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bnaropaps nocTixeHUsAM B Tepalmuu KUCTO3HOTO (prOpo3a/MyKOBUCIIMI03a [TOKA3aTEN BBDKUBAEMOCTH IIPOLOI-
xaroT pactu. CKpHHUHT HOBOPOXKAEHHBIX IOJIyyaeT Bce Oojiee MIMPOKOe pacnpocTpaHeHue B EBpore, a eHTphl 10
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YEHMsI ONIPEEIAIOT OCHOBHBIE IPUHIIMIIBI KAYECTBEHHOM MOMOIIHN MPU MYKOBUCIIM03€ U MOAXO K OKA3aHUIO TaKoU
oMoty B EBpone. B 2014 rony onu noaBeprinch GpyHIaMEHTAIBHOMY IEPECMOTPY, PE3YJIBTaTOM KOTOPOTO CTaU
TPH JOKyMEHTa: 0a30Bble IPUHLIUIIBI, MEPHI [0 0OECIEYEHUIO KaueCTBa U KIIMHUYECKHE PEKOMEHAAUN. DTOT AOKY-
MEHT SIBJISIETCS IIepepaOOTaHHBIM M WCHPABICHHBIM M3IaHHEM IOCIEIHEr0 U BKIIOYAeT OOHOBJICHHBIE CTAHIAPTHI
MEePEOBOM MPAKTHUKHU JICYEHHUSI MyKOBHCIIUI03a C YIETOM M3MEHEHHI B 3TOH OBICTpO pa3BuBaroLIeiics cdepe.

JlanHbIi 0030p CTaHIAPTOB NEPEAOBOM MPAKTUKH, KACAFOIIUXCS CKPUHUHTA HOBOPOXK/ICHHBIX, IMATHOCTUKH, TIPO-
(hmmakTHyeCcKoTO JIeueHUs 3a00JIeBaHMI JISTKUX, TIUTAHUS, OCIOXKHEHUH, TPaHCIUTAHTAINY/ TTAJUTHATUBHON TTOMOIIN
Y TICUXOJIOTHYECKOU TOJJICPIKKH, OyAeT MoJe3eH Kak I MEIUIIMHCKOTO MepCoHaNa CTPaH, T/e JICYCHHEe MYKOBHUC-
[IM7103a TOJIEKO Pa3BUBAETCS, TaK U JJIS TE€X, KTO paboTaeT B CTpaHaX C YUPEKJACHHBIMH IIEHTPAMH TI0 JICUCHUIO MY-
koBHcHHI03a. JJokymeHT pa3padboran EBponeiickum obmectBom mykoBuctuno3a (ECFS) u omoopen CoobmiectBoM
o MykoBucuuao3y B EBponeiickoit nadopmanmonHo-cripaBoyHoii cetn mo yerkuM (ERN-Lung) u ee moxcern mo
myxosucuunosy (CF Europe).

KitoueBsie cioBa: MykoBucunzo3, CtannapTsl jJedeHus, Jleaenne pasnoro mpoduis, [lepenosas npaktuka, Metogndeckne peKOMeH 1a-
uuu, Koncencyc.
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1. Beenenune

Jonroe Bpems JiedeHHEM MYKOBHCIH03a OTpaHU-
YUBaJOCh paMKamu neauatpun. B 1940-50-x rr., korna
3HAHUS O MaroreHe3e 3a0oNeBaHMs ObUTH CKyOHBIMH, a
JiedeHre TPYAHOMOCTYITHBIM, Maj0 KTO W3 TAIE€HTOB
JokuBaj 1o B3pocioro Bo3pacta [1]. Ceroans curya-
1S U3MEHMIach. Bo MHOTHX cTpaHax JIeTH COCTAaBIISIOT
MeHee TIOJIOBUHBI TIOMYIISIIAN MTAITUEHTOB C MyKOBHUCITH-
JI030M, ¥ OCHOBHOE BHMMAaHME M CHJIbI IIOCTENEHHO IIe-
PEKITIOUAIOTCSl Ha Tepanuio W COMMAIBHYIO TONIEPKKY
B3POCIHBIX. DTO OTYACTH OOBSCHSAETCS TEM, YTO CIEKTP
KIIMHUYECKUX TPOSBICHUN MYKOBHCITUI03a IITHpE, YeM
TOT, KOTOPHII IpEeAIIoNaraics n3HadaabHo. Bee OombIiiee
3Ha4YeHHE MPHOOpeTaeT TMarHOCTHIECKOe H3yUIeHue de-
HOTHUIIOB, KOTOPBIE TPOSIBISIOTCS BO B3POCION >KHU3HH.
[Ipu 3TOM 3aMeTHOE yBENWYEHHE IOKa3aTelell BBIKH-
BA€MOCTH CBSI3aHO B TIEPBYIO OUEpelb C YIyUIICHHEM
neueHust. Co3ganre MHOTOIPOQIIIEHBIX IEHTPOB, Qop-
MHPOBaHUE KPYMHBIX SMHIEMHOJIOTHYECKHX 0a3 1maH-
HBIX, aKI[EHT Ha PaHHEW JUarHOCTHKE, U HOBBIE METOJIBI
Tepanuu, pa3paboTaHHbIE B XO/A€ JUHAMHYECKUX JI0-
KIIMHUYECKUX M KIIMHUYECKUX MCCIEIOBAHMIA, CHITPAITH
BRXHYIO POJIb B COBEPIIEHCTBOBAaHWU JieueHus. Cero-
HSI MHOTHE B3POCIIbIE C MyKOBHCIIUI030M, KOTOPEIE YK€
MIPOXKHITH OOJIBIIIE, YeM PACCUUTHIBAIN, BEILYT HOPMallh-
HYIO XU3Hb, paboTaroT win y4arcs. Hekotopeie co3nanu
COOCTBEHHYIO ceMbl0. [ Bce e HeCMOTpS Ha TIO3UTHB-
HBI HACTPOH, HAZI0 OTMETHTH, YTO B TOH TPyTIIE MaIlH-
€HTOB COXPAHSAETCS BBICOKAs 3a00JIeBa€MOCTh M pPaHHSS
CMEpPTHOCTh — OCOOCHHO 3TO XapaKTEepPHO IS TeX 4Ya-
cTeit EBpomsl, TJe AOCTYI K pecypcaM U MEAUIUHCKAM
yupexaeHus M orpanuueH [2-4]. CTaHaapTel opraHusa-
MW TIOMOIIY OOJIEHBIM M MX BHEAPEHHE IMO-TIPESKHEMY
MMEIOT TIEPBOCTETIEHHOE 3HAUYCHUE.

EBpormeiickoe obmectBo mykoBucuumosza (ECFS)
BCeT/a MPUIaBalio OTPOMHOE 3HAUE€HHE OKa3aHMIO Kade-
CTBEHHOH momo1uy, B cBsi3u ¢ yeMm B 2005 rony [5] u B
2014 romy [6] ObLTH OITYONUKOBAHBI JOKyMEHTHI 110 CTaH-
JapTaM OpTaHU3aIllii TIOMOITH OOTFHBIM MYKOBHUCITHIO-
3oM. [locnenHss Bepcus mpecTaBieHa TpeMs pabodnMH
IporpaMMaMy: HEOOXOUMBIE OCHOBBI JITsl paOOTHI 1IEH-
Tpa IO MYKOBUCUUIO3Y [7], MepenoBble KIMHUYECKUE
NPakTUKU [8] U yHpaBieHHE Kauye€CTBOM IpPH JICYEHHUU
MyKoBuciuaosa [9]. CrangapTsl ObUTH BEIpAOOTaHBI HA
0a3e KOHCEHCYca MUPOKOTO KPyra CHEeIHaINCTOB M0 My-
KOBHUCIIHI03Y W 3aWHTEPECOBAHHBIX CTOPOH, pa3padoT-
KOW W KOOpAWHAIMEH MPOEKTa 3aHUMAaeTCs OTHeTbHAS
pabouas rpymma ECFS.

[Ty6mukarnun 2014 roga ctanm 9acThio Ooyee KpyIi-
HOTO TPOEKTa, W B JalbHEWIIeM pabodvas rpymma Mo
CTaHJAPTH3AIUN METUIIMHCKON MOMOIIM BBICTYIHIIA U
C IpYyrdMH WHHIIMATUBAMHU, B TOM 4YKCJIE TPOBENa WC-
CJICJIOBAHNE BO3MOXKHOCTEH JIeueHHsT MYKOBHCIIHI03a B
Boctounoii EBporne [4] u pa3zpaboTana aBa Kypca 1o Io-
BBINICHHUIO KauecTBa. Takke ObLIa MpU3HAHA BaKHOCTD
MOCTOSIHHOTO OOHOBJICHHSI CTaHIapPTOB IEPEIOBOM MpaK-
TUKHU. 3a BpeMsl, UCTEKIIee ¢ MOMEHTAa CO3JIaHHs TIpe-
JBIAYIIET0 PYKOBOJICTBA, B ATOM 0ONACTH MPOH3OILIH
Cepbe3HbIC U3MECHEHHUSI, KOTOPBIE KAacaloTCsl, HapuMep,
PEKOMEH/IAIMI 10 OKA3aHWIO MIOMOIIY B3POCIBIM TTaI-
eHTaM [3] ¥ pacuIMpeHHOTO UCIOB30BaHUS MOMYJISATO-
poB CFTR [10].

Han oOHOBIEHHEM CTaHIAPTOB MEPEIOBON MPAKTU-
ku 2014 roma [8] paboranu Kak mpeXHHE aBTOPHI, TaK
Y HOBBIE YYACTHHUKU. BbUI BBIIOJIHEH CUCTEMAaTHYECKUI
0030p MMEIOIINXCSA NaHHBIX, KOTOpBIE colep)Karcs B
MEYaTHbIX MCTOYHUKaX. Korma pesynpTarbl MpaBUIIBLHO
CIUTAaHUPOBAHHBIX U BBIMIOJIHCHHBIX KIMHHUYECKUX HC-
CJIeIOBAHUH B TPyIax MAIleHTOB ¢ MYKOBUCITUI030M
OTCYTCTBOBAJIH, PACCMaTPHUBAIINCH, OOCYKIAJIHCh U, IPH
HEOOXOAMMOCTH, BKJIFOYAINCH B JIOKYMEHT pEeKOMEH/Ia-
UM, pa3pabOoTaHHbIE MHOTONPO(WILHBIMUA TPYIITaAMU
SKCIIEPTOB C YYaCTHEM MpEACTaBUTENEH manueHToB. Be-
JyIIAE aBTOPHI INIABBI O CKPUHUHTE HOBOPOXKICHHBIX U
paHHEeW crenuaiIn3upOBaHHON MTOMOIIM CTPEMUIIACH J10-
OuThCs KOHCEeHcyca B paboueit rpyme ECFS mo ckpu-
HUHTY HOBOPOXKJICHHBIX C TIOMOIIBIO AeTh(GHUICKOTO Me-
Toaa. B xoze aToro nmporiecca ucXoHbIe GOPMYITHPOBKH
OBLIM OTKOPPEKTHPOBAHBI C YYETOM KOMMEHTApUEB JIPY-
TUX CHEIUAINCTOB, YTO TMOCIE HECKONBKUX UTEPAINi
MO3BOJIMJIO JIOCTHYH TTOJTHOTO KOHCEHCYCa 10 BCEM BO-
pocam.

Opwurunan 661 parndunuponan komuccueit ECFS u
NPEACTABUTENSIMU MAIIMEHTOB U3 EBpomneiickoil rpymsl
no mykosuctuno3y (CF Europe) u oneHen tpems Hesa-
BUCHUMBIMHU PCUCH3CHTaAMHU.

XoTsl CTpyKTypa M cojepkanue nokymenta 2014
rojia B OCHOBHOM COXPaHUJIUCH, B HETO BHECEHBI BAXKHBIC
W3MCHEHHMSI B OTHOIIICHUY HOBBIX 00J1aCTEeH M OTHETBHBIX
BOIIPOCOB. VX KpaTkuii 0030p MIPUBOIUTCS HIKE.

