YKCIie epeaoMoB [94],
u 10 86 % nepeaoMoB ITO3BOHKOB MOTYT IPOTEKaTh 6ECCUMNTOMHO [95].

4.7.2. Ilpobremel ¢ ocankou

bonb B MO3BOHOYHMKE CBSI3aHA C M3MCHCHISIMH OCAHKH Yy IAIUCHTOB C
MYKOBHCIHIO30M [96]. U3MeHeHHE OCAaHKM MPUBOJUT K 3HAYUTEIBHON
GONe3HEHHOCTH, OO0, IUIOXOMY BOCIPHSITHIO CBOCTO Tela, ILIOXOMY
HACTPOCHHUIO U CHIDKCHHIO YBEPECHHOCTH B ce0€, YTO B COBOKYITHOCTH BIUSICT HA
KauecTBO Okm3HM  [97].  YBenmueHHbIH rpynaHOH  kudo3  sBISETCS
pacmpoCTpaHEHHBIM H3MEHEHHEM OCaHKH y manueHToB ¢ MB [98] u, kak
[OJAral0T, BO3HHKACT B pE3yIbTAaTe HW3MCHCHHOW MCXAHHMKH JIBIXaHHS
(M3MCHCHHBI HEPBHO-MBILICYHbIl KOHTPOJIb, MOBBIIICHHAs PabOTa IBIXaHUS,
runepuHQIALNA ¥ Kalens), MbIedHoi cnaboctu [99] u mepenoma rpyaHOM
KJIETKH BCIIEJCTBHE HU3KOi MUHEPATIbHOH MIIOTHOCTH KOCTHO# TKanu [97][100].

V3MeHeHNUsT OCaHKH OBLTH 3apPETUCTPHPOBAHBI Y IETEH ¢ MYKOBHCIIHA030M
[102], HO rpynHO¥ KH]O3 B HACTOAIIEE BPeMs BCTPEUACTCS PeXe y AeTell u
noapoctkoB [105]. CrangapTHbIC TOIXOABI K OLICHKE IPyJHOTO KH(O3a, Takue
Kak u3MepeHne yrna KoOba Ha peHTTeHOBCKOM CHHMKE, HMCIOT OTPaHHICHHS
[0 CTOMMOCTH U BO3JCHCTBHIO PAHALNI Ha MALNCHTA, a TAKXKE HE O3BOISIOT
B TIOJHOH Mepe OLCHUTH IIOJNHBIA KOHTYp IPyAHOrO OTAEIA MO3BOHOYHHKA
[106]. Pa3paGoTaHbl HHCTPYMEHTHl CKPMHHMHIA ONOPHO-ABHUIaTEIbHOTO
ammapara, HalpaBJICHHbIC HA yIPEXKIAMOIIee BEISIBICHAE MPOOIEM, COACHCTBHE
paHHEMY BMENIATENbCTBY M MHHHMHM3AIHMIO BTOPHYHEIX HAPYIIEHHH OMOPHO-
neurarenpHoro ammapata [107]. CKpHHHHT [ABMKGHMH TPYAHOTO OTAeTa
[03BOHOYHHKA U YTBEPIKICHHBIN OIPOCHUK GOJIH MO3BOJIIIOT BpadaM BEIOUPATH
MOAXO/ANINI MyTh JeYEHUS ISl ONTUMAIIBHOTO BeeHus manuenta [108].
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DHU3HOTEPACBTUYECKOE  JICUCHHE  OINOPHO-ABHUTATENLHOrO  ammapara
JIOJDKHO BKJIIOYAaTh MaHyalbHYI0 TEPAIHI0, OOYYCHHE OCO3HAHMIO OCAHKH,
YKPCIUICHHE MBI M I[OOLIPCHHE OOMMX YIPaXHCHHIl ISl JICYCHHS U
IpOo(GUIAKTHKE U3MEHCHNH OCAaHKU M OOJIeil OMOPHO-IBUIATEeIBHOTO alapaTa
HEe BOCHAINTENBHOrO XapakTepa KaK y B3POCHBIX, Tak H y JAeTeil ¢
mykoBuciaosom [98][102][109]. Jlroau ¢ MB momkHBI 3HaTh, 9TO OHH MOTYT
00paTHTBhCsL 33 KOHCYIbTAlMeil M JICUYCHHEM K KOMAHAC CICLHAINCTOB IO
MyKOBHCIIIIO3Y II0 BOIIPOCAM OCAHKH, OOJIH M IPOOIEM OLOPHO-IBHIATEIBHOTO
ammapara i, Ipu HeoOXO0JUMOCTH, OJTyYHTh HAMPABICHHE K crienuanucty. [Ipu
BO3HHKHOBEHHH IIPOOJIEM C OIMOPHO-ABHUTATEIBHBIM AalApaTOM HIIH OCTPBIX
TpaBM CpOdYHash OLCHKA M JICYCHHE MMCIOT DCIIAIOIee 3HAYCHHE IS
HOIJCPXKAHUSL KAYeCTBA OKM3HA U CBOCBPEMCHHOTO BO3BDAIICHUS K
[OBCEJHEBHOM AESATEIBHOCTH, 3aHSTHSIM CIIOPTOM H (PH3HICCKUM YIIPAKHCHUSIM
[98].

4.7.3.  Mykosucyudos-3agucumboiii apmpum

bomp B cycTaBax mpH MyKOBHCHHIO3¢ TpeOyeT —TINATEIBHOTO
JIMarHOCTHYECKOro 00ciIenoBanns. XOTs GOIbIIas 4acTh TOH 6OIM HOCHUT
MEXaHHYECKHil ~XapakTep, COOOIIACTCS, 9YTO BOCHATHTCIBHBIA  apTPHT
npucytcTByeT y 5-10 % mioxeit ¢ MB u mposiBisiercss 60bi0 B cycTaBax H
OTEKaMH, a TAKKE CKOBAaHHOCTBIO 10 YTpaM, KOTopas Jautcst Gomee 30 MUHYT
[111].

VIMeIOTCSL OTpaHMYCHHBIC [JAHHBIC U PEKOMCHAALNH MO JICYCHHUIO
MyKOBHCIII03-3aBHCHMOr0 aptpura (M3A) u rumepTpopudecKoil 1eroqHoit
ocreoaptponatun  (I'JIO), nopakatommx mnamuentoB ¢ MB  [69]. Jlns
MUarHOCTHKH M3A Heo0X0AMMO HalM4Me BOCHAIHTENBHOTO apTpuTa 0Oe3
cycraBHOW MHGeKuun win HagkocTHeIX m3Menenuit (I'JIO) [72][69], [114].
Taxoke pacro3HACTCsl CHHOBHT C HEOOIBIINM BBIIIOTOM, BBISBIsIeMsIil mpu Y31
[72]. Pexomenayercst 0OpaTHThCS K pPEBMATOJOTY JUIsS ITOJATBEPIKACHUS
BOCIAINTEIBHON HPUPOABI CHMITOMOB B CyCTaBaX M HCKIOYCHHS IPYTUX
COCTOSIHMIT (HAIpuMep, PEeBMAaTOUJHOTO apTPUTA), PACCMOTPEHHSI BAPHAHTOB
JeYeHHs ¥ 00ecedeH s OMTUMAITBFHOW METUIIMHCKOM ITOMOIIH HarueHTy [69].

5. Kak HepaBeHCTBO M HeCHPABELJIMBOCTb BJHSKT HAa NALUEHTOB C
MYKOBHCIHI030M

5.1. Bopuvb6a ¢ 2106a1bHblM HEPABEHCMBOM

Samia Hamouda, Dorota Sands, Milan Macek

3HaunTenbHOE  TII00aNbHOE  HEPAaBEHCTBO M HECNPABEIIMBOCTD
CYIIECTBYIOT B OTHOLICHHH MYKOBHCIHI032 — 3a00JICBaHHs, KOTOPOE daIle
BCTpewaercss cpeau Oenoif momymsauum (Kak IpaBWio, ¢ Ooiee BBICOKOI
gacTtoToit Bapuanta F508del) mo cpaBHeHHIO ¢ aQpUKAHCKUMH M a3HaTCKUMHU
TOMyNAUUAMA. PacmpocTpaHeHHOCTh (IIPOLEHT HACENEHMs, JKUBYIIETO C
MYKOBHCIHIO30M) B CTPaHaX ¢ BEICOKUM yPOBHEM JI0XOJIa BBIIIE, YEM B CTPaHaX
¢ HU3KHMM YpoBHeM jpoxoza [115], XxoTs 9T0 cpaBHEHHE MOXKET ObITh CMEIICHO
13-32 HEAOCTATOYHOI AMATHOCTUKM M CHUJKCHHSI BBDKMBAEMOCTH B CTPaHaX C
HHU3KHM YPOBHEM JI0X0Ja.

B crpanax, rae pacnpocTpaHEHHOCTh MyKOBHCIIH03a CUMTACTCS HU3KOA,
MOCTAHOBKA YETKOTO U CBOEBPEMEHHOTO IMArHO3a ABIACTCS CIIOJKHOI 3a1aueit.

JlocTyn K BBICOKOKAQUECTBEHHOI MEIMLHMHCKOIl MOMOIIH 3aTPyAHEH HE
TONBKO U3-3a HEXBATKU PECYPCOB, HO U M3-3a OTCYTCTBHS OCBEJOMIICHHOCTH,
3HAaHMI U KyJIbTYPHBIX (PAKTOPOB KaK CPEIH MEAMLIHMHCKHX PaOOTHHKOB, TAK U
Cpeau HaceIeHHs B LeJIOM. B HeKOTOpBIX cTpaHax, Hampumep, B LleHTpanbHoit
i FOxuoit Amepuke [116], Mapokko n VIHAUH, HEKOTOPbIE CHELHATHCTH B
00JacTH 3ApaBOOXPAHEHHS OMHKOOYHO monaraloT, 4to MB He mopaxkaer
MectHOe Hacenenue [115]. IlosTomy mepBoit 3amaueil sBISETCS MOBBILICHHE
ocBefoMIeHHOCTH 0 MB cpennm MeIMIMHCKHX PabOTHUKOB M AMPEKTHUBHBIX
OpPraHoB B CTpPaHaX, TI€ PaCHPOCTPAHEHHOCTh MYKOBHCIHI033a CUHTACTCS
Hu3Koi [117].

bnaromapst pa3sBUTHIO TEXHOJIOTHI TEHEPh CTATO BO3MOKHBIM TIPOBEACHUE
OOUIMPHOTO TeHETHIECKOTO AHAIN3a CyXUX MATEH KPOBH. DTO MOXKET 00IErIiTh
TEHETHYECKYI0 JUarHOCTHKY B CTPaHAX C HU3KHM M CPEITHUM YPOBHEM J0XOJa
(HCY 1), Ho HEO6X0IMMO OLEHHUTH MOTCHIHAIBHYIO BO3MOXKHOCTh BBIBICHUS
BapUAHTOB, HE BBI3BIBAIOIINX MyKOBHCIIUJI03.