2. Kparkuii 0630p 0CHOBHBIX M3MEHEHU
U 10NIOTHEHM

2.1. CKkpuHuHe H08OPONCOCHHBIX U PAHHSIS
CReYUaIU3UpOBAHHAS NOMOUD

° CHumxenue 3a00JIeBAEMOCTH 33 CUET nomyJdamnu-
OHHOT'O CKpYHHHI'a HA HOCUTCJILCTBO HE OTMCHS-
€T HeO6XOZ[I/IMOCTI/I CKpHMHHHI'a HOBOPOXJICHHBIX.

* llpunumas pemieHre 0 CKPUHUHTE HOBOPOXK/ICH-
HBIX, CJIEAyeT yYUTHIBaTh Takue (Pakropbl, Kak
Pecypehl CYIIECTBYIOIIEH CHCTEMBI 3paBOOXpa-
HEHHSI U BO3MOXKHOCTb YETKO OINPEAETHUTH IUIAH
JICYSHMUSL.

° MekoHueBas HCIMIPOXOAUMOCTh KHIICUHHUKA Y
MIIQZICHIICB TOBBIIMACT YaCTOTY JIOXKHOOTpHUIIA-
TCJIbHBIX PE3YJIBTATOB IIPU CKPUHUHIC HOBOPO-
KICHHBIX.

* CeMbu MIAIEHLEB, NPOUIECAMINX CKPHUHUHI C
HOJIOKUTENBHBIM PE3YJIbTaTOM, AOJDKHBI OBITh
nporH(OPMHUPOBAHBl O 3a/a4ax W Pe3yJabrarax
Hay4HBIX MCCIEIOBaHUH MO MYKOBHCLHUIO3Y, a
TaK)Xe O BO3MOXKHOCTH YYacTHs B KIIMHUYECKHX
UCTIBITAHUSIX.

2.2. Jluaenos

e Jlnga MyTauumid, HE ONHMCAHHBIX B Iporpamme
CFTR-2, nuarHo3 CTaBUTCS C y4e€TOM JAPYTHX
IposiBICHUN 3a00JeBaHUsA, KOTOpbIE TPEOYIOT
HOATBEPKACHUS PE3yIbTaTaMU IIOTOBOTO TECTA.

*  DneKTpopU3HONIOTHICCKHE HCCaenoBanus (pas-
HOCTh HA3aJBHBIX MOTCHIHAIOB, H3MEPCHUE
HWOHHOTO TOKA Ha KUIECYHOM SIUTENNH ) JIOTKHBI
MPOBOJUTHCS B IICHTPAX CO 3HAUYUTEIILHBIM OITbI-
TOM IIPOBEAEHUS TaKUX IIPOLEAYD.
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2.3. Jleuenue 6onesnu necxux

Usakadrop crieayer paccMaTpuBaTh Kak 4acTh
CTaHJApTa JICUYCHWS TAINUCHTOB C TEUTHHT
(gating)-MyTarusiMm.

HBakadTop Takxke MpojaeMoHCTprUpoBall dhdex-

THBHOCTh B MYTAIlMSIX C OCTAaTOYHOW (DYHKITHEH
CFTR.

JIlymakaTop B COUYETAHWH C MBaKa)TOPOM JOJ-
JKEeH OBITh JOCTYIICH B KaueCTBE BapHaHTa JIede-
HUS VIS TanuesToB ¢ aenenueii 508del/508del.

2.4. [lumanue u memabonuyeckue OCi0NHCHEHUS

YpoBeHb KHPOPACTBOPHMBIX BHUTAMHUHOB JOJ-
JKeH M3MEPSATHCS HE PeXxe pas3a B Tofl.

U30bITOUHBIE 03Bl MMAHKPEaTHYECKUX (epMeH-
ToB Tipu 3amectutenbHOi Tepamuu (PERT) mo-
TYT BBI3BIBAaTh OOJIb B JKUBOTE U 3aTIOPHI.

IIpu oueHKe YpOBHS IIIFOKO3bI OTKJIOHEHUS, BbI-
SIBIICHHBIE B XOJI€¢ €IMHUYHOIO OpaJbHOIO IIIO-
KO30TOJIEPAHTHOTO TecTa, JOJDKHBI OBITH IOJ-
TBEPXKJACHBI IOBTOPHBIM TecToM. Hekoropsie
LEHTPBI B IPOLIECCE AUATHOCTUKU HCIIOJIB3YIOT
HEIPEPBIBHBII MOHUTOPUHT YPOBHS IIIFOKO3BI.

2.5. Jleuernue ocnoorcnenu

IleHTphl O MYKOBHUCITMIO03Y JODKHEI pa3pabo-
TaTh MPOTOKOJIBI JJIS ACCCHCUOMIIA3AITIY TTPH aJl-
JIEPTUN HA aHTUOMOTHKH.

WBakadrop u komOuHaIms nymakapTop /UBa-
Ka)TOp MOTYT BBI3BIBATh MCYCHOUYHYIO HEIOCTA-
ToYHOCTh. [Ipy Hanuuuu 3a00JeBaHUN IMEYCHU
JIO3UPOBKA ATHX NPENapaTroB MOXKET HoTpedo-
BaTh KOPPEKLIUH.

BsaumopelicTBus mpemnaparoB, 0COOCHHO TMOCIIS
BBEJICHUS KOppeKkTopoB u MmoxynaropoB CFTR,
NPEACTABISIIOT COOOM OCIIOKHEHHUS, O KOTOPBIX
KJIMHULUCTBI JOJDKHBI 3HATh U 110 BO3MOXKHOCTH
IIPEIOTBPALLATE UX ITyTEM KOPPEKLIUU T03bI.

KenynouHo-KuIIeYHbIEC 3710Ka4Y€CTBEHHBIEC HOBO-
00pa30BaHuUs BCTPEUAKOTCS y MAIUEHTOB C MYKO-
BHCIIMI030M Yallle, YEM Y 3I0POBOI MOMYIISALIUU:
— 00 3TOM CBHJIETEILCTBYIOT TOJIOBBIE MOKA3a-
Tenu 3a00JIEBAEMOCTH KOJOPEKTAIBHBIM PAaKOM
U TIEPEPOXKICHUS aJleHOMATO3HBIX MOJIUIIOB B KO-
JOpeKTaNbHbIN pak. CKpUHUHT Ha KOJIOPEKTab-
HBIN pak OKyHaeT 3aTpaThl U JOIKEH MPOBOJUTH-
cs, HaunHas ¢ 40 aer.

2.6. Tpancnianmayus u 80NPOChHL, CEA3AHHbBIE

C 3AaKJII0YUMENbHbIM 9MANOM HCU3HU

OreHKa # oIpenecHUEe IPUOPUTETOB IS ACTEH
MJIQJIIIETO BO3PACcTa C MyKOBUCITHI030M JOJIKHBI
MPOBOAMUTHCS KOMaHAAMH TPAHCIUIAHTOJIOTOB C
OIBITOM PaOOTHI B IIETUATPHH.

LenTp MykoBHCLHIO3a JOJKEH MOAAEPKUBATH
MOCTOSTHHBIM KOHTAKT CO CITY>K00# TpaHCIIaHTa-
UM JIETKUX, HHOOPMHPYS €€ O COCTOSHHUH 370~
POBBsI MALIMEHTOB U3 JIUCTA OXKUJIAHUS.

Heo6xomumo ynenste 0co00i BHUMaHHE PUCKY
OCIIO)KHEHUH TPaHCIUIAHTALMH y TMALUEHTOB C
akTuBHOMU nH(eknuei Mycobacterium abscessus.

* HeoOxomumMo MpeBEeHTHBHO OIICHUBATH YPOBCHB
cTpecca, KOTOpLIfI HUCHBITHIBAIOT IMAIIUCHT U €ro
Onm3KHe B X0e 00CIIeI0BaHUs IO TIOBOY TPAHC-
TUTAHTALMY U TTOCJIC BHECCHUS B JIUCT OXKUJIAHUS,
— 1 OOPOTHCS C €ro MPOSBICHUSIMU.

2.7. Ilcuxocoyuanvras nomowb

*  PexoMmeHIAIMM 1O CKPUHUHTY, OIEHKE W Jieue-
HUIO TICUXWYECKUX PACCTPOICTB MPUBOIATCH B
COOTBETCTBHH C PYKOBOACTBAMH IO OXpaHE IICH-
XHUYECKOTO 3J0POBbS MIPU MYKOBUCIIUIO3E.

* PacuiupenHsii cTaHgapT «B3POCICHUS C MYKO-
BHCIIMIO30M» TEMEph BKIIOYACT KU3Hb Ha TEp-
MHHAIBHON cTaauu 3a00jeBaHUsS U IO3BOJISIET
HE TOJIbKO BBISIBIATh U JIEUUTh IICHXHUYECKHE
paccTpoiicTBa, HO M pa0dOTaTh HaJl MOBBIIIICHHEM
MICUXOJIOTMYECKON YCTOMUHUBOCTH.

* PacmmpeHbl naHHBIC O MONJEPKKE KOMAHIBI IO
MYKOBUCIIHJIO3y U 00 ONpENCICHUH IEPHOI0B
MaKCUMaJIbHOH YSI3BUMOCTH.

3. CKpUHMHT HOBOPOX/ICHHBIX U PAHHSISI
crenUATU3MPOBAHHAS IOMOIIb

Keeun Caysepn (Benukobpurannus), Hypr Bap6en
(UIseitapus), Aune Mank (®panrus).

Ecte yOemurenbHble AaHHBIE, KOTOPBIE CBUIETENb-
CTBYIOT B TOJIb3y CKpUHHHTa HOBopokaeHHBIX (CH) nHa
MYKOBHUCLIUI03. PaHHee BbisiBIieHHE 3a00J1€BaHUs 3aKJIa-
IBIBaeT (pyHAaMeHT OyayIIero JeYeHUsI U TI03BOJISIET W3-
OexaTb 3aro3Najioll TUAarHOCTUKH, KOTOpas HEraTHBHO
OTpakaeTcsl HA MHOTUX CEMbSIX B PErMOHaX, HE OXBa4eH-
HbIX ckpuHuHrOM [11]. TIpoTokombl cnemyer pa3paba-
TBIBaTh C yYETOM MH(PPACTPYKTYPHI 3IPABOOXPAHEHUS U
reretrkr CFTR 1 xaxkmoi rpynmel HaceneHusl, YTO0bI
MHHUMM3UPOBATh BO3MOKHbIE HEIaTUBHBIE IOCIEICTBUSL.
OznakoMmbTech ¢ pexkomeHganusiMu ECFS no nepenosoit
npaktiuke CH u neueHns MiaieHIeB ¢ MyKOBUCIIHII030M,
KOTOPBIH BBISIBIIEH NpU cKpuHUHTE [12, 13].

3.1. Kakue xapaxmepucmuxu HaceneHus
0arm O0CHOBAHUE NPOBOOUMb CKPUHUHS
HOBOPOICOEHHBIX HA HAUYUE MYKOBUCYUOD03a?

Opranam 31paBOOXpaHEHUs HEOOXOAUMO B3BECHUTh
COOTHOIIICHHE PHUCKA M TOJB3bl CKPUHUHTA HOBOPO-
KICHHBIX B CBOCH momymsiuu. Ecnu ducno cioydaes
MYKOBHCIIHI03a cocTaBiseT <1/7000 poxxaeHui, HyKHO
TIIATENBHO TPOAHAIM3UPOBATH CHUTYAIHIO, 4TOOBI pe-
mmTh, 00ocHOBaH 1 CH. IIpoTokon MomkeH CBOIUTh K
MUHHUMYMY HETaTUBHOE BO3/ICHCTBUEC HA HACCJICHHUE.

CHmxeHHne 3a00J€BaGMOCTH 32 CUYST CKPUHUHTA
HACEJICHUSI Ha HOCUTENbCTBO He 3amenser CH u He oT1-
MCHJCT €10 HeO6XOI[I/IMOCTB, IIOCKOJIbKY OTHU ABa BUOa
CKpUHUHTA IOMONHSIOT npyr npyra [14]. Ilpuanmas
pellicHHEe O CKPUHHHIC HOBOPOKJCHHBIX CIIEIYET y4u-
THIBaTh Takue (PaKTOPBI KaK PECYpPChl CYIIECTBYIOIICH
CUCTEMBI 3/[paBOOXPAHCHUS K BO3MOXKHOCTh Y€TKO OIpe-
JIEUTH TUIAH JICYCHUS (CM. CISAYIONIUI BOTIPOC).

3.2. Kaxoti Munumym MeOuyuHCKUx u COYUAIbHbIX pe-
CYPCO8 SBNAEMCIL NPUEMAEMBIM Ol AOEKBAMHO20 CKPU-
HUH2A HOBOPOICOCHHBIX ?

MJ'Ia,I[eHLIaM C MYKOBUCHHJ030M, BBISABJICHHBIM C
IMOMOIIIBIO MPOrpaMMbl CH, CJICAYCT o0ecreunTh HE3a-

OpuruHai cTaThby Ha aHIIIMKACKOM SI3bIKE TOCTYIICH Ha caiite uznarenbctBa Elsevier. [lepeiitn x opurnnamy
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MEUTUTENbHBIN JIOCTYI K MPO(QUILHOMY CHEIHATUCTY,
KoTOpbId cooTBeTcTBYET cTangapram ECFS. Ilporpamma
CH moxer nmomoub Oonee 3QPEeKTUBHON OpraHu3aIuu
MEAWIIMHCKOW TTOMOIIH, €CITM MJaIeHIBI OyayT cpasy
MONTy4aTh HamNpaBiIeHHE K CHEIHAIUCTY 1O MYKOBHC-
uua03y Ui HaOroneHus U yiedeHus. CTpaHbl ¢ orpa-
HUYEHHBIMH PECYpCaMU JOJKHBI MPOBECTU MHIOTHOE
HCCIIeN0OBaHKe, YTOObI OLleHUTh 00ocHoBaHHOCTE CH u
aJIeKBaTHOCTh CHCTEMBI BBIJIAUN HAIIPABJICHUM IS TIEp-
BHYHO JMAarHOCTHPOBAHHBIX MJIIA/ICHIIEB.

3.3. Kaxoe xonuuecmeo no6mopHuIx mecmos
O00NYCMUMO NPU HEKOPPEKMHOM UCCIE008aHUU
8bICYULEHHBIX 00pa3y06 Kposu Ha kaxcoyo 1000
Maadenyes, npoueouux CKpuHuHe?

KosinuecTBO 3arpoCcoB Ha MOBTOPHBIC BBICYIIICHHBIC
00pasiisl KPOBH CIIEAYET KOHTPOJIUPOBATh, U OHO JOJIK-
HO cocTaBaTh <0,5%. bomee 20 moBTOPOB Ha KAXKAYIO
1000 miageHIieB SABISETCS HETOMyCTUMBIM (2%).

3.4. Kakoso donycmumoe Koau1ecmso
JIOHCHONONLOJNCUMENLHBIX PE3YIbINAMO8 CKPUHUHSA
MIaderyes (MAa0eHYbl, HANPAGIeHHbLE HA
KIUHUYecKoe obcnedosanue noma)?

MuHnMansHas [eneBas MpOTHOCTHYECKas IEHHOCTh
TTOJIOKUTENBHOTO pesynbrara cocrasister 0,3 ([P —
9TO YHCIIO MJIAIEHIEB C HCTUHHO IMOJOXKHUTEIHHBIM Te-
CTOM, JIEJIEHHOE Ha 001IIee KOIINIECTBO TMOJOKUTEIBHBIX
tectoB CH).

3.5. Kakxogo oonycmumoe Konuuecmeo
JIOAHCHOOMPULAMETLHBIX Pe3)YTbmamos
CKpUHUHea MaadeHyes? Imo MradeHybsl
¢ ompuyamenvuvimu pezyromamamu CH,
KOMOPbIM GNOCAEOCMEUU CTNABAN OUACHO3
MYKOBUCYUOO03 (NO30HUL OUAHO3)

a. MuHuManbHas 1eyeBast 4yBCTBUTEIBHOCTh COCTAB-
nset 95%. UyBCTBUTENBHOCTh — 3TO YUCIIO UCTHH-
HBIX NOJOXKUTENbHBIX pe3ynsTaTtoB CH B mpoueHTax
OT OO0IIel MOIMyJISAIHH OONBHBIX MYKOBUCIIHIO30M
(MCTUHHBIC TIOJIOXUTENBHBIE U JIOKHOOTPHUIATEITh-
HbIe, 6€3 MEKOHHUEBOW HEMPOXOAUMOCTH KHUIICYHH-
Ka, CM. HIDKE).

b. MekonueBas HerrpoxonumocTh kumeunrnka (MHK) y
MJIAJICHLIEB MOBBIILIAECT YaCTOTY JIOXKHOOTPULATEIIb-
HbIX pe3ynbTaroB CH. D10 He MOMKHO OKa3bIBATh
CYILECTBEHHOTO BIMSHHMS Ha CPOKHM AWArHOCTHKHU,
KOTOPYIO CJIelyeT BBIIOJHUTH KIMHUYECKUMH METO-
namu. OIHAKO JETCKHUE XUPYPIH AOJDKHBI OBITH OC-
BeOMJIEHBI 00 3TOH cuTyauuu. PaccunteiBare dyB-
CTBUTEJIBHOCTh U OTPaXKaTb €€ B OTYETaX CIEyeT B
JBYyX BapHaHTaX — C Y4ETOM JIOKHOOTPHLIATEIILHBIX
pesynsraroB y muaneHnes ¢ MHK u 6e3 Hux.

c. CremyeT co3aath CUCTEMY ISl TOITOCPOYHOTO cOO-
pa TOCTOBEPHBIX JAHHBIX O JIOKHOMOJIOKUTEITHHBIX
pe3ynbraTax.

3.6. Kaxoea maxcumanbHo 0OnyCmumas 3a0epicKa
MeancOy nposedeHuem nomogo2o mecma u
evloauell pe3yibmamos cemve?

PesynbraTel MOTOBOTO TecTa CieAyeT MpOaHATH3H-
pOBaTh HE3aMENIUTEIHHO U COOOUIUTh CEMbE B TOT XKE
JIEHb.

3.7. Kaxoé maxcumanibHo OOnyCmuMblil 603pACH
MAAOEeHYd 8 OeHb NePBULHO20 OCMOMPdA
CReYUanUCmom KOMAaHobl N0 MyKOBUCYUOO3Y
nociae nposedenusi CH u nocmanogxu ouacnosa?

BoapmmHCcTBO MIIAZICHIEB C MMOATBECPKIACHHBIM 1A~
rHo3oM nocie CH oymKkHBI TPOMTH OCMOTP ClieraIu-
CTaMH KOMaHJIbl IO MyKOBHUCIIMIO3Y B TeUeHHE 35 THEH,
HO HE TO03JHee 4YeM uepe3 58 mHel mociie pOoKICHMUS.
Crnenyer nepecMOTpeTh IPOTOKOIBI IPOTPAMMEI, B PaM-
Kax KOTOPBIX 3TH CPOKH HE COONIONArOTCS, U MPEAsio-
JKUTH aJI-TEPHATUBHBIC CTPATETHH.

3.8. Kaxoea munumanvho npuemiemas uHgopmayus
0151 cemell Maadenyes, NPUIHAHHBIX HOCUMETAMU
mymayuu CFTR, svizviearoujeli MyKosucyuoos,
nocine CH?

a. CeMbsl JOJDKHA MOIYYUTh YCTHBIA OTUET O PE3YJib-
tarax. Kpome Toro ona JOJKHA MOMYYHUTH IMHUCH-
MEHHYI0 WH(pOPMAIHMIO CIPABOYHOIO XapakTepa.
Wudopmanust Takke 10DKHA OBITH OTTIPaBIIeHA Jie-
Yaiemy Bpady oOIIei MpaKTHKH.

b. B undopmaiuu 10mKHO OBITE SICHO YKa3aHO, YTO:
i. Y MiiaJieHI[a HeT MyKOBHUCIIH/I03A.
ii. PeOCHOK SIBIISICTCS 3I0POBBIM HOCHTEIICM.

iii. [Ipu mocnenyommx OepeMEHHOCTSIX AN STOH
mapel €CTh PUCK 3a4arh pebeHka, O0IBHOTO MYKO-
BUCIUI030M, TIOATOMY TIPH XKEITaHUN POAUTEIH MO-
TYT HOJyYUTh TCHETHIECKYIO KOHCYIIBTAIIHIO.

iv. @aKT HOCUTEJIBCTBA MOXKET MOBJIMAThH Ha PENpo-
IOYKTUBHBIE PELICHUS, IPUHUMAEMbIE APYTHMHU POA-
CTBEHHUKAMU M CaMHUM PEOCHKOM 10 JAOCTHXKCHUHU
JIETOPOIHOTO BO3pacTa.

3.9. Kaxogbl MUHUMATbHO HpUeMaeMble CMAHOAPMbl
07151 CO0OUeHUsL OUACHO3A MYKOBUCYUOO3 CEMbE
nocne nposedenuss CH?

a. CrienMajncT MO0 MyKOBUCLUAO3Y JOJDKEH 00CYAUTh
pe3ysbTaT JUYHO C POAUTEIAMH.

b. CeMbs TOJDKHA MONYYUTh MUCBMEHHYIO MH(OpMa-
WO JIJIsl O3HAKOMJICHUS TIOCTIe KOHCYIbTauu. Ma-
(hopmanms Takke JTOJDKHA OBITH OTIIPABIICHA Jieda-
IIeMy Bpady OOIIeH MPaKTHKH.

c. CeMbs OIKHA MOTYYHUTh YETKOE MPEACTABICHHUE O
KpPaTKOCPOUHBIX U JOJTOCPOYHBIX IJIaHAX OKa3aHUs
ITOMOIIIH PEOCHKY.

d. Cembu MIIaZICHIIEB, TIPONICIINX CKPUHUHT C MOJIO-
JKUTETBHBIM PE3yJIBTaTOM, JOJDKHBI OBITH MPOUH-
(hopMupoBaHBI 0 3a7adax M pe3yabTaTax HCCIeno-
BaHUH 110 MYKOBHCIIH03Y, & TAKXKE O BO3MOXKHOCTH
y4acTHs B KIIMHUYECKUX UCTIBITAHUSIX.

3.10. Kaxosbl MUHUMANbHO NpUeMaeMble
cmanoapmul 015 GblAGLEHUA U IeYeHUS
Miadenyes ¢ Hesichbim ouazrnozom’ nocie CH?

a. CnenuanucT Mo MYKOBHCLUIO3Yy HOIKEH OCMO-
TpeTh peOEHKa.