HeoHaTanbHblll CKPUMHUHT Ha MYKOBHCIHJ03 MOXKET IOMOYb BBISBHTDH
JIOTIONHUTENbHBIE ~ CIy4ad,  yCTAHOBUTb  Oojiee  TOYHBIC  OLCHKH
PacIpOCTPAHEHHOCTH M OOJIETYHTh AOCTYN K TPOrpaMMaM JICUCHHS, HO
SBISACTCS  CNOJKHOH  3agadyeil B Ipynmax — HAaceleHHs C  HU3KOH
pacnpoctpaneHHOCThI0 reHoTuna F508del. B rpymmax HaceneHust ¢ HH3KOU
3a0011eBaeMOCTBIO/HU3KOMN pacnpocTpaneHHocTbi0o HHC MoXkeT mpuBectH K -
BBISIBICHUIO OONblIed m07M HescHbIX ciydaeB [118], Tpebyromux ueTkoit
KOMMYHHUKAIIUH Y TOCTIEIYIOMET0 HaOMOACHUS B CITyk0ax 3]paBOOXPAHCHHUS C
OrpaHMYeHHBIMH pecypcamu. CI0KHO 000CHOBATh IS AUPEKTUBHBIX OPTaHOB
npenmyiectsa HHC npu MB B ctpanax ¢ 60/1bI110§ YHCICHHOCTHIO HACEICHHS,
HO HU3KOI#i pacnpoctpaneHHocThi0 MB, Hanpumep, B Erunre, Uaauu u FOxHO#
Adpuxke.

HuBecTnpoBaHHe B MHOTONPOGUIBHYIO CHEHHATN3UPOBAHHYIO MOMOIIb
MOJKET OKa3aThCsl ~CIOXKHOH 3amadyeidf, a MHOrAa M  HEBO3MOXKHOM.
OrpaHHYeHHOCTb PECYPCOB — HE eAMHCTBEHHBIH (aKkTop; K APYruM akTopam
OTHOCATCS OTCYTCTBHE CTPYKTYPHI WM KyJNbTYPHl MHOTONPO(MHIBHOI
KOMaHJHO#  paboThl, pa300IIEHHOCT CHCTEMBI  3IPAaBOOXPAHCHHSA U
HEJ0CTAaTOYHOE KOJIHYECTBO MOCTABIIMKOB MEIHIMHCKUX YCIIyT, MHOTJA U3-3a
SMHTPALUH XOPOIIO OOYYEHHOTO IepcoHama B Oolee Pa3BUTBIC CITy:KOBI
3apaBooxpaHeHus 3a pyOexom [119]. I'moGampHOE MHapTHEPCTBO MEXIY
CYLIECTBYIOIMMH LeHTpaMu MB 1 HOBBIMH CITyKO6aMH MOXET CIocoOCTBOBATh
00y4eHNI0, TOOMIPATh JIHAEPOB, BBOAUTH HALMOHAIBHBIC PETHCTPBH H
crnocobCTBOBATh Nepeade 000pyJ0BaHHs, HAIPUMED, A/ HOTOBBIX mpod. Tam,
rJe B HOBBIX CHyxk0aX CyIIECTBYeT XOpollee pYKOBOJCTBO, BaXKHO
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CBOEBPEMEHHO TTOIEPKHBATH ITHX CHEIUATHCTOB HEOOXOANMBIMH PECYPCAMH.
Jlaxe B CTpaHax, IJi¢ YCIEIIHO Pea3yeTcs MHOTONMpPO(MIbHAsS KOMaHIHAS
MOMOIIb, HEKOTOpPBIE XOPOIIO paboTalomue HEHTPbl Mo JiedeHmio MB He
MPHU3HAIOTCSA OPTaHAMH 3JPAaBOOXPAHEHHUs, YTO NPHBOAUT K OrPAHUYCHUIO
¢unaHCOBBIX pecypcoB. Takoe OrpaHMYEHHE pPECYypcOB HMEET MECTO B
HEKOTOPBIX cTpaHax Bocrounoit EBpomnsl co cpennnm ypoBHeM poxoza [120].

Camoii Gonbmroi mpo6ieMol B yCTpaHEHHH TNI0OATBHOTO HEPaBEHCTBA
0CTaeTCs JOCTYIHOCTh CPEACTB, BBIACTACMBbIX Ha edenne MB, ocobenno st
OIUIaThl TAKUX BHIOB TEPANUM, KAK MHTAISLHUOHHAS aHTHOHOTHKOTEPAIHS H
teparust CFTR moxynsropamu. CTpaHbl ¢ HH3KUM U CPEAHUM YPOBHEM J0XOAA
MOTYT CTOJIKHYTBCS C TPYAHOCTSMH TIPH MOITYYSHHH JJOCTYTIA K JOPOTOCTOSIINM
JIEKapCTBEHHBIM —MpemapataM. ['7mobGanbHOE CTpeMiIeHHE K JOCTYIy K
JIOPOTOCTOSIIIMM JIEKapCTBEHHBIM TIpenapaTaM BaXKHO s BceX Ho3onoruii; MB
HarBSTHO WIUTIOCTPHPYET BIMSHUE ITOTO II00anbHOTro HepaBeHcTBa [122]. Drta
mpobieMa MOXKET eme Oonblie YCyryOMTbCs, €CIM s MAlUCHTOB C
MYKOBHCIHI030M OyIyT BBEAEHBI METOABI T€HHOW TepaIHH, MOCKOIBbKY OHH
OyIyT UMETh BHICOKHE POU3BOJCTBEHHBIC 3aTPATHIL.

ApPreHTHHCKOE areHTCTBO II0 KOHTPOIIO 3a TMPOAYKTaMH MHHUTAHHS H
JIEKapCTBEHHBIMHU CPEICTBAMU OZOOPUIO TeHepUUeCKue (GOpMyIIbl Pa3IHIHBIX
KOPPEKTOPOB M TMOTEHI[MATOPOB, HCIONB3YEMbIX B KOMOHHUPOBAHHOI Tepariu
CFTR monymsatopamu [123]. Dt0 omobpeHue cTano BO3MOXHBIM Graromaps
TOMY, 4TO OpHTMHAIbHBIC (OPMYI]IBI HE OBUIM 3aIaTCHTOBAHBI B APIEHTHHE.
CroumocTh 5TUX (GOpPMYyT B APreHTHHE MO-TIPEKHEMY 3HAUHTENbHA, HO
COCTABIISIET HPUMEPHO TPETh OT CTOMMOCTU OPHTHHAIBHON 3aIllaTeHTOBAHHOI
dopmyner [123]. BripaboTka anprepHaTHBHBIX MeTonoB nedeHus CFTR
MOJYJISITOPAMH B CTPaHaX, HE BXOAAIIMX B COIVIALICHHS 00 SKCKIIO3MBHOCTH
MIATEHTOB, MOXKET OOJIETYUTh JOCTYII, HO 3TO BCE PABHO MOXKET OBITh CONPSIKEHO
CO 3HAYUTEIBHBIMU 3aTpaTaMH. BakHO, 4TOOBI MO Mepe MCTEUCHHs CpOKa
JIeHCTBHUS TIATEHTOB HA HCKIIOUUTEIbHBIC TIPAaBa MIPOM3BOANINCH TCHEPHIECKHE
Tpenaparsl, 4TO MO3BOIMIO OBl yIy4YHINTh JOCTYI K HHM BO BceM mupe. He
CIeyeT co3aBaTh Oapbephl A OCTYNA K TeHEPHIECKHM MperapaTam.

Cuyx0sbl eueHnst MB B cTpaHax ¢ HU3KHM H CPEJHHM YPOBHEM J0XOJa
JIOJKHBI 00€CTICUHTD MOJTHYIO0 TeHETHIECKYIO XapaKTepUCTUKY mozel ¢ MB mmst
OLEGHKM BO3MOXHOCTH HasHauenus tepanun CFTR wmomynsropamm. -
MesKIyHapoJHble MHHILMATHBBI M COTPYAHHYECTBO MEXKIY CTPAaHAMH MOTYT
MOMOYb TPEOAONETh OTH Oapbepbl, HO HEOOXOAMMA JOMONHUTEIbHAS
MoJZIepXKKa 11 OOECNedeHHs KaK JOCTYIMHOCTH, TaK M INPHMEHHMOCTH
MEeXIyHapoaHelX 0a3 maHHblx (Hampumep, CFTR2) k HeeBpomelckum
nomysuusiM [123].

Vcerpanenne HepaBeHCTBa B OTHomieHMH MB  sBisercss rnoGanmbHOM
OTBETCTBEHHOCTBIO, H €CIM HE MPHHATH Mep, 3TO HEPaBEHCTBO, CKOpPEe BCETO,
yCyryOuTCs 10 Mepe MOSBICHHS HOBBIX JOPOTOCTOSIIMX METOJOB JICUCHUS,
TaKMX Kak reHHas Tepanus. Co3naHHble cOOOIIECTBA MO Bonpocam MB nomkHb
MOJICPKUBATh KOMAH/bl CICHUAINCTOB MO MYKOBUCIHI03Y M BJOXHOBISTH
JIHAEPOB Ha CO3aHHE BHICOKOKAYECTBEHHOM! IIOMOIIH IO BCEMY MHUPY, BKITIIOYAs
JIOCTYTI K IOPOTHM JIEKapCTBEHHBIM IpenaparaM (yTBepxaeHue 12).

5.2. Hepasencmeo 6 cocmosinuu 300p06bs Y NAYUEHMO8 ¢ MYKOBUCYUOOZOM U3-
3a 6ednocmu

Michael Schechter, Lidia Salvatori, David Taylor-Robinson

TMomMuMO T706aNTBHOTO HEPABEHCTBA, CYIIECTBYIOT PE3KHE pa3inyus B
pesynpTatax JedeHus moxeii ¢ MB, 00yclnoBIeHHBIE  CIOXKHBIM
B3aMMOJICHCTBHEM MHOTOUHCIICHHBIX ACTIEKTOB COLMATIBLHOTO HEOIaromomyyns,
BKJIIOYAs  COLMANTbHO-DKOHOMUYECKMiI  CTaTyc,  pacy,  JTHHYECKYIO
TPHHAUIKHOCTD U 1os1. CooOIeH s 0 MOJOOHBIX CITy4asX MOCTYNaIu Kak H3
OT/IEIbHBIX CTPaH, TaK U U3 CTPAH MPOKUBAHHA. DTO HEPABEHCTBO CTAHOBUTCS
OYEBHAHBIM B PAaHHEM BO3pAcTe, KOTJA y MpeJCTaBUTeNel HeOIaromnomyaHbIX
rpynn HabmojaeTcst Goiee HM3Kas Macca Telda HPH POXKACHUM, XyMIIMit
HYTPUTHBHBIl cTaTyc, OOJbIIE JIETOYHBIX OOOCTPEHHIl, XyJuIee KayecTBO
JKU3HH, CBSI3aHHOE CO 30pOBbEM, Ooiee HH3Kas (YHKIHS JETKHX M Xy/Ias
BBDKHBAEMOCTH Ha MPOTSDKEHUHU Beel xku3Hu [ 125].

HepaBenctBo B cocrosiHuu 310poBbs mpu MB o6ycmoBneno pasHoit
MOJBEP)KCHHOCTBIO TAKHM JETEPMHHAHTAM, KaK HEXBATKa MaTepHAIbHBIX
pecypcoB s TOANEPIKAHUS 3A0POBbs, BPEIHOE BO3JCHCTBHE OKpYXKaromei
CpelIbl U OTPaHHYCHHBIH JOCTYI K 31paBOOXPAHEHHIO M 3aIIUTHBIM yCIOBHSM,
KOTOpbIe MOMOTalOT YKPEIUIATh M HOJJACPXKUBATh XOpOIIEe 3H0POBbBE.
Konkpernble aBmkymue (akTopbl BKIIOYAIOT OTPAaHUYCHHBIE DPECYPCHl H
TOJTUTHKY (COLHATBHYI0, YJKOHOMUYECKYIO H MEIHIIMHCKYIO), HeOIaronpusITHbIE
JKUIMIIHBIE M OBITOBBIC YCIOBHS, 3arpsi3HEHHE BO3AyXa BHYTPH M BHE
MOMEIIEHUH, OTpaHHYCHHs B JOCTYIE K MPOAYKTAM MHTAHHUS, HE3Z0pPOBOE
MoBeZIeHHe (HampuMep, KypeHHe M HENpaBHIbHOE IHTAHHE) M MOBBIIICHHBIIH
cTpecc, BIMSIOUINIT Ha POAUTENBCKUH YXO/ U ICHXHYECKOoe 310poBbe [129].

ﬂﬂﬂ YCTpaHC€HUA HEpPaBCHCTBA B OTHOUICHUHA 310POBbS npu
MYKOBHUCIIUI03€ HCOGXOI{I/IMBI HCﬁCTBHﬂ CHUCTEMBI OGILICCTBCHHOFO
3ApaBOOXpAaHCHHUS Ha 0osiee  BBICOKOM YPOBHE IIOJIUTHKH O6Hl€CTBaA

[MapamiensHo HEOOXOAUMBI GOJIee NHAMBUAYAIbHBIC ICHCTBHS IO MOIICPIKKE
30pOBBsI TMALMEHTOB ¢ MB, IPOXHBAIOIMX B HEONArONPHUSATHBIX yCIOBHSIX
(yrBepxaeHue 13). Pucku u mpo6iaemsl co 310pOBbEM, KaK PABUIIO, BO3HUKAIOT
CpeiH JOACH, KOTOPBIE M TaK YS3BHMBI HM3-33 DKOHOMUYECKHX YCIOBHH U
IPYTUX CIPYKTYPHBIX (DaKTOpOB. PerymsipHBIi CKPHHHHT Ha MPEAMET
HEOIArONpPHATHBIX  OOCTOSITENIBCTB, OCOOCHHO HEXBATKA IPOJOBONIBCTBUS,
MOXKeT ObITh  D({EeKTHBHBIM, O0COOCHHO KOrAa OH  IOAKPEILISETCS
HAIPaBICHUSIME K HMCIOLIMMCSI PeCypcaM Ul YIOBICTBOPEHHUS TOTPeOHOCTE
narmentoB [130]. HekoTopble BMeIIaTenbCTBa, HAPABICHHBIE HA yCTPaHEHHE
KIIaCTePHBIX (D)AKTOPOB PHCKA, JIEKAT B PaMKaX TPAIHIMOHHOM KIMHHYECKOI
OOMOIIM M  3HAKOMBI  IIOCTABINMKAM  MCIAMIMHCKHX  ycmyr. Takue
BMEIIATEIBCTBA, KOTOPBIC CICAYeT IPHMEHSTH MOCICAOBATENBHO, BKIIOYAIOT
paCIIMPEHHOE MEAHUINHCKOES O0Opa3oBaHHME ISl yIY4LICHHS COOIIOJCHHS
peXHMa JICUCHHS U CaMOIIOMOIIb TIPH 3a00JICBaHNH, CKPHHIHT IICHXUYECKOTO
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30pPOBBSL, @ TAKIKE KOHCYJIBTUPOBAHUE IO OTKA3y OT HAPKOTHKOB, aJKOTOIS U
kypenus [131].

Heo6X0aMMo paccMOTpeTh HEKOTOPBIC CTPYKTYPHBIC XapaKTePHCTHKH
CHCTEMBI 3/[PaBOOXPAHCHHs. I[IPOTOKONBI HEOHATAIBHOTO CKPUHHMHTA Ha
MYKOBHCIIHI03 MOTYT OBITh pa3paboTaHbl TaKUM 00pa3oM, 4ToObI ObITH Gosee
MHKJTIO3UBHBIMH U HEAUCKPHUMUHALNOHHBIMH [10 OTHOLICHHIO K HECBPOIICHCKIM
nmonymsauusiM [132]. MHOrHMe MONMMTHKYM TPAaHCIUIAHTALMK JIETKHUX, BKIIOYas
WCTIONB30BAaHNE YPAaBHCHHH CIMPOMETPUH, OCHOBaHHBIX Ha pace [133],
HAIpaBICHB Ha HEOIAromoIyYHbIC MCHBIINHCTBA, MAPTUHATH3HPOBAHHBIX U
COLMATBHO-IKOHOMHYECKH ySA3BUMBIX MAlleHTOB. Kinandeckue ucmbITanus, B
KOTOPBIX HAOHpPAlOTCsi yAOOHBbIE BHIOOPKHM YYAaCTHHKOB, KaK IIPaBHIIO,
HEOCTATOYHO MPEACTABIIIOT MCHBIIMHCTBA U COLHUATBHO HEONArOMOIyIHBIX
maruenToB [134]. Heo6Xoaumo NpPUHATH Mepbl, 4TOOBI CHENAaTh JKU3HEHHO
BaKHBIE METOIBI JieucHns MB Oomee ROCTYymHBIME [ BCEX MAIlMEHTOB,
HE3aBHCHMO OT HX  COLMAIbHO-DKOHOMHYECKOTO  IMOJIOXKCHHS N
reorpaMIecKoro MeCTOMOIOKCHHUSL.

HakoHen, ycHInst Mo COKpAIlIEHHIO HEPABEHCTBA B COCTOSHUH 310POBbS
npu MB  1peOyroT HH(GOPMALHOHHO-PA3BICHUTCIBHON pPabOTEl €  LEIBI0
YMCHBUICHHSI TIOCICACTBUN HKOHOMUYECKOH HECTAOMIBHOCTH, IOANCPKKA
BO3MOJKHOCTCH MOJNy4eHHs OOpa3oBaHWs M TPYJOYCTPOHCTBA, PELICHHUS
OpoOiIeMbl  HEPABHOTO —AOCTYyIHa K KAa4eCTBEHHOMY OOpasOBaHMIO U
3APaBOOXPAHCHUIO, @ TAKKE CMSTYCHHS HEOIArONPUSTHOTO BO3NCHCTBHS
OKpY’Karolei cpeas! B paifone npoxusanus [135].

6. MyKOBHCIH/I03 U MEHSIOIASICS IUIaHEeTa

Sarah Mayell, Lidia Salvatori, Oren Pearlsman, Thomas Daniels

XpoHndeckne 3a00ICBaHMS, TAKHE KAaK MYKOBHCIHAO03, MOBBIIAIOT
YA3BUMOCTB K IOCIEACTBISIM M3MCHEHHs KiuMara. Kpome Toro, cama otpacis
3APaBOOXPAHCHUSI OKA3bIBACT 3HAUYUTEIBHOC BO3ACICTBHE HA KIMMAT, HA €¢
noo npuxoautest 4,4 % BceX MHPOBBIX YHCTHIX BEIOpocoB [136]. ITauneHTsI ¢
MyKOBHCIHIO30M U HX CEMbH HE HECYT OTBETCTBCHHOCTH 3a COKPAIICHHC
BBIOPOCOB B GOIIBIICH CTCIICHH, YeM BCE HACCICHHE B LIEJIOM, HO JOJDKHBI OBITH
HHTCTPUPOBAHBl B  CHCTEMy  3APAaBOOXPAHCHHS [PH  IOAACPKKE U
OTBETCTBEHHOCTH (DapMaI[eBTHICCKOI IPOMBIILICHHOCTH.