! Onpe):[eneHne: MIIaACHEN ¢ HEOAHOKPATHBIM IIPOMEKYTOUYHBIM pE-

3yJbTaTOM IIOTOBOTO TeCTa WM ¢ JByMs MyTtauusmu reia CFTR (oxHa u3
KOTOPBIX UMeeT HEsCHBII ()eHOTUNUYESCKUH pe3ynbTaT) i HOPMaIbHBIM HIIN
HPOMEKYTOUHBIM PE3yJIETATOM IOTOBOTO TecTa. [IpoMexyTOUHbIM ABIACTCS
Ppe3yIIbTaT, IPH KOTOPOM IIOKa3aTeNb XJIOPUI0B H0oTa cocTaBisteT oT 30 1o

59 mmonw/i1 [16]. TepMUH NOJOXXUTENBHBIA CKPUHUHT HA MYKOBUCLIUJI03 C
HeycTaHoBIeHHBIM auaraozoM (IICMH/I) pekoMeHyeTcst HCIOIb30BaTh IS
MJIQICHLIEB C HESICHBIM JIMarHo30M nociie nposeaenus CH [16].
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b. OT0 MOXET NPOU30MTH B KIMHUKE [0 MYKOBHCIH-
7103y WJIU B APYTOM KIMHUKE C TOAXOAALIMMHU yCIIO-
BUSIMH.

c. PacimmpenHoe cekBeHUpOBaHUE TeHa CIEAYeT Ipo-
BOJOUTDH NPH BBISBICHUHM OAHOW MYyTallMH WX NpU
OTCYTCTBHH MYTallHH.

d. AHanmu3 noTa Hy>KHO TIOBTOPUTH B LICHTPE CO 3HAYM-
TEITBHBIM OIBITOM (>150 TTOTOBBIX TECTOB B TOMX),
YPOBEHB XJIOPUOB MOTA CIETYET U3MEPATH C IOMO-
NIBIO CTAHJAPTHON METOTUKH.

e. CeMbH JIOJDKHBI MTONTyYaTh YE€TKYIO0 YCTHYIO U MTUCH-
MEHHYI0 WH(POPMAIMIO O TEKYIIEM KIMHAYECKOM
cTaryce MIIaJICHIIA U TIaHAaX JTATbHEHIITIX MEepOTpH-
SITHI 1 oOcaenoBanuii. CiieayeT Mpu3HaTh, 9TO JJIS
MHOTHX M3 3TUX MIIJICHIIEB CYNIECTBYET HEOIpee-
JIEHHOCTh OTHOCHTEIBHO KIIMHUYECKOTO Pa3BUTHUS U
TIOSIBJICHHSI CUMITTOMOB B Oymymiem. Mudopmarus
TakXKe JOJKHA OBbITh OTIPABJICHA JieUallleMy Bpady
o01me#t mpakTuku. MiaaeHIeB He0OX0IUMO JICIUTh
cornacHo pekomernanusam ECFS [15].

4. Iluaruo3

Nzabens Cepmert-Iaynmenyc (Opannms), Hatamms Ka-
mpcekast (Poccus), Kesun Cayzepn (BemukoOpuranus).

HenpemeHHbIM yCIOBUEM OIIEHKM JUArHOCTHYE-
CKMX TECTOB Ha MYKOBUCUHUJO3 SIBISETCA BBICOKUN
YPOBEHb OpTraHU3alMU MEIUIMHCKOW momoniu. Jlua-
THOCTHYECKOE TTONTBEPKIACHUE TPEOyeTCs ISl AeTeH U
B3pOCJIBIX C HAJIMYMEM KIMHUYECKUX MPU3HAKOB, a TaK-
K€ B 0COOBIX CITyJasiX, Kak, HampuMmep, 6eCCUMITTOMHBIC
MJIQJCHITBI ¢ TONMOXKUTENbHBIM CH WM OTATOIICHHBIM
CEMENHbIM aHaMHE30M.

4.1. Kaxoebl mpebosanusi Kk OUAZHOCHUKE
mykosucyuooza? [17]

a. FIMeTh BO3MOXKHOCTD BBIIIOJTHUTH aHAJIM3 II0Ta B CO-
OTBETCTBHHU CO CTaHAapTaMM, OIIMCAHHBIMU HHXE.

b. IMeTh BO3MOXKHOCTH MPOBECTH T'€HETUYECKOE Te-
CTHPOBaHHE C HCIOJIB30BAaHUEM MaHEIH MYyTarui
CFTR, naubosiee noaxondineii sl MECTHOH IIO-
OyJIanui. Bo3MOXHOCTh PaCHIMPEHHOTO aHalinu3a
JIHK »Kk30Ha momkHA OBITH JOCTYIIHA MIPH HEOOXO-
JMOCTH.

c. Pecypchl juisi IpoBeJleHUsT OLIEHKH KIIMHHYECKOTO
COCTOSIHMS, BKJTIOYAs OI[EHKY COCTOSIHHSI JIbIXaTeb-
HBIX ITyTel (ITOCEBBI MOKPOTHI Ha BBISIBICHUE MATO-
T€HOB, XapaKTEePHBIX U1 MyKOBUCIIH]1032, COOTBET-
CTBYIOLIEE BO3PACTy TECTUPOBAHNE PECITMPATOPHBIX
(YHKUMI ¥ pEHTIeH), HEeMHBAa3UBHOMN OIICHKH IK30-
KPUHHOW (DYHKIMH TODKEITYA0YHON JKENe3bl U KO-
JINYECTBA CIIEPMATO30UI0B Y B3POCIBIX MYKUHH.

4.2. Kaxogbl duaznocmuyeckue kpumepuu
mykosucyuoosa? [17,18]

[TonoxxurensHbIH pe3ynbTar anannza CH v kinHn-
YecKre MPU3HAKH, YKa3bIBAIOIIE Ha HATMIHE MYKOBHC-
U032, BKIIOUas (HO HE OrpaHWYMBasch) muddysapie
OpOHXODIKTA3bI; MOJOKHUTEIbHBIE KYIBTYPhl MOKDPOTHI C
BBICEBOM NTAaTOTHOMOHHYHBIX JIJIS1 MyKOBHUCIIH/I03a TTaTO-
reHoB (ocoOeHHO P. aeruginosa); SK30KpUHHYIO HEIO-
CTaTOYHOCTD IMOKEIYTOYHOM JKEeJIe3bl; CHHIPOM TOTepH
COJH; OOCTPYKTHUBHYIO a300CMEPMHUIO Y MYKYHH H XJIO-

pUaBI TOTa >59 MMOJIB/JT W/WJIH JIBE BBI3BIBAIOIIUE MYKO-
suctuao3 mytarun CFTR B trans? nonoscenuu.

TepMuH «MyTanus» YHIOMHHACTCS KaK «I1aTOT€HHBIH
BapuaHT», coracHo 6a3e nanHbix CFTR-2 (http://www.
CFTR2.org). lnst MyTauuii, KOTOpbIe HE OIMCaHbI B 06a3e
manHblx CFTR-2, MoryT mpuHHMAarbcs BO BHUMAaHHE
JOpyTHe JaHHBIC, B TOM 4uciie Oubnuorpaduueckue naH-
HBIE U JApYrHe TeHeTH4YecKkne 0as3bl JaHHBIX (CM. TaKXkKe
MYHKT 4.6), IpA 3TOM BCE OHM TPeOYIOT MOATBEP K ACHHUS
YPOBHEM XJIOPUAOB I0TA.

4.3. Kakogvl munumanvivie cmanoapmol 0Jis
nabopamoputl, 8bINOIHIOWUX NOMOBbLU mecm ?

[19]

a. 3a00p MOTa OMBITHBIM MepcoHaNIOM (MUHHMYM 150
MIOTOBBIX TECTOB B I'O/) B COOTBETCTBUHU C HAIHO-
HaJbHBIMHU WM MEXTYHapOAHBIMH PYKOBOJCTBAMHU
U TIpY YCJIOBUH MIPOBENEHHS PETYISIPHOH (IO MEHbB-
e Mepe eXKETOHOM ) He3aBUCUMOM SKCIICPTU3BI.

b. Mcnonp30BaHnEe KOMMEPYECKH TOCTYITHOTO 000py-
JIOBaHMS, YTBEP)KICHHOTO ISl JAUATHOCTUYCSCKOTO
HCTIOJIb30BAHUSA, B COOTBETCTBHH C HAIMOHATBHBI-
MU HOPMAaTHBHBIMH TPEOOBAHUSIMU WIIA CTaHIApTa-
mu EC, eciiu MecTHBIE CTaHIAPThI OTCYTCTBYIOT.

c. BHyTpenHnii KoHTpoIb KadecTBa (0OOBIYHO TPH 00-
pasiua) ¢ TOIMYCTUMBIMH COINIACOBAHHBIMH TIPEEIIh-
HBIMH 3HAYEHHSMH JUIS XJIOPHJIOB IEPe KaXIIbIM
aHaJIN30M I10Ta.

d. Perymsaproe BHENTHHIT KOHTPOJb KadyecTBa aHAJIH-
30B B COOTBETCTBHH C HAI[MOHAJIHHBIMH PYKOBOJI-
CTBaMH.

e. Bricokmii mokasarens aHann3oB QNS (KOTHUECTBO
HEJI0CTAaTOYHO) CBUIETENILCTBYET O TEXHUYECKHX ITPO-
Onemax. Takas curyarus TpeOyeT MOBTOPHOIO 00Y-
YeHUs TIepPCOHaa, KOTOPBIi IPOBOANT aHAJIU3 TOTA.

4.4. Kakxogvl duacnocmuyeckue cmanoapmol
nomoeozo mecma?

a. KommdecTBo moTa JOKHO yKa3bIBaTh HA aJIeKBaT-
HYIO CKOPOCTH ITOTOBBIACIICHUS (15 MK TSI cHCTEM
Macroduct™),

b. O6pa3serr noTa K0KeH ObITH 00pabOTaH Cpasy Moc-
ne coopa.

c. [Tokazarens xyopusoB mora >59 MMOB/N MOMI-
TBEPXKIACT TUATHO3 MYKOBHUCITHIO3.

d. ITokazatenp coneit mora <30 MMOJIB/I JeNaeT AU-
arHo3 MYKOBHCIIMJI032 MAaJIOBEpOATHBIM. OmHAKO
cnenu(uueckue MyTallH, BBI3BIBAIONINE MYKO-
BHCIIU03, MOTYT OBITH CBSI3aHBI C IOKa3areieM
aHanu3a mora Hwke 30 MMoiab/i1. K HUM oTHOCSTCS
c.3718-2477C > T (3849 + 10kbC > T) u myraruu,
CBSI3aHHBIC C PA3IUYHBIMU KJIMHUYECKUMU MPOSIBIIC-
HUSIMU, TakuMH Kak ¢.617T > G (L206W), ¢.1040G
> A (R347H), u ¢.3454G > C (D1152H) [21].

e. Jluma ¢ morpaHUYHBIM YPOBHEM XIIOPHIOB IOTa
(30-59 MMomB/1T) AOMKHBI CAETATh TOBTOPHBIN aHa-
JIU3 TI0TA U IPOUTH JIOTIOTHUTEILHOE 00CIIeIOBaHUE
B CIICIUATH3UPOBAHHOM IIEHTPE MYKOBHCIIHJ034,

2 B peaKux clydasx Ha OJIHON XPOMOCOME MOTYT BCTPETHTBLCS JIBE MyTa-

1uu (koHduUrypauust in cis). 110 3T0i npuYHHE BaXKHO MPOBEPHUTH POAUTEIb-
CKO€ IIPOUCXOKACHUE MyTalluii, YTOOB! yOSAUTHCS, YTO OHU HAXOAATCS Ha
OT/ICJIBHBIX XPOMOCOMAX (in trans).

OpuruHai cTaThby Ha aHIIIMKACKOM SI3bIKE TOCTYIICH Ha caiite uznarenbctBa Elsevier. [lepeiitn x opurnnamy
https://www.sciencedirect.com/science/article/pii/S1569199318300298

Marepuai nepeBeieH Ha pyCCKHi sI3bIK M onyOnukoBaH ¢ paspemenus Elsevier, no auieHsnonHoMy cornamenuto ¢ biaarorsopurensabiM donnom «Octposa» ot 11 urons 2019
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BKJIIOUasl TIIATEJIbHOE KIMHUYECKOEe 00CIea0BaHNe
U pa3BepHyThIN aHanu3 myTanuii rena CFTR [20].

4.5. Kakosvl munumanvivie cmanoapmol OJis
1abopamopuu, 8bINOIHAIOW el AHATU3 HA
obnapyoicenue mymayuii 6 cene CFTR?

. JlaGopaTopus 10KHA UMETh BO3MOKHOCTh HaJleXK-
HO u3Bnekarh JIHK w3 BBICYIIEHHBIX 00pa3iioB Ka-
nenb KpoBH, neabHol kKposu (D[ITA) mnu Oykkaib-
HBIX Ma3KOB.

. O6pa3].[I:I CICAYCT aHAJIN3UPOBATH CIKCHCACIILHO, HE
AO0IMYyCKasA MJIUTCIbHBIX 3aICPIKCK.

. JJabopatopusi JOKHA Y4acTBOBaTh B HPOrpaMMe
BHEIIHHUX IPOBEPOK KAUECTBA M MPOXOIUTH CEPTH-
(uKanuio He pexe pasa B TOA.