6.1. Kak nianemapmoe 300posve éiusen Ha NAYUEHMO8 ¢ MyKOBUCYUOO30M

6.1.1. Kauecmeo 6030yxa

He cymectByer 0e3omacHOro  ypoBHS  3arps3HEHHs  BO3ZAyXa.
He6naronpustTHOe BO3ACHCTBHE IIIOXOr0 KAYECTBA BO3/AyXa HA 3J0POBbE OBLIO
[POJACMOHCTPUPOBAHO CPEAM BCEX TIPYII HACCNCHHS, a MAlUCHTHL C
pecnupatopHeiMH  3aboneBanusamMu  Oonmee  ysa3Bumbl  [138].  CnoxHble
B3aHMOCBSI3H MEXJY 3arpa3HCHHEM BO3IyXa, M3MCHCHHCM KIHMara K
aJUIepreHaMH BIISIIOT Ha PECIPATOPHbIC aluIeprudeckue 3aboxesanmust. [lmoxoe
Ka4eCTBO BO3/yXa OTPHUIATEIBHO BIMSICT HA (QDYHKIHIO JCTKUX U YBEIHUHBACT
KOJIMYECTBO JIETOYHBIX 000CTpeHui mpu MyKoBHcuaose [139].

JlnutenbHOe BO3ACHCTBHC HEKAYCCTBEHHOTO BO3AyXa MPHBOAUT K
MOBBILICHUIO 9aCTOTHI CEPACTHO-COCY AUCTHIX 3a00ICBAHHIT U 37T0KaYeCTBEHHBIX
HOBOOOpasoBauuii [ 138], koTopsle cTaHOBATCS Bee O0Jiee aKTyalbHBIMHE [0 MEpe
B3POCIICHHUS MALMEHTOB ¢ MyKOBHCIHA030M [137].

6.1.2. Kumumam

V3MeHeHHEe KiIMMara BIC4eT 3a CO0OM M3MCHCHMSI BIQKHOCTH U
9KCTpEMAIbHBIC [OTOAHBIC SIBICHUS. Bojee TEIUIbli KIMMAT U HOBBIIICHHAS
BJIQXKHOCTB CBsi3aHbI ¢ Oonee Hu3kuM ODB) y marmentoB ¢ MB, nsmMeneHusMu
B MuKpoOnoMe MB i m3MeHEHHsIME B HpOQUIe PeCIUpaTOPHBIX HH(EKIHi
[140].

VMeroTcst OrpaHHYCHHBIC JAaHHBIC O HEMPONOPIHOHATBHOM BIMSHUN
OKCTPEMATbHBIX ~ IOTOAHBIX  SIBICHHMII Ha mamueHtoB ¢ MB, Ho
3apPerHCTPUPOBAHEl  I00OYHBIE J(GGEKTHI [pPH APYTHX —PECHUPATOPHBIX
3a00JIeBaHMsIX, TAKHX KaK aCTMa M XPOHHYECKOE OOCTPYKTHBHOC 3a00ICBaHHC
nerkux (XO3JI) [138]. V manueHToB ¢ MyKOBHUCLH/030M SKCTpEMaNbHas Kapa
MOXET BBI3BATH ONPEACICHHBIC TPYAHOCTH M3-33 O0C3BOXKHBAHUS M MOTCPH
COIM, a TaKKe MOTCHIMANTBHO YBEIHYHTH PUCK CHHAPOMA JHUCTAIBHOI
HHTeCTHHANBHOM o6cTpykuuu (CUO) [3][141].

Vcunenne HepaBeHCTBA, BBI3BAHHOC H3MCHCHHEM KINMATa, BEPOSTHO,
HOBNHSET Ha JI0el ¢ MB, 3110p0Bbe KOTOPBIX YK€ SIBHO MOJBEPIKCHO BIHSHHIO
CONMANBHO-)KOHOMIYECKUX (akTopos [122][127].

6.2. Kak cucmema 30pagooxpanenus: euusem Ha niaHeny

Best eATENBHOCTS YENOBEKA, BKIIIOYAs 3APABOOXPAHCHHE, BIHSACT Ha
IUTAHEeTapHBIE  DKOCHCTEMbI; 71 % BBHIOPOCOB, CBSI3aHHBIX C  CHCTEMOIt
3[PaBOOXPAHEHNUs, BO3HUKACT B LIEMOYKAX MOCTABOK M 29 % — U3 MPSIMBIX
HNCTOYHMKOB HA  OpraHM3alHOHHOM ypoBHe. (apmaueBTHdeckas -
MPOMBIIICHHOCT OTBETCTBEHHA 3a 12 % BBIOPOCOB, CBSI3aHHBIX C CHCTEMOIt
3apaBooxpanenus [137].

BoszeiicTBre 31paBOOXPAHCHHS HA OKPYKAIOIIYIO CPeIy HE MOXET ObITh
OTHECEHO K MAIMCHTAaM C XPOHHICCKUMH 3a00JICBAHISIMH, U OHH HE MOTYT HECTH
WM BOCHPUHMMATH OTBETCTBEHHOCTb. CHCTEMa 3IPABOOXPAHCHUS MOXET U
JIOJDKHA YMCHBLINTH CBOC BO3JCHCTBHE HA IUIAHETY, MPOAOIDKAs IIPH 3TOM
[PEOCTABISITE  BBICOKOKAYCCTBEHHYIO MOMOILIE. OTBETCTBEHHOCTH 3a JTOT
GamaHC HECYT [UPCKTHBHBIC OPraHbl, MOIWTHKH M (papMalleBTHICCKAs
[IPOMBIIUICHHOCTE. PaGOTHHKY 3/[paBOOXPAHEHHS TAKIKE TODKHBI OCO3HABATH
CBOK HMHIMBHIYaJIbHYI) OTBETCTBCHHOCTh 3a COJCICTBHE yCTOHYMBOMY
passutnio (yrBepxaeHue 14).

OCBEJOMICHHOCTb O BO3JCICTBUM 3APABOOXPAHCHHSI HA OKDPYKAIOLIYIO
cpey MOXeT ObITb HH3KOI Cpel LIMPOKOTo COOOILIeCTBAa MO BOMPOCAM
MYKOBHUCIIHI03a M HE MOXET CUMTAThCS BBHICOKUM mpuoputeToM [142]. Jlns
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COﬂCﬁCTBHH HU3MCHCHUAM HSO6XO£[I/[MLI HUCCIICOOBaHUA MHEHUI TAMUEHTOB WJIN
MEOUITUHCKUX paﬁOTHI/IKOB, a TaK¥Xe€ IMPOCBEUICHUE.

6.2.1. Cwmszuenue o30eticmeus

D¢ hexTHBHBIM CIIOCOO0M MHHUMH3ALUN BO3ACHCTBHS 3PaBOOXPAHCHHS
Ha  OKPYXAalOIIyl0  CpeQy  SIBISICTCS  MPEJOCTaBICHHE  BceoOmeit
BBICOKOKAYECTBEHHON MOMOIIHM, MOANEPIKAHUE 3[0POBbs TIOACH M CHUIKCHHE
HEOOXOANMOCTH B TOCHHTaNM3anuu. JIOCTHXKEGHHE OTHX Ieneil moMoraer
[DAlMeHTaM C MYKOBHCLHZO30M [PUHHMATh PEILICHHS, I03BOJIIOIIHC
MUHHMHU3HPOBATE UX BO3ACHCTBHE HA OKPYKAIOIIYIO CPELY.

Mepsl 1O CHIDKCHHIO BO3ICHCTBHSI CHCTEMBI 3[PAaBOOXPAHCHMS Ha
OKPY)KAIOLIYyI0 ~CPedy 9acTo0 MPUHOCST IONb3Y 3A0POBBIO KAk Ha
NHIMBHAYalbHOM, TaK M HAa [OMYSIMHOHHOM yPOBHE. YIIydIICHHE
UCIONB30BAHMUSI  JICKAPCTBCHHBIX ~ MPEIApPAaTOB  COKPAIIACT  OTXOABI U
CrocoOCTBYET COOMIOACHHIO PEKUMA JICUCHHSI, COKPAIIAst BHIOPOCHL yriaepoaa i
3arps3HONMX BemecTB B atmocdepy [143]. BupTyanbHble KOHCYNbTAal[UMH
MOTYT COKPATUTh KOJIHMYECTBO MOE3I0K, HO Ka4eCTBO MEAMIHHCKOH MOMOIIH
JIOJDKHO OBITH COXPAaHEHO, KaK yKa3aHO BO BTOPOM CTaThe ITOH cepuu [2].

6.2.2. CokpaujeHue 4ucia 20CRUMAIU3ayuil U OMxo008

CokpalleHHe 0TX00B HAUHHAETCS Y HCTOYHHKA H TIPOIOKACTCS MO BCEH
LEMOYKEe MOCTABOK. YCTOIYMBOE MPOU3BOACTBO M IIOCTaBKA JIEKAPCTBEHHBIX
cpeacTB TpeOyIoT HCHOIb30BAHUS BO30OHOBISIEMBIX HCTOYHHKOB DHEPTHH,
HKOJIOTHYHON YNAaKOBKH, ONTHMAIBHOTO YNpPAaBICHUs 3allacaMM CO CTOPOHBI
JMUCTPHOBIOTOPOB, a TaKKEe HAMIEKAIIEr0 HA3HAUCHMS M OTIyCKa
NIEKapCTBEHHBIX  mpemapatoB.  COBMECTHOE  NPHUHATHE  PEUICHUH U
BMEIIATENIbCTBA, YYUTHIBAIOIIHE OCOOCHHOCTH MAIMEHTA, BEPOSTHO, OKAKYTCS
Hanbonee YCHEIIHBIMH B COKpPAlICHHH HEPAlMOHAIBHOTO HCIOIb30BAHUS
JIeKapCTBEHHBIX mpenapatoB [144]. Aspo30ibHbIe TO3UPYIOIIHE HHIAISATOPBI
(A1) B HacTosimiee BpeMsl COAEPKAT Pa3IMYHbIC TMAPHUKOBBIC Tasbl. THIIBI
HCHOIb3yeMBIX MHTAISTOPOB 3HAYMTENBHO PA3IMYAIOTCA B PA3HBIX CTpaHax
EBpombl, 4YTO yKa3blBA€T Ha BO3MOXKHOCTH I H3MCHEHUS MPAKTUKH H
cokpaienus BbIOpocoB [145]. Jlromm ¢ MB, Brimouas fgeTeif, IOMKHBI
Y4acTBOBATh B NMPHHATHH PEIICHHII OTHOCHTEIBHO YCTPOHCTB, yaenss ocodoe
BHHUMAHHE CMIOCOOHOCTH PETYJISIPHO U MPABHIBHO MX UCHOIb30BATb.

Pemaroniee 3Ha4eHNE IMEET 3HAHHE MEANIHHCKHX PAGOTHUKOB O MECTHBIX
WHULMATHBAX 10 mepepaboTke oTXoxoB. KpymHoraGaputHas —ymakoBKa
(HampuMep, GIMCTEPBI) K OTXOBI C BBICOKHM YPOBHEM BO3/IeHCTBUS (HaIIpHMeD,
AJIN) mpenctaBiastoT coboif MOTEHIMANbHBIE OOBEKTHI I MepepaboTKH U
TPaBHJILHON yTHITH3ALHN.

UpesBbluaiiHas CHTyalus, CBS3aHHAs ¢ M3MCHEHHEM KJIMMaTa, COBIAJa C
CepbEe3HBIMH H3MECHEHUSMH B JICUCHHN MYKOBHUCIIHI03a, BBI3BAHHBIMU ITUPOKUM
pacnpoctpanennem teparun  CFTR Momynsropamu, a Takke H3MEHECHHAMHI B
MOZeNsAX JiedeHus, BbI3BaHHbIMH maHaemueii COVID-19. BuprtyansHsie
KOHCYJIBTAI[HH, yIaNCHHBIH MOHUTOPHHT U COKPAIICHUE YaCTOThI KITMHHIECKHX
OCMOTPOB MOTYT IOTEHIHAIBHO COKPATUTh BEIOPOCHI, CBSI3aHHBIC C TIOE3IKAMH.
XoTs 9Konormueckue (HaKTOpbl BAXKHBI, OHH HE JMODKHBI TNPHBOAUTH K
U3MEHEHMSIM, KOTOpBIE CTaBAT TMOJA Yrpo3y KaueCTBO OKa3bIBAEMOit
MeAUIHUHCKO# momomu. Hampumep, npucyTCTBHE Ha COBEMIAHHUAX BAKHO JUIS
MEINIHHCKHX PabOTHUKOB JUIS TIOAAEPKaHUS MPO(ECCHOHATEHOTO Pa3sBUTH,
HO KOMaH/IBI CIEHATUCTOB 110 MB JOMKHBI 3a1yMaThCs U CBECTH K MUHUMYMY
aBHAIIEPEIICThI, €CITH 3TO BO3MOXKHO.

6.2.3. Meduyurckue KoOMaHObl KAK 3AUUMHUKU

KomaHzp! crieruanncToB Mo MyKOBUCIU03Y HMEIOT BCE BO3MOXKHOCTH ISl
MOBBILMICHHST OCBEIOMICHHOCTH 00 YKOJIOTHYECKHX MPOOIEMax U MOJICPIKKHI
nepemer. dapManeBTHUECKAs TPOMBIIUICHHOCT M 3JPABOOXPAHEHHE, INPH
HOCPKKES MCIULMHCKIX PAaOOTHUKOB, JODKHBI CTPEMUTHCS K COKPAILICHHUIO I
CMSATYCHHIO BO3ICHCTBUS HA OKpYKaromyto cpeny. CTpaTeruu ncciaemaoBaHuit
JOJDKHBI M3y4aTh MHCHHE [AUMCHTOB O BIHMSHHUH OKpYXXaromleil cpeasl Ha
310pOBBE. YUET BEIOPOCOB M OTXOLOB B chepe 3ApaBOOXPAHCHNUSI JOJDKCH CTATh
HEOTHEMJIEMOH YacTbI0 IIOBCCAHCBHOW MNPAKTHKM M HAWTH OTpaXCHHE B
PEKOMEHAALHAX 10 MOJICPIKKE MALMEHTOB ¢ MyKOBHCLHIO30M M CHIDKCHHIO
BO3CHCTBUS MEAUUIHCKON IOMOIIY Ha OKPYKAOIIYI0 CPEIy.

7. Y4yacTHe B HCCJIeOBAHHSAX MYKOBHCIH1032

7.1. Ipueneuenue 3auHmepeco8antbix CmopoH st ONPedeieHusi nPUOPUMEmos
uccnedosanuil

Alan Smyth, Sylvia Hafkemeyer

Ipuopurerst HCCIeI0BaHUIT TpaJUINOHHO OTpeeIsIINCh
aKaJeMH4YeCKIMH  HHTEpecaMd  HCClefoBaTelneil, myTaMH  pa3paboTKh
JIeKapCTBEHHBIX IpenapaToB u (HHAHCOBBIMU CO0OpaXKEHUSMHU
(apmareBTHYECKOIT MPOMBILIICHHOCTH. B mocneiHue roap! Bpauu U MalueHTh
¢ MyKOBHCLIHIO30M Bce dYame paboTaloT BMeCTe C  APYTUMH
3aMHTEPECOBAHHBIMH ~ CTOPOHAMM  JUISl  COIVIACOBAHMSI  NMPHOPUTETOB
HCCICAOBAHMII W TpHBICYCHUS (UHAHCUPOBAHUS JUIS PCIICHHUS OTHX
OPHOPUTETHBIX  3agad.  EBpomeiickas — opraHumsamus — HalUEHTOB  C
mykosuciuno3om (Cystic Fibrosis Europe (CFE)) ctpemutcs ocBeniats TOYKy
3peHUs MAIMEHTOB B JIIOOBIX Pa3pabOTKaX MO YIYYIICHUIO MEAMIHHCKOI
nomomu. Peneparmst CFE yupenuna o0ImecTBEHHO-KOHCYIbTATUBHBIH COBET
mo Bompocam Mykoeucuugoza (OKC) u  uccremoBaTenbCcKyr —TIpymmy
opranmzaimii mauuentos (UI'OIl) anst cTUMynHpOBaHMS —HCCICAOBAaHMIT
MYKOBHCIH/I032 B COOTBETCTBHH C MOTPEOHOCTSMH M IPUOPHTETAMH
coofuiecTBa IO BONPOCaM  MYKOBHUCIMAO3a.  OTa  OOS3aHHOCTH
pacmpocTpaHseTcs Kak Ha (pyHIaMEHTaIbHYIO HAayKy, TaK U Ha HCCIIEOBAaHHs, B
GoJbILeii CTENeHH OPHEHTUPOBAHHBIC HA MALHEHTOB, O UM CBHIETEIbCTBYET
©KETOJHBIH CHMIIO3HYM TMOJ DPYKOBOJACTBOM MAlMEHTOB Ha KOH(EpeHIMH
EBpomneiickoro obmiecTsa 1o KHCTo3HOMY (GuOpo3y 1o ¢yHIaMeHTaNIbHOI HayKe

382

JKypnan no kucmosnomy ¢ubposy [Journal of Cystic Fibrosis] Tom 23, I'nasa 3, cmp. 375-387, Maii 2024

(ECEFS Basic Science Meeting.).

Omnpoc 1o mpuopUTETaM UCCIIEI0BaHMA, TpoBeneHHbIi Geaepauneii CFE B
2021 romy cpeau OpraHMU3ALMH-YICHOB, BBISABHI PA3IHYHbIC TOUKH 3PEHHUS HA
HCCIEN0BaHM B 00JIACTH MYKOBHCLHIO3a B cTpaHax BocrouHoit n 3amaanoit
EBponer. B BenukoOpurtanun Anbsuce [[xeiimca Jluuga (AJUJT) sBasercs
KaHaJoM OO0BEIMHEHMs COOOIIECTBA IO BONPOCAM MYKOBHUCIMAO3a JUIS
COTJIacOBaHMsA  NPHOPUTETOB  HccnenoBanui.  Mummmatusa AJIJI  nmo
MYKOBHCIHO3Y COCTaBHIAa CHMCOK M3 10 IPUOPHTETHBIX HANpaBICHUIT
uccnenoBanuii [146], n BnocneacTsun rpynmna oOGHOBHIIA 3TOT CIHCOK ITOCIE
pacuupenus goctyna K tepanuu moayastopamu reda CFTR [27]. Ha moment
nepeoro mnpumeHeHus AJIJI TONBKO TPeTh HPOBEACHHBIX KIHHHYECKHX
WCTIBITAHUI  COOTBETCTBOBalZa mpuoputery anbsuca AJJJI [147]. B
obnoBneHHbIx npuoputerax AJIJI a obmactn mykoBucuugosa 45 % uz 1400
y4acTHUKOB Oby n3 BemukoOpurannu u nout 40 % u3 apyrux crpan EBpomnsr,
B JIONOJHEHHE ¢ ydyacTHHKaMH H3 CeBepHOHl AMEpHKH M ABCTpala3hH, 4TO
yKa3blBaeT Ha TI0OanpHEI OxBaT [27]. DTO cTano BO3MOXKHBEIM Oraromaps
noanepxkke opranusamuu CFE u oprannsannii manmeHToB, KOTOPBIE EPEBENH
U TpOABMramM  TpoBeAeHHMe  ompocoB.  OpraHusanus — TanHEHTOB
BenukoOpuTaHUM OTpearnpoBaga Ha TH IPUOPUTETHI, BblAenHB Gomee 10
MHJUTHOHOB (JyHTOB CTEPJIMHTOB Ha ()MHAHCHPOBAHUE UCCIICIOBAHHIT B TEUCHNE
5 JeT, u, YTO BaXKHO, 3TO HAMPSIMYIO MPHBENIO K BBIICICHHIO JOMOTHUTEIBHBIX
13 MUIIHOHOB (D)YHTOB CTEPIMHIOB U3 FOCyAapcTBEHHBIX (oHmoB [148].

OTOT mpuMep WITIOCTPUPYET, KaK OPraHM3aluM ITAlHEHTOB MOTYT
HCHOIb30BATh TPUOPHTETH TMALHEHTOB ISl TMOJMYYCHHS OMONHUTEILHOTO
(hMHAHCHPOBAHMS OT IIPABUTEIBCTB.

B gpyrnx uwacTAX MHpa MCHOONb30BAINCh MHBIE TOAXOABI K -
B3aMMOJCHCTBHIO C MAlMEHTaMH. AMEPHKAaHCKMH (OHA MyKOBUCIHI03a
CTPEMHTCS TIOBBICHTH BOBJICYEHHOCTh MAIIUEHTOB B HCCIICIOBAHUAX M IPOBEI
OMPOC MALMEHTOB U UX CeMeH, YTOOBI BBISIBUTH HEJOCTATOYHO MPEICTABICHHBIC
TEMBI HCCIIEI0BaHNii, KOTOPbIE UMEIOT IS HUX 3HadeHue [149].