. Ilepuunas nmaGoparopust DODKHA OBITH CrocoOHa
MpeaocTaBuTh orpaHnueHHyto nanens CFTR myta-
MM B Ka4€CTBE OTIIPABHON TOUKH, YTOOBI PacIIO3HA-
BaTh KaK MUHIMYM OIMH aHOMAJIbHBIN aniens y >96%
JIUL ¢ MyKOBUCLIUA030M U3 MECTHOM MOMySsiyu [22].

. Korna pacmo3naercsi Tonmpko ofmHa MyTanusi, pac-
mupenasid anamm3 JIHK sk30Ha (cekBeHMpOBaHHE
TeHa) JTOJDKCH OBITh JOCTYTICH B MIEPBUYHON JTabopa-
TOPUH WJIA BO BTOPUYHOM JJabopatopuu Ajis o0Hapy-
KEHUS PEIKUX MYTaIlUi, IPX 3TOM CIIeIyeT MCKaTh
KpyITHBIE Aenenny nin ayonukanun. [Ipempacmnomno-
JKEHHOCTh K 3a00JICBAaHHIO B CIIydae BapHaHTOB, 00-
HapyKeHHBIX cekBeHnpoBanuem JIHK, nomkHa OBITh
MIpOBepeHa ¢ moMoITsio 6a3pl naHnHeix CFTR-2.

. O0 oOHapyXeHUH HOBBIX MYyTallUil WK BapPHAHTOB
clefyeT cooOlaTh B CIEHUANTN3UPOBAHHBIE 0a3bl
JAHHBIX JUISL OOJIETYCHUs] WHTEPIPETAlUN BapuaH-
TOB C HEU3BECTHON KIIMHUYECKOW 3HAYUMOCTBIO.

4.6. Kaxas mymayus A61s1emcsa KIUHUYecKu
SHAUUMOT NPU MYKOgUcyudoze?

a. MyTarus, BBI3BIBAIOIIasi MyKOBHUCITHIO03, — 3TO MY-

Tamus, KOTOpas BRI3BIBACT JaHHOE 3a00JIeBaHNE IPH
O0OHApYXEHUH in {rans ¢ W3BECTHOW BBI3BIBAIOIICH
MYKOBHCITHI03 MyTarueii [23]. Jlnarao3 MyKoBHC-
[IUA03 TTOATBEPKAACTCS y MAIUEHTOB C IByMS BbI-
3BIBAIOIIMMHA MYKOBHUCIIHJIO3 MYTAIMSIMH, OOHApy-
KEHHBIMH 11 trans U KIacCU(PpUIIMPOBaHHBIMY B 0aze
maaaeix  CFTR-2  (https://www.CFTR2.0org) wmu
JIPYTOH COOTBETCTBYIOIICH HHPOPMAITMOHHON 0ase.
OpHaKko OTCYTCTBHE BYX MYTAallWi, BBI3BIBAIOIINX
MYKOBHUCITIIO3, TIOCIIE PACHIMPEHHOTO TECTHPOBa-
Hus JIHK npu Hanu4uu TUTAYHBIX KIMHAYECKUX
WIH JTaDOpaTOPHBIX TPHU3HAKOB 3a00JICBaHMS HITH
aHomanbHbIX Onoananm3oB CFTR (cm. myHKT 4.10)
HE MCKIII0YAaeT HAINIHe MyKOBUCITHI03a.

. ITareHTsl € «MyTalUsSMH C BapbUPYIOLIUMUCA
KIIMHUYCCKHUMU ITOCICACTBUAMNY HOJIXKHBI HpOfITH
JIOTIOTHUTENFHOE 00CIIe/IOBaHHE B CIICIMATIM3UPO-
BaHHOM IICHTpPE MyKoBHCIIHA03a. K Takum ciayda-
AM OTHOCATCA MyTalliU, KOTOPBIC IIPUBOJAAT Moo K
MYKOBHCITH103Y, 1100 K CFTR-00yciioBIeHHBIM 3a-
OoseBaHUsAM, HampuMep, K TUPPY3HBIM OPOHXOIK-
Ta3aM, BPOXKJICHHOMY JIByCTOPOHHEMY OTCYTCTBHIO
cemsBeIHOCsMIETO TpoToka (CBAVD), penmmusu-
PYIOIIEMY/XpOHHYECKOMY HIHOMATHYECKOMY IaH-
Kpearury.

c. Hocutenu myTtamuii ¢ HEMOATBEPXKIACHHBIMU WU
HEACHBIMH KIMHUYECKUMHU ITOCHEACTBUSIMHU TaKKe
JIOJKHBI TIPOUTH TOMIOTHUTEBHOE 00CIICIOBAHNE B
CHELUATN3UPOBAHHOM LIEHTPE MyKOBUCIIMI034.

4.7. Kakogvl MUHUMAIbHO NpuemMaemble Canoapmol
Op2aHU3AYUU NOMOUWU NPU COOOUeHUU O
OUA2HO3€e MYKOBUCYUOO3 CUMNIMOMATNUYECKOMY
nayuenmy?

a. Bpau-cnenmanuct mo MyKOBHCIUIO3Y TOJDKEH OIle-
PaTUBHO COOOLIMTH O TOJIOKHUTEIEHOM pe3yJbTare
JMAarHOCTHYECKOTO TECTa HAa MyKOBUCLUAO3 (B UIeC-
aje B TedeHue 24 4acoB IMOCIIE MONY4YEeHUS pe3yib-
TaTa aHaJM3a 10Ta).

b. [latMeHT WM POAUTENH/OTEKYH JODKEH MONYYUTh
YeTKYI0 MMMCbMEHHYIO M YCTHYIO0 HH(pOpMANuio o 60-
JIE3HW ¥ JIOCTYH K 3JIEKTPOHHBIM CpPENCTBaM HH(Op-
Maluu  CIYyKOBI  37PaBOOXpaHEHUs/HAIIMOHATBHOM
OpraHu3alyy nanreHToB. Kpome Toro oH 1omkeH mo-
JIyYUTh KOHTaKTHbIE JAHHBIE COOTBETCTBYIOIIETO [ICH-
Tpa MyKOBUCIIH/I032 (B COOTBETCTBUH CO CTAHIApTaMH
JICYCHUA I MIEPBUYHO AUArHOCTUPOBAHHOI'O Ciiy4dasd
MYKOBHCITHI03a B K&KI0M KOHKPETHOH CTpaHe).

c. [NanenTy gomkHA OBITH MPEIUIOKEHA TEHETHYE-
CKasl KOHCYJBTAIMS W TaHBI KOHTAKTHI JJIs TIOTyYe-
HUS KJIMHAYECKUX U TeHETUYECKUX YCIYyT. DTO CIIO-
COOCTBYET NMEPBUYHON U BTOPHYHOU NMPO(PUITAKTUKE
MYKOBHCHHMA03a B 3aTPOHYTBHIX JUAIHO30M CEMbAIX,
B TOM 4HCJIE€ CPpE€AN POACTBECHHHUKOB C ITOBBIIICHHBIM
pYICKOM 3a00JICBaHUS.

d. He no3gHee uem depe3 HeOENo Mocie IOCTaHOBKU
JMarHo3a HeoOXOIMMO OPraHNW30BaTh BUBUT K IPO-
(¢WIPHOMY CHEIUaTUCTy MO MYKOBHUCIHMIO3Y U B
LEHTp MyKoBHCcIHI03a. Heo0xomumo npeaocTaBuTh
KOHTaKTHBIE JaHHBIE IIEHTPa MyKOBUCIH103a.

e. CrieyeT pekOMEHI0BaTh MAIMEHTaM U POIUTEISIM/
OIICKYHaM OOITIOJITHUTEIBbHBIC UCTOYHUKHU I/IH(bOpMa-
IIUH, B TOM YHCIIE BEO-PECYPCHI.

f. Bo Bpems nepBoro 1MarHOCTUYECKOrO BU3UTA MalU-
€HT ¥ POANTEIN/OTICKYHBI 1OKHBI IOy YUTh HH(OP-
Maluio 0 Moaenu OyayIed KTMHIYECKOH TOMOIIIH.

g. [TanmeHT 1 pomuTeNny TOMKHBI MOYyYUTh HHPOpMa-
1o (B TOM YHCJIE KOHTAKTHBIC JAaHHBIE) O COOTBET-
CTBYIOILIEW HAlMOHAJbHOM OpraHU3aly MalkeH-
TOB C MYKOBHCIIM/IO30M.

4.8. Kakogvl munumanvhvie cmanoapmuol
HAOMOOEHUsL U OKA3AHUS NOMOWU NEPEULHO
OUACHOCMUPOBAHHOMY NAYUEeHm)?

[TaruenT € [AMArHO30M MYKOBHMCLHIO3 JIOJKEH
WMETh HEMOCPEACTBEHHBIN TOCTYTI K CTICNATH3HPOBAH-
HOMY IEHTPY MYKOBHUCIIH/I032, T/I€ €CTh MHOTOIIPO(UITb-
Hasi KOMaH/a, CIIocoOHas 00eCneunTh OKa3aHHe TIOMO-
1 B cOOTBETCTBUHU co ctanaapramu ECFS.

4.9. Kaxoebl MUHUMAIbHbIE CMAHOAPMbL HAOIOEHUS
U OKA3AHUS NOMOWU NAYUSHMAM C CUMITNOMAMU,
XApaKmepHwviMu Ois1. MyKOBUCYUOO03d, U
noepanuyHbiMu nomosvimu npooamu? [17]

a. [lareHT ¢ cuMITOMamMH, XapakTepPHBIMH IUISI MYKO-
BUCIINI03a, C KOHI[EHTPAIHEH XIIOPHIIOB TI0Ta MEXKTY
30 1 59 MMOJB/TT 1 ¢ OIIHOM MYTaIMEeH HIIH OTCYTCTBH-
€M MyTallui, BBI3BIBAIOIINX MYKOBHCIHIO3, TODKESH

OpuriHaa cTaThbl Ha aHTIMHACKOM SI3BIKE TOCTYIICH Ha caiite usnarenscta Elsevier. [lepeiitu k opuruHamy
https://www.sciencedirect.com/science/article/pii/S1569199318300298

Martepuan nepeBeieH Ha pycCKHi S3bIK M 0yOaMKoBaH ¢ paspemenus Elsevier, o nuuexsnonHomy cornanieHuio ¢ birarorsoputensusiM ponmom «Octposay» ot 11 utons 2019 1.
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MOJYYUTh JOCTYI B CHCLII/IaJ'II/BI/IpOBaHHBIﬁ LCHTP My~
KOBHUCIIMA03a JId COOTBECTCTBYIOLICTO 06CJ'ICZ[OB&HI/I$I.
Ba)KHO, 4TOOBI OKA3aHUE IIOMOIIIM TaKHUM IMalUMCHTaM
HOCHJIO HOJII" OCpO‘lHBIfI XapakTep. ITamueHT MoOXeT
Ha6JIIOZ[aTI>C}I 1 B APYIrOM MCANIUHCKOM YUPCIKACHUN
— I[Ipu YCJIOBUHU, YTO OHO COTPYAHUYACT CO CriClHa-
JIM3UPOBAHHBIM IECHTPOM MYKOBUCLM1034.

b. HeoOxonumo mpoBecTH BCIOMOTaTesIbHbBIE aHalu-
3Bl TSI BBISIBIICHHS 9K30KPUHHOM HEZOCTAaTOYHOCTH
MOIKENTYyIOYHON KeJe3bl (OompenesieHHe IaHKpea-
TH4eckol anactasel B ctyne), CBAVD y myxuuH,
MOPaKeHHUS JIETKUX WM CUHYCa U BBISABICHUS aHO-
MaJIMM MOHHOTO KaHaia (cM. myHKT 4.10).

c. Takue marueHTsl JOJDKHBI HAXOOUTHCS 1101 HaOIro-
JICHUEM JIJIS1 CBOCBPEMEHHOTO BEISBIICHUS JTFOOBIX OC-
JIOKHEHHUH U TTOITy4YaTh COOTBETCTBYIOIIYIO TEPAITHIO.