B Hupepnangax ObLIO HanaeHO COTPYAHHYECTBO MEXIY MAl[USHTAMH C
MYKOBHCIHIO30M, POJHUTENSIMH, MCCICAOBATEIAIMH M BpauyaMH, B pPaMKax
KOTOPOTO Henpo(heCcCHOHANbHBIC YYACTHHKH MPOILTH UHTEPAKTUBHOE OHJIANH-
obyuenune no uccaegoBanusm [150]. B pesympraTte ObLI COCTaBICH CIHUCOK U3
ISATH JTy4YIIUX TeM I8 MCCleNoBaHHil. B KoHe4HOM wurore oOHM ObLTH
00BeIMHEHB! B OJHY TPAaHCIALMOHHY0 mporpammy moj HaszsanueMm HIT-CF,
KOTOpasi BIOXHOBMIIA Ha pa3paboTky ¢unancupyemoro EC mpoexra «HIT-CF
EBpomnay, 1enpi0 KOTOPOTO SIBISETCS] HAXOXKACHHE HOBBIX METOJOB JICUCHHUS

OCHOBHOTO Je()eKTa MyKOBHCUHIO3a C HCIOJB30BAHHEM TCXHOIOTHH
KHIIEYHBIX OpraHonaos (www.hitcf.org).
OGyueHre  HEMPO(ECCHOHANBHBIX ~ YYaCTHHKOB [0  BOIPOCAM

I/[CCJ'ICE[OBE[HPII‘//I TNPEACTABIACTCA PAa3yMHBIM W MOXKET TIIPUBECTH K 6onee
COACPIKATECIIBPHOMY YIaCTHIO, HO MOXKET CAEIATh UX MEHEE PEIIPE3CHTATHBHBIMU
C TOYKH 3pC€HHUS H3JI0KCHHUSA CBOHUX B3IJIA0B. HPOBCHCHHOS B Uramumn
MEPOIIPUATHE o pacCTaHOBKE TIPUOPUTETOB moKasaio, 4qTo
HerOqJCCCI/IOHaIH)HBIC YYaCTHHUKH, TMIPOMICOAUINEC 06yquHe II0 BOIIpOCaM

HCCICIOBAHNUS, OTAABANM I[PHOPUTET TeMaM OTIMYHBIM OT TEX, 9YTO
HMHTEpPECOBAaIM TPYINy, HE MNPOXOJAMBIIYI HHKakoro oOyuenus [151].
JleHCTBUTENBHO, MOTYT — CYLICCTBOBATH — PA3iIMYHBIC  TOYKH  3PCHHS,

00yCIOBICHHBIE HEOJHOPOIHBIM JOCTYIIOM K TEPAlNH B €BPOMEHCKIX CTpaHaX.
ITosToMy, BEepOSITHO, CyHIECTBYIOT JOMOIHHUTENBHBIE BO3MOXKHOCTH i1t Gosee
LOIMPOKOTO  B3aUMOJCHCTBHS  MOCPEICTBOM  OHJIAWH-OMPOCOB H  Goiee
MOAPOOHBIX  OOCYKISHHH C HEOONBIINM YHCIOM HEmpo(hecCHOHATBHBIX
YYaCTHHUKOB, TIPOLISANINX 00y4eHHe O BOIPOCAM UCCIICIOBAHUS.

B GbicTpo MeHsromIeics HCCIeq0BaTeIbCKOI Cpeae B3aHMOJACHCTBHE C
COOOLIECTBOM MO BOMPOCaM MYKOBHCLHI03a SIBISETCS O00A3aTEIbHBIM, MU
HUMEIOTCSl yOequTenbHbIe J0Ka3aTeNbCTBA 3HAYUTENBHBIX YCIEXOB B 3TOM
HAMpaBICHHU 3a MOCTCAHEE MCCATHICTHE, HAMpPABICHHBIX HA TO, YTOOBI
MOCTaBHTh TALMEHTOB C MYKOBUCHMIO30M H HUX CEMbH B IIEHTP
HCCIIEI0BATEIbCKUX HHUIIHATHB.

7.2. Codeticmeue yuacmuro 8 ucciedo8anHusx

Gwyneth Davies, Damian Downey, Barry Plant

Bxiaj el ¢ MyKOBHCIHIO30M B HCCICAOBAHHS BHIXOAHUT 33 PAMKH -
y4acTUs U OXBAaTHIBACT BOBJICUCHHE MALMCHTOB U oOmectseHHocTd (BIIO) Ha
OPOTSHKEHMM ~ BCETO  [MKIA  ncciefoBanms.  CymecTByeT — HEXBaTKa
HCCIICI0BAHUM, MOCBSIICHHBIX H3YYCHUIO KM3HCHHOTO OIBITA HCCIICTYyeMOTO
coolIecTBa MyKOBHCHHAO3a. YacTo uccneaoBaHus (OKYCHPYIOTCS Ha
[PUOPUTETAX HCCICIOBAHUS Ul IAMUCHTA/INIA, OCYLICCTBISIOMEIO YXOT
[146][151]. Ilpu oueHKe TOYEK 3PEHHUS MAIMEHTA/NULA, OCYLICCTBISIOUIETO
yX07, GOIBIIMHCTBO MALNUCHTOB ¢ MYKOBHCIHAO30M H JIHII, OCYLICCTBISIOLINX
YXOZ, BBIPAXAIOT YIOBICTBOPCHHE TEM, KaK TCPYIIbl HCCICAOBATEICH
CIPABHIIMCH C HAYAIbHBIMH OTAllAMH HX YYacTHs, OJHAKO IPEIOCTABICHHE
pe3ynbTaToB y4acTHHKaM ObLT0 HegoctatouHo dS¢dextuBHBIM [152], a
HEIOCTATOYHAs] KOMMYHHKALHS BOKPYT HPOLECCA COMMACHS M HEOOXOAMMOCTD
6oJtee MPOCTOTO SI3bIKA/KPATKOCTH OBLIM OTMEYEHBI Kak mpodiems [153].

HccnenoBanus B o6nact MB 10mKHBL GBITH HAIIPaBICHBI HA TO, YTOOBI
OTpakaTh BCE MHOr00Opasme Iofeil ¢ MyKOBHCHHAO30M (yTBepxacHHe 15).
IMoxo3peHne MM HEOBEPUE K HCCICAOBAHISIM 6OJIee PaCIPOCTPAHEHBI CPEAN
STHHYECKHX MEHBIIMHCTB C XpOHHYecKHMH 3aboneBanusmu [154]. Taxxe
B&)XHO, 4TOOBI JETH € MYKOBHCLHA030M OBLIM BKJIIOYCHBI BO BCE JTallbl
HCCIICI0BAHMUM, YTOOB! YTy 4IINTh MOHMMAHHE 3a00ICBAHMS M IPUHECTH HOJIB3Y
BCEM JCTSIM ¢ MYKOBHCIH030M [155]. Viydinenue paBHOIPaBHOIO HOCTYIA K
KITHHAYECKHM HCCIEJOBAHMSIM U OOecIedeHIe HHYOPMUPOBAHHOTO COITIACHS C
4eTKON KOMMYHHKAINEH HMCIOT )XH3HCHHO B)XHOE 3HAYCHUE IS BCEX IPYIIIL.

MoryT CymecTBoBaTh INPCHSTCTBUS JUIS Y4YacTHs B HCCICAOBAHHIL
TIpOTOKOIBI KIMHUYECKHX HCCICAOBAHMN YaCTO BKJIIOYAIOT OTPAHHYCHHUS IO
BO3pAaCTy M COIYTCTBYIOLIMM 3a0O0NCBaHMSIM. OTH OrPaHHYCHHS MOTYT
HOBIHATH HA BO3MOXKHOCTH OOOOLICHHS PE3yNbTATOB HA BCIO MOIMYISIHUIO.
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Ipu4nHBl HEZOCTATOYHOM IIPCACTABICHHOCTH OMPEICICHHBIX TPYII MOTYT
OBITH CBs3aHBI C reorpadueil WIM XapaKTEPHCTUKAMH MAIHCHTOB. [ pymms
HCCIeI0BATeNCH [OKHBI YYMTBIBAT M IIPEOJOJICBATH IMPELYyOeKICHNS,
KOTOpPBIC CHIDKAIOT Y9YacTHe, HANpPHMEP, STHHYCCKYK IPHHAUICKHOCTH U
(DMHAHCOBYIO HEIOCTYIHOCTh, OCOOCHHO ISl TEX, KTO JKMBET B OTHAJICHHBIX
paiionax [153][156].

V4acTue B KITHHUYECKHUX HCCICIOBAHIMSIX MOXKET OBITh OOPEMEHUTEIBHEIM,
9TO MOXET OrpaHHYMBATh pAaBHBIC BO3MOXHOCTH ayisi ydactusi. Cerb
KIMHHYECKUX MccnenoBanuii  EBpomelickoro o0mecTBO MO  KHCTO3HOMY
¢ubposy (ECFS-CTN) nbitaeTcss MUHIMHU3HPOBATH HATPY3KYy, BKIIFOUast MHEHUS
MAlMeHTOB M HX CEMeil NpH PacCMOTPEHHH MPOTOKOJIOB KIMHHYECKHX
HCCICIOBAHUN, KOTOpele OyayT mpoBoguthest B Espome.  Kpurepuun
HEBKJIIOYCHHS JTOJDKHBI OBITh aCKBATHBIMH, OCHOBAHHBIMU HA H3MCPCHHBIX
pesyapratax u (ase wucciaemoBanus. CieQyeT NPHIOKHUTH yCHIMS s
PACIIMPEHNUs y4acTHsl TaM, IJe 9TO LEeIeCO0OpPa3sHO, ¢ MOMOMLIBIO TOPOKHON
KapThl U1 CBOCBPEMCHHOM OLCHKH, HANPUMEp, B MIIA[UINX BO3PACTHBIX
rpymnmax. Perymupyromye opransl 00S3bIBAIOT KOMMEPUYECKHE HCCICIOBAHMS
BKJIIOYATh B CBOH IPOTPAMMBI IIIAHEI [IEAHATPUYCCKHIX UCCIICIOBAHUM.

HaupoHanbHBIe W MEXIYHApOJHBIC CETH KIMHHYCCKHX HCCIICIOBAHUN

MOTYT TECHO COTPYAHMYATh JUIS COACHCTBHSA IIHPOKOMY HOPTQEIIOo
KIMHHYECKUX  HCCICAOBAaHMII M B3aUMOJCICTBOBATH C  KIIIOUEBBIMH
3aMHTEPECOBAHHBIMH ~ CTOPOHAMHM, BKIIIOYas COOOIIECTBO 110  BOMPOCAM

MyKOBHCLI/I03a, HA PAaHHHX JTalaX M 4acTo [0 Mepe pa3pabOTKH IIPOrpamm
[157] (yrBepsknenus 16 u 17).

Jltst obecriedeH st HHKIIFO3HBHOCTH U PABHOIIPABHUS HOCTYIIa HEOOXOAMMO
POBOAUTH HMH(MOPMALHOHHO-PA3BICHUTEIBHYI0 pPAbOTy II0 PACIIMPEHHIO
KIMHHYECKUX UCCIEAOBAHMIT IS JIHI U3 CTPAH C HU3KUM U CPEIHHM YPOBHEM
I0X0Ja, MHOTHE M3 KOTOPHIX CTPAfal0T OT OTCYTCTBHSL [OCTYNA WIH
coorBeTcTBHs KpuTepusm st monydernss CFTR MOZyIsITOpOB MM KOTOPBIM
ele He mocTaBieH auarHos [115][157].

VBenuueHHe pacoBOrO M ITHUYECKOTO PAa3sHOOOpasusi B PyKOBOACTBE
HCCICIOBAHMSAMI, TPYIIAX HCCIeqoBarteneii Takke OyAeT HMETh BaKHOC
3HAYCHHE A7 Pa3pabOTKH IIPOCKTOB HCCICAOBAHMUH, KOTOPBIEC OyIyT BKIIOYATh
JIML, KOTOpBbIC OBUIM HEINPOMOPLHOHAIGHO HCKIIOYCHBI W3 IPEABLTYIINX
uccnenoBanuii [157].

7.3. Pecucmpul agnsromes Opaugepom OJis NOGbIULEHUS KA1ecmed

Gwyneth Davies, Egil Bakkeheim

Peructpsl mamuenToB ¢ MB  ABIAIOTCA KIIOYEBBIM PECypcoM s
COOOIIECTB 110 BOIPOCAM MyKOBHCIHI03a, PEAOCTABIISAS MOIHBIH HHCTPYMEHT
JUISL yTy4LICHHs] Ka4ecTBa M MCCIENOBAaHMHA. PerucTpsl coOMpaloT maHHBIE OT
COTJIacHBIINXCs manueHToB ¢ MB B GesomacHoMm xpanmnumie. EBpomneiickuit
peructp manuenToB ¢ MykoBucuugoszoM (ECFSPR) coGupaer manusie Gonee
yem 54 000 marmentoB ¢ MB mu3 40 ctpan EBpomsr (mpumepHo 75 % u3
JIOCTYIHBIX €BPOMEHCKHX CTpaH, cornacHo ompeneneHuio BO3). lanubie o
MAIMeHTaX  PETHCTPUPYIOTCA  IyTeM MepeJayd M3  CYIIECTBYIOIIHX
HAIMOHAIBHBIX PETHCTPOB MANKEHTOB ¢ MB MM U3 NHANBUIYaNbHBIX OTYETOB
U3 LEHTPOB 1o BompocaM MB B cTpaHax, Tie HET HALIMOHAIBHBIX PETHCTPOB
[67]. Esxeromueie OTYETHI U3 PETHCTPOB MOTYT 0000IaTh AeMorpadudeckue
JIaHHBIC U JAHHBIC O COCTOSHUM 3J0POBbs Ha yPOBHE MOIYIISILIHH, TAKHE KaK -
MHKPOOHOJIOTHS JBIXAaTENbHBIX IyTeH, (YHKIHUS JETKHX, CTAaTyC IUTaHHs,
JIaHHBIC O JIEYCHWH U NPOTHO3bI BBDKMBAEMOCTH. DTH OTYETHI JOJKHBI OBITH
JIOCTYITHBI MALIUEHTaM C MyKOBUCIMI030M, @ TAKXKE KIMHHYECKOMY M HAYYHOMY
cO00LIECTBY.

JlaHHBIE PETHCTPa MMEIOT HECKOJIBKO MPEHMYIIECTB, BKIIOUAs OOIbIIOE
KOJIMYECTBO JIOZICH, BBICOKHH YPOBEHb OXBaTa MOIYJSLUH, CIIOCOOHOCTH
OBICTPO pearupoBaTh HA YPE3BBIYAMHBIC CHUTyallMH, TaKMe KaK TIOOambHas
margemust  COVID-19  [158], u BO3MOXHOCTH ISl JOITOCPOYHOTO
nocnenyromero  Habmrogenuss  [160].  Ilpumepamu  mccnemoBaHuit ¢
HCHOIb30BAHUEM JAHHBIX PETHCTpPA SBISIOTCS MPOTHO3MPOBAHHE H3MEHEHHN B
eMorpaMYecKUX XapaKTepUCTHKax momymsuuu [161], mporHosmupoBanue
KIMHHYECKUX HCXOAOB, OIEHKAa MEAMLIHMHCKHX TEXHONOTMH M  TIOCT-
PETUCTPAlIMOHHBIX ~MCCIenoBaHHil Oe3omacHocTH. B permcrtpax moryr
paccMaTpUBaThCSl BOMPOCHI HUCCICAOBAHMS, KOTOPbIE HEBO3MOMKHO PEIIHTH B
paMKax PpaHZOMH3HMPOBAHHBIX KIMHHYECKHX wuccienoBanuii (PKU), wmn
KOTOpBIE elle He MpoBoauiuch [163]. Peructpsl nannentos ¢ MB Taxske MoryT
OBITb MCIONB30BAHBI JUISI TOANEPKKH OCYLIECTBUMOCTH — KIMHHYECKHX
UCTBITaHUI (HalpUMep, KOINYECTBO MOTEHINANBHO MOAXOAANIMX MALUEHTOB B
COOTBETCTBUM C ONpPEJEICHHBIM I'€HOTHUIIOM) U NPOBEACHHS HHHOBALMOHHBIX
MParMaTHYHBIX PAHAOMU3HPOBAHHBIX KOHTPOJIBHBIX HCCIIEJOBAaHHH HAa OCHOBE
peructpo (nanpumep, ucnsitanusi CF START u CF STORM, pasmeniess! B
peructpe nauueHtos ¢ MB B Benuko6purtanun).

KauecTBO DaHHBIX M YNPaBICHHE UMH SBISIOTCS KIIOUEBBIMU (haKTOpaMH,
IpH 3TOM 0c000€ BHHMAHHE yIENAeTCsl aAeKBaTHOW MOATOTOBKE, XOPOIIEMY
00CITy)KMBaHHIO, BHYTPEHHHM  MEXaHM3MaM  KOHTPOJIS  KauecTBa M
JIONTOCPOYHOH ~ yCTOMYMBOCTH  Ha  HagexHoi  maatpopme  [164].
MesKIyHapoJHbIE COMOCTAaBICHHA M OOBEIMHEHHE AAHHBIX PETHCTPA MOTYT
MOMOYb MOHSATH BIHSHUE YPOBHS CHCTEMBI 3APABOOXPAHEHHUs HA HCXOABI [164].
Mexny peructpamu MB MoryT cymecTBOBaTh pa3iuuusi B TOAXOAAX K
OMpeeNIeHNsIM MoKa3aTenei (Tak jke Kak U B JOCTyIe K JIEKapcTBaM U 0a30BBIM
CHCTEMaM 3]pPaBOOXPAHEHHMS/CTAHAAPTAM OKAa3aHHS MEIMIMHCKON IOMOIIH),
YTO CIEMYeT YYHTHIBaTh, €CIH MPEANONAraeTcsi MPOBOIUTH CPABHUTEIbHBII
aHamm3. ['o6ambHOE COTPYAHNYECTBO MEXK/Y PETUCTPAMH IO TIPEIOCTABICHUIO
oT4eToB 00 OCTphIX Mcxomax Bo Bpems maugemun COVID-19 npoasunyio
YCUNUSL 1O TapMOHH3alMH JaHHBIX [167]. TpaauumoHHO OTCyTCTBOBala
perucTpanus pe3yabTaToB JCUSHHs, COOOMAEMBIX MTAHEHTaMH, HO ceifyac psij
PETUCTPOB 3aHUMAIOTCSI TOH MPOOIEMOI.

PerucTpsl MauMEHTOB € MYKOBHCIMIO30M IIO BCEMY MHpY ChITpaiu
BaXKHYIO POJIb B TIOBBILICHHN KaueCTBA OKA3aHMUs TTIOMOIIH TIPY MyKOBHCLHIO3E.
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BEICOKOKAUECTBEHHBIE JAHHBIC PETHCTPAa OCTAIOTCSA KIHOYOM K MOHUMAaHHIO
Hactosimeit u Oyaymed smmmemuonornn MB Ha Omaro Bcex mroaeit ¢
MYKOBHUCIIHZIO30M U HX KIMHUYECKUX KOMAH/ CIIeNuanucToB (yTBepxacHue 18).
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8. 3akuoueHue

DTO UTOrOBask CTaThs LIMKJIA 0 OOHOBICHHUIO CTAaHJAPTOB M0 OPraHU3ALNN
MOMOIM JIIOASAM C MYyKOBHCHMIO30M. TOT (hakT, 9TO MJaHHAs CTaThs
«[lnanupoBanue Gomee  MPOMOKUTENBHOW  JKM3HM»  OblTa  COYTEHA
HE00XOIUMOM, TOTYEPKUBACT, HACKOIBKO MPOJBUHYIIOCH JICYCHHE MALINECHTOB C
MYKOBHCIIHZIO30M 32 IOCTIEAHEE AeCATUIETHE. B 0OCHOBE 3TOr0 mporpecca nexat
HECKOJIBKO (hakTOpoB, HanbosIee 3aMETHBIM U3 KOTOPBIX SIBISETCS MOBBILICHHE
nocrynuoctr Tepamun CFTR Momynstopamm [ MHOTHX MAlHEHTOB C
MYKOBHUCIIHZIO30M.