4.10. Honoicen nu nayuenm ¢ HeSACHbIM OUASHO30M
npoxooumsv OuoIocUYecKUe mecmol Ha
sviserenue napyuenust pyuxyuu 2ena CFTR
(uzmepeHue pazHocmu HA3aIbHbIX U KUIUEUHbIX
nomenyuanog)? [24]

Ha]_[I/IGHTI:I C HCACHBIM JWArHo30M IOJIZKHBI ITPOXO-
JUTH 06CJ'I€}_IOB3,HI/IG B CHOCHHUAIIM3UPOBAHHOM ILICHTPE
MYKOBHUCIINA034.

B CjIydac MpPOMCEIKYTOUYHBIX PE3YyJIbTATOB MOTOBOIO
TE€CTa CJICAYCT HA3HAYUTh AOIIOJIHUTCIBHBIC JJICKTPO-
(I)I/ISI/IOJ'IOFI/I‘IGCKI/Ie 06CJ'I€ILOBaHI/I$I (pa3HOCTL Ha3aJIbHbBIX
IMNOTCHIHUAJIOB U U3MEPCHUC TOKA KOPOTKOI'O 3aMbIKaHUSI
B Onomnrare KI/IHIKI/I), €CJIM TaKHue UCCIICA0BAHUA JOCTYII-
HBI. AHAJIU3BI H606XOI[I/IMO MMPpOBOAUTDL B LICHTPE C 00I1b-
IIMM OIIBITOM BBIIIOJIHCHUS NPOLEAYP TAaKOTO poaa.

5. JIeueHue 00J1€3HU JEIrKUX

®emukc Parben (Kananma), Ilarpux ®@name (CILA),
Anan Cmurt (BenmukoOpuranus).

OxugaeMasl TPOJODKUTEIBHOCTD JKU3HH TP MY-
KOBHCITHIO3€ CYIIECTBEHHO YBEIMYMIACH 3a MOCIIETHIE
copok JreT [25]. Tem He MeHee, OOJBITIMHCTBO MAMEHTOB
C MYKOBHCIIHJIO30M BCE €IlIe yMHPAIOT OT JbIXaTeIbHON
HEIOCTAaTOYHOCTH [26], TOATOMY 3aMeJIeHHE TIPOTPECCH-
pOBaHMA 3a00JE€BaHUA JIETKUX SBISETCS TJIABHOM LIENBIO
nedeHns: MyKoBHciumo3a. OCHOBHas mpoOieMa MYKO-
BHCIH/I03a TIPUBOAWNT K HAPYIICHUIO MYKOIMJIHApPHOTO
KJIMPEeHCa, CIM3UCTBIM TMPOOKaM W BTOPHUYHOM HH(DEK-
MU C TIATOTeHaMU, TaKUMHU Kak Staphylococcus aureus
u Pseudomonas aeruginosa. Xponndeckas nHpeKws (¢
BOCIIAJICHHEM, BBI3BAHHBIM HEUTpodHIamu) mepeMexa-
eTcst ¢ 000CTPEHUSIMH, TIOCIIE KOTOPBIX (DYHKITHS JIETKIX
MOJKET HE BEPHYThCS K M3HaYaIbHBIM ypoBHsIM [27]. Kpo-
MTOTIINBOE €KEeTHEBHOE JICUEHUE HapsIy C arpeCCHBHOM
TaKTHKOW JIEYeHUsI 000CTPEeHH KU3HEHHO HEOOXOMUMBI
Ut coxpaHeHus1 (GyHKIuH Jierkux. [lepenoBast mpakTHka
B ATOM 00JIaCTH 00CYKTaeTCsI B 3TOM pasziede.

5.1. Cnedyem nu nevyums nepeuUyHyIo Ui 6HO8b
BOZHUKWLYI0 DAKMEPUATLHYIO UHDEKYUIO
Pseudomonas aeruginosa?

be3 neuenus nepuunas nHpexkuus ¢ P. aeruginosa
MEPEXOANUT B XPOHUUECKYIO (POpMY, UTO BBI3BIBAET yXYI-
meHue (DYHKUMHU JIETKUX, YXYALIEHHE HYTPUTHBHOTO
CTaTryca, pOCT YHCIIa JIETOYHBIX 00OCTPEHU U MOBBIIIA-

€T cMepTHOCTH [28]. HeT 4eTkux pyKoBOJCTB I10 ITOBOAY
TOTO, KaK OBICTPO CIIEAYEeT HAUYUHATH DPAIUKAIIMOHHYIO
TEpaInio, HO IPUCTYIATh K Hel HY)KHO He3aMe[JTUTEIh-
HO (HE To3/1Hee, YeM uepe3 4 HelleNH MoCie TOTyIeHUs
KyJIBTYpHI C HANTMYHeM pocTa). CyliecTByIOT yOenuTenb-
HBIC JIOKa3aTelIbcTBA (P (HEKTUBHOCTH dPaTUKAIIMOHHON
Tepanuu P. aeruginosa, HO HU OJMH PEXKHUM TI0Ka HE TIPO-
JIEMOHCTPHUPOBAJI CBOMX MPEUMYIIECTB 10 CPAaBHEHHIO C
octanpHBIME [29]. BapuaHThl BKTtodaroT 28 mHEH pac-
TBOpa ToOpamunmHa ans uHramsnuu (TIS) u go 3 me-
CAIEB KOMOWHAIIMM WHTASIIIMOHHOTO KOJIHCTUMETara
u nepopanbHoro numnpoduokcanuua [30]. Dpaaukanus
MOCJIC JICUCHHMS TOJIXKHA TOITBEPIKIATHCS PE3yIIbTaTaMu
0aKTEepHOIOTHIECKOTO TIOCEBA.

5.2. Kaxum obpazom newums XpOHUYECKyIo
baxmepuanvuyro ungexyuio ¢ P. aeruginosa?

[Ipu HEdIPPEeKTHBHOCTH IPaAUKAIMOHHON Teparnuu
CTaBUTCS JTMATHO3 XpOHHYecKas WH(EKIWs, U Ha3Hada-
€TCsl JONTOCPOYHAast MHT AALMOHHAS TePAIisl aHTHOMOTH-
kamu [31]. PykoBonctsa CIIIA pekoMeHIyIOT MPUMEHATh
TIS kaxxapIit BTOpoit Mecs1l 1715 MalMeHTOB cTapie 6 et
¢ XpoHW4Yeckor mHpekImend P. aeruginosa, He3aBUCUMO
OT CTENEHU 3a00JIeBaHMs JIETKUX, U MPOIOKATh TaKon
Kypc Oeccpouno [32]. XoTs wcciaemoBaHUA A AeTed
mwiaame 6 JeT He IPOBOAMINCH, TEPaNys B SKBUBAJICHT-
HBIX J03aX PEKOMEHIYETCSl M B 3TOH BO3PACTHOMU TpyIIIIe.
Pazpemennsiii pexum cocrapmnset 300 Mr 1Ba pa3a B ICHb
B TeueHHe 28 aHeH, 3a KOTOPBIMH clieyeT 28-JHEeBHBIN
nepepbiB. MHramsmum cyxoro mMopoIika TOOpaMHIIHA
(TOBI Podhaler™) mpoxeMOHCTPUPOBAIHA SKBUBAJICHT-
Hyt0 3QdextuBHOCTh [33]. A3TpeoHaM JIM3WH I WHTa-
nsimi [34] pekoMeHIyeTCs B KaueCTBE alIbTEPHATUBBI KaK
€BPONEHCKUMH, TaK U aMEPUKAHCKUMU PYKOBOJCTBAMH.
Komuctumerar (2 MU 1Ba pa3a B IeHb) IIMPOKO MCIIONb-
3yercsi B EBporie U Teneps IOCTYIIeH TakKe B BUIE CyXO-
ro moporka [35]. CrnenuanucT-(Qu3noTepaneBT TOJKCH
pacckaszarb O peXXHUME U TOCIEeOBATEIIBHOCTU BBEACHHS
WHTAJIALMOHHBIX IIPENaparoB, a TAKKE 03HAKOMUTD C Pa3-
JIMYHBIMU METO/IaMH MIPOBEJICHUST MHT AJISINH.

5.3. Ilokazana au nocmosiHHAs NOOOePHCUBAIOUY A5
mepanusi 07 ledeHust Opyeux OAKmepuaIbHbIx
ungexyuil?

Xots OTACJbHBIC MAllMCHTBI MOTI'YT HCIOJIb30BAaThb
AJIUTCIIbHBIC KYPChI aHTI/IGI/IOTI/IKOB, B HaCTOAIIEC BpEMA
HET y6eIII/ITeHBHI)IX JA0Ka3aTCJIbCTB B IIOJB3Y MJIIWUTECIIb-
HOH MoAIep KUBAIOIICH Tepanuu Il OaKTepuil, OTINY-
HBIX OT P. aeruginosa.

5.4. Ioxazana au npoghunaxmuyecxas
anmubaxmepuanbHas mepanus?

Haznavenue QryKiIokcaluiuivHa B IEPBbIC TOBI KH3-
HU C TPO(UITAKTHYECKON IENbI0, YTOOBI MPEAOTBPATHTh
3apaxenue Staphylococcus aureus, ogoOpeHO PYKOBOJ-
CTBaMH B HEKOTOPBIX CTpaHaX U PEKOMEHI0BAHO B IPYTHX,
OITHAKO €TO HMCIOJIh30BaHue ocraeTcs copHeiM [30]. Her
JIOKa3aTeNbCTB, MOATBEPKIAAOMNX d(PHEKTUBHOCTD MPO-
(bmitakTHYECKOTO JICYSHUS JIs IPYTHX BUIOB OaKTEepHH.

5.5. Aensemces au puzuomepanus/ kunesumepanus
BANCHBIM KOMHOHEHMOM NOCMOSHHOU
nooodepoicusaioweli mepanuu, i ecmy au y
KaKoUu-1u60 Gopmuvl ouunjenus ObiXxamenbHbiX
nymetl npeumywiecmsea nepeo opyaumu?

OpuruHai cTaThby Ha aHIIIMKACKOM SI3bIKE TOCTYIICH Ha caiite uznarenbctBa Elsevier. [lepeiitn x opurnnamy
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dusnorepanus/ KUHE3UTEpANUsl TPYIHOH KIETKH
JUISL OYMIIEHHUS OT MOKPOTHI JBIXaTENBHBIX MyTeH 010-
OpeHa B pykoBojacTBax BemukoOpuranuu [36] u CLIA
[37] u nomxHa OBITH OCTYNHA BCEM IMAllUCHTaM C MY-
koBUcIMI030M. HenaBHee mpsiMOoe CpaBHUTEIBHOE
uccnenoBanue [38] mokazano, 4yTO TPAAUIMOHHOE IIO-
JoxuTenbHOoe Aanenue npu Beioxe (PEP) npennoutn-
TeNbHEN, YeM BBICOKOYACTOTHAs OCLMJUIALUSA TPYIHOU
KJIETKH (KOTOpasi IPOBOIUTCSA Ha JOPOTOCTOSIIEM 000-
pynoBanun). OfHAKO B OOJIBIIMHCTBE CIy4aeB UMEETCS
Majo J0Ka3aTeNbCTB B IOJIb3Y MPEUMYLIECTB OIHOTO
MeTona nepen ApyruM. Takum o0pa3oM, METOH OYHCT-
KM JIBIXaTeNbHBIX MyTed MoAOUpacTcs MHIAUBHIYAIBHO
[39]. Ilpu Ha3HAYECHUU METOAA OUUIIICHUS IbIXaTEIbHBIX
MyTel BaKHBI THOKOCTH U yUeT MPeANOYTeHUH MalueHTa
[40]. Cnenmanuct-¢pu3nOTEpaneBT Mo MYKOBHUCIHIO3Y
JOJDKEH JOCKOHAIBHO 3HATh BCE METOJbI, MAaTO(PHU3HO-
JIOTMI0 MYKOBHCLIMJI03a, OCHOBAaHUS NAJsl NMPUMEHEHHS
aNbTEPHATUBHBIX IMOJAXOJO0B M BCE MPOTHUBOMOKA3aHUSA
JUTsl KOHKPETHBIX METOAOB JieueHus [39]. YnpaxxuneHus u
¢u3nueckass akTUBHOCTh JOIDKHBI OBITH HEOTHEMIIEMON
4acThI0 001IEeT0 (PU3UOTEPAIIEBTHYECKOTO JICUCHUS KaXK-
JIOTO TMAIMEeHTa ¢ MyKOBUCIIMI030M HE3aBHCHUMO OT BO3-
pacta u TsbKecTH 3a0oneBaHus. CHM)KEHHE TOJEpaHT-
HOCTH K (pU3NYECKOl Harpy3Ke CBSI3aHO CO CHMKEHHUEM
(GyHKUIUH OBIXaHHUS U BBDKUBaeMocTH [41].

5.6. Kakoewl sasicnvle KOMNOHEHMbL 1e4eHus.
nayueHmos 60 epems INU30008 KIUHUYECKO20
yxXyouenusn?

5.6.1. Pannas ouacnocmuxa u neyenue

[IporpeccupoBanue 3abosieBaHMs JIETKUX NPH MY-
KOBHCLIMJIO3€ XapaKTepU3yeTcs IMEepHONaMH CTaOHIIb-
HOCTU M NPOMEKXYTOYHBIMH 3IU30aMU KIMHUYECKOTO
YXYIIIEHHsI, KOTOPbIE HA3bIBAIOT JIETOYHBIMU 00OCTpe-
musmu (JIO). He cymectByeT cormacoBaHHOTO Ompee-
nenus JIO, HO BaKHO OBICTPO BBISBIATH TAKHE SIH30/bI
W HasHayaTh JiedyeHue. [lalueHTrl, KOTophle 3aMEeTHIIH
y ce0s M3MEHEHHE CUMIITOMOB, KOTOPOE€ MOXET CBHJIE-
TesbCTBOBATh 0 JIO, TOIKHBI HEMEJIEHHO 00paTUTHCS B
CHeLNaIN3UPOBaHHBINA LeHTp. KoMIuleke nquarHoctuye-
CKUX CPEICTB, He0OX0OuMbIX 1uisi oueHku JIO, Bkitoua-
eT u3MepeHne QyHKIHUU JIETKUX, MUKPOOHOIOTHYECKHE
HCCIe0oBaHus U paguonoruueckue tectsl. Jleuenue JIO
OOBIYHO TpeOyeT NPUMEHEHHs] aHTHOMOTHKOB, KOTOpHIE
BBOJSITCS TEPOPAIBHO, B BUIE WHTAISILUU W/WIN BHY-
TpuBEHHO. Ecny manuenT HyXAaeTcs B TOCIUTANIN3AIH
JUIsl BHYyTPUBEHHON aHTHOAKTEPHAIbHOM TepaIuu, Bax-
HO cZeJaTh 3TO Oe30TIaraTebHo.

5.6.2. Muozonpogunvroe neuenue

Jleuenre 00OCTpEeHUN MYKOBHUCIIHI03a 3aBUCUT HE
TOJBKO OT aHTUOMOTHKOTEpANNH M TPeOyeT MHOTOUC-
LUIUTMHAPHOTO Moaxoaa. [[alueHToB JoMXKeH peryssp-
HO OCMaTpUBaTh CHEIUAINACT-PU3UOTEPANICBT, KOTOPHIH
IIpH HEOOXOAMMOCTHU OYyZIET KOPPEKTHUPOBATH OUHIICHHE
JIBIXaTEIbHBIX MYTEH U ONTUMU3UPOBATH CXEMbI MHTAJISI-
LIUOHHOW Tepanuu.

VYV nauuenToB Bo Bpems JIO 3auacTyio CHMXKEH arl-
IIETUT U UM HE0OXOIMMO OoJiee KaJOPUIHOE NMUTAHHE
13-32 TIOBBIIIEHHBIX META0OIUYECKUX TOTPEOHOCTEH.
UpesBbuallHO Ba)KHO, YTOOBI OHM UMENH AOCTYH K

CTIEIUATUCTY-AUCTONIOTY. BHYTpUBEHHBIE aHTUOMO-
TUKH CJICIyeT BHIOMpaATh C MOMOIILI0 (apMalieBTa W
CIIeHaIiCTa 10 MHGEKIIHOHHBEIM 3a00J1eBaHUsIM/MH-
Kpobwuosora.

5.6.3. Anmubaxmepuanvhble pexncumbl

DapMaKOKMHETHKA aHTUONOTHUKOB pa3inyaeTcs y ma-
[IUEHTOB C MYKOBHCLMI030M M 0€3 Hero, M J03bl aHTH-
OMOTHKOB HEOOXOIUMO KOPPEKTHPOBATh B COOTBETCTBUH
C PYKOBOZICTBAMH MO KOHKPETHBIM 3a00JICBaHUSIM (BKJIIO-
Yasi MOBBILICHHBIE JI03bI B HEKOTOPBIX cinydasx) [42]. s
P aeruginosa pexomeHnyeTcs KOMOWHAIMA IBYX WA
Oosilee aHTHOMOTHKOB M, XOTS CBEACHHUI O BBHIOOpE aHTH-
OMOTHKOB U ONTUMAJIBHOH IIPOJOJDKUTEIBHOCTH JI€UEHHS
HEIOCTaToyHo, 14 nHell BHYTPUBEHHOIO BBEIICHUS SB-
JsTI0TCsT O0BIYHBIM KypcoM [43]. HekoTopelie marueHTh
HY>XKJatoTcst B Oojiee AUTENbHON Tepanuy, U PeleHue o
€€ MPOAOIKUTEIFHOCTH JOJKHO IPUHUMATHCS C YIETOM
MEIUIMHCKUX TIOKa3aHWi, a HE PecypcoB M pacxomoB. B
OTHEJIbHBIX CIIy4asx NMPHUMEHSETCs BHYTPUBEHHAs aHTH-
OakTepuanbHasl Tepanusi Ha I0MY, HO IPOrpaMma yxozaa
Ha JIOMy JIOJDKHA TapaHTHUPOBaTh, YTO IUIaH JeueHus Oy-
JIET BKJIIOYATh BCE aclleKThl, OMMcaHHbIe BbIe. [loaTo-
My CTaHAAPTOM sl OOJIBIIIMHCTBA MALMEHTOB, KOTOPHIM
TpeOyeTcsi BHYTPUBECHHAS aHTHOAKTepHATbHAS Teparvs,
0CTaeTCs CTALIMOHAPHOE JICUCHHE.

5.6.4. Oyenxa omeema Ha mepanuio

BaxxHo KOHTpONMpoOBaTh GYHKIHIO JIETKUX B HavYase
u B KoH1e jederns JIO, 4yToObl MpUHUMATH PEeIIeHUs O
JIEYCHUH U ero npoAospkuTensHoctu. HecmoTps Ha uH-
TEHCUBHOE JieueHue, y 25% nanueHTos ¢ JIO, KoTopeIM
HeoOXoJMMa BHYTPHUBEHHAs aHTHOaKTepHajbHas Tepa-
IHsl, COXpaHsieTcs CHIKEeHHass (yHKUus jerkux [27],
YTO TOBOPUT O HEOOXOAMMOCTH TMOCPKUBAIOIICH Te-
panuu i IpeoTBPALIeHUs 000CTPEHHH.

5.7. Kakue 6uowvi onumenvHol mepanuu
PEKOMEHOVIOMCSL 051 HOOOEPAHCAHUS 300POBLS
neckux?

BcecTopornmii 0030p 3TOM TEMBI BEIXOIHUT 33 PaMKH
HACTOSIIIETO TOKYMEHTA M JOCTYTICH B APYTOM MecTte [32,
44]. OunieHne JpIXaTelbHbIX MyTeH, Pr3ndyeckas akTHB-
HOCTb U NMOJIACPKUBAIOILIEE MUTAHUE SBIISIOTCS BaXKHBIMU
KOMITOHEHTaMU TIONJCPKAHUS 37I0POBbS JETKUX; 31ECh
JKE peub UIET TOJIBKO O MEANKAMEHTO3HON TepaITHH.

5.7.1. Myxonumuku

ENMHCTBEHHBIM CPEICTBOM, YMEHBIIAOUIUM KOJHYe-
CTBO CJIM3H, KOTOPOE JI0KA3aJi0 CBOIO AP (PEKTUBHOCTD MpH
MYKOBHUCIIHJIO3€, SBIISETCS JIopHa3a anbda. Mccnenopanus
MOKA3aJTH YIy4IlleHHe (YHKIUK JIETKUX M CHIKCHUE YKC-
na JIO y manmeHToB He3aBUCUMO OT TSDKECTH 3a00JIeBaHUS
[45]. HenaBuue pe3ynbrarhl aHamm3a OONbIION Oa3bl JlaH-
HBIX CBUJICTENILCTBYIOT O TOM, UTO JIOPHA3a anb(a 3aMeLs-
eT cHIKeHne QyHKIUH JerKux [46]. OToT 3¢ et ncuesaer
NpH MPEKPANICHAH JICUCHHUS, TIO3TOMY TMOJICPKUBAIOIIAS
Teparnus TOMKHA ObITh JUTUTENBHOM. J[pyrue MyKOIUTHKH,
Takue Kak N-aleTUILUCTEHH, He JI0Ka3alHu CBO d(dek-
TUBHOCTb y MAIIMCHTOB C MyKOBHUCITUI030M [47].

5.7.2. 'uopamayuonuas mepanus

I[LIX&TSJ'IBHBIG IIyTH IpHU MYKOBUCIHHI03€ 00e3Bo-
JKUBAKOTCA, W YBCIIMUCHHUC KOJMYCCTBA XUIAKOCTU Ha

OpuriHaa cTaThbl Ha aHTIMHACKOM SI3BIKE TOCTYIICH Ha caiite usnarenscta Elsevier. [lepeiitu k opuruHamy
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MTOBEPXHOCTU JIBIXaTEeIbHBIX IyTCH MOXET OCYIIECT-
BIIATHECA C MMOMOIIIBKO OCMOTUYCCKUX ar€HTOB, KOTOPLIC
Ha3bIBAIOTCS TUapararopaMud. MexaHu3M JAeicTBUS OT-
JTUYaeTcs OT MEXaHU3Ma JIOpHa3sl anb(da, 1 00a moaxoma
SIBIISTIOTCSL  B3aMMOJIOTIONHAIOMINMH. | UIIepTOHNYECKHA
COJICBOW PAacTBOP U MaHHUTOJ JOCTYIHBI B BUJIC WHTa-
JSAIMOHHBIX mpenaparoB B EBpome. ['uneproHndeckwii
coneBoit pactBop (7%) cHmkaer yactoty JIO u He3Ha-
YUTENHHO YIydInaeT (pyHKIUIO JETKHUX, Y9TO TOATBEp-
JKaeTcsl TaHHBIMU CHCTeMaTthdeckoro ob3opa [48]. Tm-
MIEPTOHUYECKUN COJIEBOI PacTBOP B HACTOSAIIEE BpPEeMS
HCTIONB3yeTCs MHOTHUMH IAllUEHTaAMH C YMEPCHHBIM H
TSDKEJIBIM TIOPa)KEeHUEM JIETKUX W Of0OpeH pa3iInyHbI-
MU pykKoBojcTBamMu [32]. MaHHUTOJ OBUT MPEICTaBICH
COBCEM HENaBHO, OH YIIy4mIaeT (YHKITHIO JIETKUX [49,
50]. Ilpemapar mocTynmeH B CYXOM TOPOIIKOOOPa3HOM
BUJIE, YTO COKpaimaeT Bpems Tepanuu. O0a mpemapara
JICHCTBYIOT B KAY€CTBE Pa3ApaXUTEIICH 1 TPEOYIOT pe/-
BapUTEIBHOTO MIPUMEHEHHs OPOHXOIMIIATaTOpa U Mpe-
BapUTEIHHOIO TECTUPOBAHUS IEPEHOCUMOCTH.