Io Mepe TOro, Kak MEHSIETCSI CHTYALHsI ¢ MyKOBHCIIMI030M, IIPETEPIICBAIOT
M3MEHEHHE HaJeXKIbl M CTPEMIICHHUS MAIlMeHTOB C 3THM 3a00JEBaHHEM U HX
ceMeii. B maHHOI cTaThe OTpaxkeHa HEOOXOAUMOCTD PacCMaTPUBATH MALIMECHTOB
C MYKOBHCIIMZ030M HE KaK «IPo0IeMy», KOTOPYIO HY)KHO PEIIHTh, a KaK yCIeX,
MOTeHIMad W ToJ0oC, KOTOpBIH HeoOXxoammo ycieimarte. Jlrogu ¢
MYKOBHCIMZO30M ¥ 0Ooilee mIMpOKOe cooOLIECTBO MO  mpobiemam
MYKOBHUCIHIO3a CTAJIM JBUTATENIeM TAKOTO MOAXO0/d, OTPAXKAIOLIEr0 MHOTHE
TEMBI, 3aTPOHYTHIC B 9TOW UTOTOBOW CTaThe. DTO MEPONpHUSITHE MOTPebOBaIO
LIMPOKOTO yYaCTHsI 3aHHTEPECOBAHHBIX CTOPOH M MPHUCITYIINBAHHUS K MHEHUIO
coobuiecTsa. [TareHTs! ¢ MyKOBHCIIMA030M CTPEMSTCS BHOCHTH CBOW BKIIAJ B
MIPHOPHUTETHBIC HAIPABICHHUS HCCICI0BAHNI U y4acTBOBATh BO BCEX MX JTalax.
Jlroau ¢ MyKOBHCIHI030M XOTST, YTOOBI MEAHIUHCKHE PAaOOTHUKY yBaXKaln UX
KaK JIMYHOCTEH M YUUTHIBAIM BIMSHNAC HAIINX ICHCTBUIT Ha OKPYKAIOLINIT MUD.

JKusHeHHBIE TPYAHOCTH BO3HHKAIOT y BCEX, HO Ii mojed ¢ MB stu
BBI30BBI OCOOCHHO CIIOKHBI U 000CTpeHbl. B 3TOit cTaTthe MbI MPOCIIEKUBAEM
MyTh MAalMEeHTa C MYyKOBHCIMIO30M Ha MHOTHX JTamax. Mbl ocBemaem
npoOaeMbl M JKH3HCHHBIE MOMEHTBI, KOTOpBIC BIHSIOT HAa MAl[MEHTOB C
MYKOBHCIIHIO30M, @ TAKXKe COOBITHS, KOTOPBIC TOJDKHBI PACCMAaTPUBATLCS U HA
MOAJCPXKKY KOTOPBIX JODKHA OBITh HAmpaBlIeHa KOMaHJAQ CIELHAINCTOB MO
MYKOBHUCIIHIO3Y, BKIIIOUYas BHI30BBI, CB3aHHBIC C CO3JIaHHEM CEMbH.

YeThIpe CTaThH, COCTABISIONINE JAHHYIO PaboTy, KacarTcs JIeYeHHs BCeX
MAHEeHTOB ¢ MyKOBHUCIHA030M. MBI IOHHMaeM, 4TO MOMYJISALHUS MALMEHTOB C
MYKOBHCIIMZIO30M  HEOJHOPOJHA, W  XOTSI  «IUIAHHpOBaHHE  Ooiee
MPOJOJDKUTEIBHOM KU3HWY SBISETCS JAOCTOWHBIM CTPEMJICHHEM /I MHOTHX,
JUTSL HEKOTOPBIX 9TO MEHEE PEaTCTHYHAS BO3MOKHOCTD. MBI 4yBCTBYEM 3TO, HO
CYUTAEM, YTO COOOLICHHS, COACPIKAIIIECS B ITOU CTAThe, AKTYaIIbHBI U TOJIE3HBI
JUIi BCEX MAIHMEHTOB C MYKOBHCIH/JO30M M KOMaHJ CHELHAINCTOB IO
MYKOBHUCIHIO3Y, IPEAOCTABISIONINX UM PEKOMEH/IALNH 1 JICYCHHE.

EBponeiickoe 0611ecTBO M0 KUCTO3HOMY (pUOPO3y MPOJOIKUT OOHOBIATE
CTaHJapTHI JICUCHHUs ManueHToB ¢ MB, u mepBoouepenHoil 3amaueil craHer
BHEJPCHHE TUX CTaHJapPTOB B MPAKTUKY. B xone manpHeimed paboTsl OyayT
M3y4aThCsl MOJETM OKa3aHWS MOMOIIM, a B OCHOBE 3TOro mpomecca Oyaer
NIeKaTh MIMPOKOE B3aUMOACHCTBHE C MAIMEHTaMH C MYKOBHCIHAO30M H HX
ceMbsiMU. Bakno, uro0b61 MB c000ILIECTBO BHOCHIIO 3HAYMTENLHBIM BKIAd B
HOBYIO CHCTEMY OKa3aHHsI IIOMOLIIH.

Mup MyKOBHCIHI03a M JKH3Hb IAIMEHTAa C MYKOBHCIHI030M IMPOLLIH
JIONTHIl TyTh, HO MHOTOE €I IPEACTOMT CJeTaTh. 3HAYMTEIbHAs KOTOpTa
MAHEeHTOB C MYKOBHCIHI030M HE MMEET BO3MOXKHOCTH MOJYYHTh TEPAIHIO
CFTR MonymsaTopamy MM HE COOTBETCTBYET KPHTCPHSAM. DTHM IMalHCHTaM
HEOOXOAMM JOCTYNl K MOJIYNISATOpPaM WM, €CIH OHH HE COOTBETCTBYIOT
KPHUTEpHUsIM, K aJbTepPHATHBHBIM TEPAIIEBTHYCCKUM BMEIIATENBCTBAM JUIS
WCTIPABICHHS OCHOBHOTO MOJeKyasipHOro naedexra. bBompmas paGoTa,
BBIXO[SIIAS 32 PAaMKH [aHHOTO MEpOIPHATHS, BEACTCS /Ul BBISBICHUS
OCYIIECTBUMBIX U () (PEKTUBHBIX MOAXOAOB. DTH BMEIIATEIBCTBA HE TOJIBKO
MPUHECYT MOJIb3Y MALMeHTaM, KOTOPBIM HE MOKa3aHa Tepamus MOLYJISTOPAMH,
HO ¥, BEpPOSTHO, obecreyar JajbHEHIIee yIydlIieHHe pe3ylbTaToB y TeX, KTO
YK€ MPOXOAMT 3Ty Tepamuio. BHeapeHue Tepamuu MOAYIATOpPAMH HE CTallo
KOHIIOM IyTH JICYCHHSI MYKOBHCIMI03a, HO /Ul MHOTHX IMPEICTaBIIeT COO0M
HOBBIH IyTb.

TanueHTsl ¢ MyKOBHCHMIO30M H JIMI, OKAa3bIBAIOIIHE MM IOMOIIb,
JIOJDKHBI TIPUHATH OOHOBJICHHBIC CTAHIAPTBI, M3JIOKECHHBIE B JTHX YETHIPEX
JIOKyMEHTaX, 4TOOBI B MOJHOW Mepe BOCIIOJIb30BaThCS MOTEHIMAIOM Ooliee
3I0POBOH JKH3HHU.

OueHka BKJIa/1a aBTOPOB

OCHOBHOW KOMHTET pa3paboTan CTPYKTypy Ml MEPONpUATHH H
OMNpENEeNHI HKCIEPTOB I MOATOTOBKM KaXIOro pasiena (BbIICNCHBI B
nokyMeHTe). Bcee unmensl QaxynabTera BHECIH CBOH BKIajg B IpOLEcC IO
Jlenbhuiickoif METOIO0NOTHH M KOHTPOJIHUPOBAIM HMTOTOBYH pabory. duona
JlanneBn okasana OOIIyI0 aJMHHHMCTPATHBHYIO MOMJICPXKKY H IOMOIJIA
COCTAaBHTh MEJMIUHCKHH TOKYMEHT B €IHHOOOPAa3HOM BHJIE.

3asiBjieHue 00 OTCYTCTBHHM KOH()JINKTA HHTEPECOB
v aBTOpPOB HE OBUIO 3asBIICHUN O KOHqJHI/IKTC HWHTEPECOB B OTHOIICHUU

HACTOsALICH paboThl. 3asBICHUSI O HAIMYHE HHTEPECOB KAXKAOrO aBTOpa 3a
npeieaMy HacTosel paboTsl 06001IeHb! B J{OMONTHUTENBHOM Tabnuue 4.

384

JKypnan no kucmosnomy ¢ubposy [Journal of Cystic Fibrosis] Tom 23, I'nasa 3, cmp. 375-387, Maii 2024

BaaropapHocrts

MBI G1arogapuM 3a MOJE3HBIE KOMMEHTApuH u Bkiag Dimsaber Kiapk,
Omunop bBeppoys, /[Dxeiimca JluttaByna u Asmmcrepa [ladda. ABTOpE
BBIpXKAOT Grarogaprocts OuoHe J[aHIeBH, KOTOpasi OKasala PeIaKTOPCKYIOo
HOICPKKY M KOOPJUHIPOBAIA KOHCYIbTaluu 110 J{enbhuiickoit MeTomomorn .
Ms1 Grarogapum KoMmasay KokpaHOBCKOIT TpyIIIEL T0 0630py MyKOBHCLHI03a
3a TOAACPKKY HAa NPOTSDKCHHHM BCErO IMPOEKTa. MBI Takxke BBIpaKaeM
6naromaprocts CoBery EBpomeiickoro ofmiectBa mo KHCTO3HOMY (Gubposy
(ECFS) u Opraunzauun MB Espomnsr (CF Europe) 3a nx moaaep Ky u BKIa.

ﬂOHOHHMTeﬂbele MaTrepuajbl

C IOIOTHUTENBHEIMI MAaTECPHATIAMH, CBS3aHHBIMH C HACTOSIICH CTaThbeil,
MOXHO  O3HAKOMHTBCS B  OHIAIH-BEPCHH, [JOCTYNHOH 10  agpecy
doi:10.1016/j.jcf.2024.05.007.
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