5.7.3. Aumubuomuxomepanus

Wndexnun apIxaTenbHbIX IIyTell IpU MYKOBHC-
LU03€ IOAPA3AEIIIOTCS HAa paHHUE, PELUANBUPYIO-
oMe W XpOHHUYecKue. OTa cXeMa MPUMEHMMa Kak K
P aeruginosa (cMm. myskT 5.1), Tak u K ApyruMm Oakre-
pusM. JlokazaHo, 4TO eciM dpaAuKalMs He yBeHJaJIach
ycriexoM, U uHpexkuus P. aeruginosa nepexonuT B Xpo-
HUYecKyo (opmy, 3pdeKxTnBHa MHTAISIIMOHHAS aHTH-
OMOTHKOTEpanus, KOTOpasi CHWXKAET YHCIIO JIETOYHBIX
o0ocTpeHuil, yaydmaer QyHKIUIO JIETKUX U CMATYAeT
pecnpatopHble cuMnToMbl [31] W mo3TOMY SIBISIETCA
4acTbio cTaHaapToB JiedeHus [30, 32]. MHransinuoHHbIe
AHTUOMOTHKM HA3HAYaIOTCS B PEXHUME JOITOCPOYHOU
MOAJIEPKUBAIOLIEH Tepanuy OJHMM IpernaparoM JIu0o
HECKOJIBKUMH YepeNyIoUIMMUCS aHTHOMOTHKamu. Ye-
penoBaHue Pa3IMYHBIX AHTUOMOTHKOB HCIIONB3YETCS U
y TeX MalUEeHTOB, COCTOSHUE KOTOPBIX YXYIIIAETCS MPH
JUINTETIBHOM OTCYTCTBHM aHTUOMOTHKOB, XOTS JTaHHBIE
00 st dhexkTnBHOCTH 3TOTO MOAXOMA OTpaHmyeHbl. [Ipen-
MYIIECTBA JICUCHNS TICPEBELINBAIOT PHCKH, CBA3aHHBIE C
pa3BUTHEM IPOTUBOMHUKPOOHON PE3UCTEHTHOCTH, KOTO-
past 3a4acTylo NPEON0IEBACTCSI BEICOKUMH KOHIIEHTpA-
LUSIMH TOMMYECKUX aHTUOMOTHKOB.

5.7.4. Maxponuovt

Maxkponuasl TOAXOAAT JUIsl TAllMEHTOB C MYKOBHC-
LUI030M, BEpOSTHO, M3-3a OJHOBPEMEHHOIO BO3.ICH-
CTBHA Ha MH(EKIHUIO U BOCTIajieHue. XOTs OHU HE OKa3bl-
BaIOT OJHOBPEMEHHOI'O BO3ACHCTBUS Ha P aeruginosa,
€CTh JJaHHBIE O TOM, YTO OHHU BO3JIEMCTBYIOT HA MUKPO-
OpraHu3Mbl B OMOIUICHKE, KOTopas (opMupyercs npu
xpoHuueckord nHpexuun P. aeruginosa. Jlokazano, 4to
MOJACPKUBAOIAS T€paNusd a3UTPOMHUIIMHOM YIIy4IIaeT
¢$yHKIUIO JeTKuX ¥ yMmeHbiaet uyncio JIO y xpoHuue-
CKY MH(QHULINPOBAHHBIX NaKUeHTOB [51] u mo3Tomy sBIs-
€TCs 4acThI0 peKoMeHayeMoro Jieuenus [32]. CHuxeHue
JIO takxke HaOMIOOANOCh Y MAlMEHTOB MIIAJALIETO BO3-
pacta, He UHPUUUPOBAaHHBIX P. aeruginosa [52]. Ilpu
3TOM OCTAIOTCSI OTKPBITBIMH BOIIPOCHI 00 MPOIOIKH-
TEJILHOCTH 3TOTr0 3¢¢eKTa U BO3ZMOKHOM BIIMSTHUM Ha
HWHAYIHUPOBaHHUE PE3UCTCHTHOCTH APYTHX OaKTepHil.

5.8. Asnsemces u ochanumenvublil npoyecc 6
ObIXAMENLHBIX NYMSX MUWEHBIO OIUMENbHOU
noooepacusaloweli mepanuu, U KaxK e2o ciedyem
neyums?

Bocnanenue aBnseTcst 3HaUMMBbIM KOMIIOHEHTOM 3a-
OosieBaHMSsI JIETKUX TPH MyKoBHcHHI03e. Bocnanenue
JIBIXaTeNbHbBIX MyTeH MPU MYKOBHCLHUA03€ MPOTEKAET C
npeoOnagaHueM HEUTPO(UIIOB, U TaKUe MPOTHBOBOCIIA-
JIMTENbHBIC MTPerapaThl 00IIEro ACHCTBUS KaK KOPTHKO-
CTEpUOJBI, KAK CUCTEMHBIC, TaK U MHTAJALUOHHBIE, HE
nokazain 3()(EeKTHBHOCTD Yy MAIMEHTOB ¢ MYKOBHCLH-
JI030M 3a paMKaMM JIEYEHHs COIyTCTBYIOIIEH aCTMBI.
Bricokue o3l uOynpodeHa yMEHBIIAIOT CHUKECHHE
(YHKUIUM JIETKUX y NeIUaTpudecKuX MalHeHTOB C COo-
xpaHeHHOW ¢yHkuuen nerkux [53]. Jleuenue tpebyer
KOHTPOJIMPOBATh YPOBEHb MpEnapaToB, U, HECMOTpPs Ha
MHOToO0€MIaloNnIe JaHHble, HE TOJYYWIIO IIUPOKOTO
npuMeHeHus. Jlpyrue BHUIBI MPOTHBOBOCHAIUTEIHLHOIO
JIeYEHUs] HAXOAATCA B CTaJUU U3y4yeHUs, OKa HE TO-
KpEIUIEHBbl JOCTATOYHBIMH J10Ka3aTE€IbCTBAMU U HE MO-
TYT IPUMEHATHCS JUIsl KIIMHUYECKOHM MOMOIIIH.

5.9. Tepanusa CFTR-mo0ynsamopamu — Kaxkue euovl
JIeYeHUsl Hanpasietvl Ha OCHOBHYIO AHOMATUIO
npu MyKogucyudose?

CoBpeMeHHBIE METONbI JIEYeHHS B 3HAYUTEIHHOU
CTETIeHH yCTPAHSIOT CHMIITOMBI, BBI3BaHHBIE e (PEKTHBIM
reHoM, B To BpeMmsi kak CFTR-dapmakorepamnust Hanpag-
JIeHa Ha YBEJIHUYEHHEe KCTIPECCHH OeKa Ha TOBEPXHOCTH
KJICTKH WM YIy4lIeHHe ero QYHKIUH C TIOMOILBIO MEJTU-
kameHTOB [32]. [loTeHIManpHO dTa CTpaTerus JeUeHUs
MOXET M3MEHHTh MM JaK€ OCTAHOBUTH MAaTOJIOTHYE-
CKuil mpoiiecc. B Hacrosilee BpeMs u3ydaeTcsl HECKOJIb-
KO TIpenapaToB, MpeJHa3HAYeHHBIX ISl ONPENeIeHHbIX
kinaccoB CTFR-napymeHuii; Ha CeroAHSIIIHAN IEHb J1Ba
U3 HUX IPOJIEMOHCTPHPOBANIN KIMHIUYECKYIO 3 ekTHB-
Hocth. MBakadtop, CFTR-noreHimarop, u3HauaabHO
W3yYEHHBIN Y MalMeHTOB ¢ refituar-myranuei G551D,
MIPOIEMOHCTPUPOBANl YCUJICHHE HOHHOTO TPAHCIOPTA,
MIPOSIBUBIIEECS B YMEHBIIIEHUU KOHIEHTPAIMH XJIOPH-
JIOB TIOTA, a TAK)Ke YIYyYIIWI TaKhe KIMHUYECKHe MoKa-
3arenu Kak (yHkums jerkux u yactora JIO [54]. bonee
MO3/IHEee HCCTeI0OBaHKe, BKITIOYaBIIIee MAeHTOB C ApPY-
TUMH T€HTHHT-MYTAIMSIMH, TTOJTBEPIUIO 3TH MOJIOKH-
TeNbHBIE pe3ynbTarhl [55]. Macmrabd 3¢hdekTuBHOCTH
M3MEHEHUs] (QYHKIIUH JIETKUX MPEBBICHI HAOIIONaeMBbIN
3¢ ekt OT BCelt 0CTaIbHOM MeTMKaMEHTO3HOM TeparuH,
JOCTYIHOM IS TAIlMeHTOB C MYKOBHCIIMIO30M Ha Ce-
TOJHAIIHUN 1€Hb. XOTS TeUTUHT-MYTallMi BCTPEYAIOTCS
TONBKO Y <5% MAIMEeHTOB 110 BCEMY MHUPY, KIMHUYECKHE
UCCIeIoBaHUs MBaKapTOpa JEMOHCTPUPYIOT TOTCHIIU-
anpHoe BnusiHne CFTR-dapmakorepanuu. /s nanues-
TOB C TEUTHHT-MYTAIMSIMI OJOOPEHHBIN PETYIHPYIOLTH-
MU OpraHaMHl HBaka(Top CleayeT paccMaTpUBaTh Kak
4yacTh cTaHmapra tepanud. VBakadTop Takxke mpone-
MOHCTPHPOBAJ 3(pPEKTUBHOCTH NMPH HATHYUHN MYTalUl
¢ ocrarounoit ¢ynkmueir CFTR [56]. bruio gokazano,
YTO JiyMaka@Top, KOPPEKTOP BHYTPUKIETOUHOTO Tpad-
¢uka CFTR, B coyeraHuw ¢ MOTEHIIMATOPOM HBakad-
TOpPOM, yIydinaeT (YHKIHIO JIETKUX u yMmMeHbmmaeT JIO
y TAIMEeHTOB, TOMO3WTOTHBIX JUIA HanOojee pacmhpo-
crpanennoil mytaruu (508del) [57]. [lepBoHauanbHbIC
HCCIIeNOBAaHMUS BKIIIOYAIH MAIMEHTOB 12 JIeT u crapiie,
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HO TIOJIOKUTEJIBHBIA d(PQEKT JeUeHHsT OTMEYaNCs Tak-
ke y aeret 6-11 net [58]. Xors Habmonaemsrii 3 dexr
JedeHHs: ObLJI MEHEEe BBIPAKCH, YeM Y MBakadTopa npu
TeUTUHI-MyTalMsAX, 3Ta Tepanus JODKHA OBITh J0-
CTyIIHA B Ka4€CTBE BapUaHTA JICYCHUS [UISl ALIUCHTOB C
508del/508del reneTnyecKkuM BapUaHTOM.

5.10. Kax cnedyem neuums epubkrogvle ungexyuu
u msidicenvle/peyudusupyiowue aiiepeudeckue
bponxonezounvle acnepeuinesvi (ABPA)?

ABPA sBisieTcs XopoI1o u3yuyeHHBIM OCIIOKHEHHEM
y MalMeHTOB C MyKOBUCLUA030M U JOJKEH IPUHUMATh-
csl BO BHUMaHUE JUI JTI000T0 MalKeHTa ¢ KITMHUYeCKUM
YXY[IIEHHEM, HE OTBEYAIOUIMM Ha aHTHUOMOTHUKOTEpa-
nuro [30]. JlnarHocTuyecKre TeCThl BKIFOYAOT KOJKHBIC
anepronpoOsl, naMepenue ceiBoporounoro IgE u IgE,
ceunUIHBIX It Aspergillus,  CBIBOPOTOYHBIX TIpe-
IUIUTHHOB TS Aspergillus. ITH TeCThl AOIKHBI TIPOBO-
TUTHCSI BO BCEX YUPEXKIEHUSIX, CIEHHUATUIUPYIOIINXCS
Ha JIeYEHUH MYKOBHUCIMIO03a. JleueHne mpoBOgUTCS C
MOMOUIBIO TIEPOPAILHOTO TMPEIHU30JI0OHA TUTIOC/MHHYC
npoTUBOrprOKOBas Teparus [30].

Aspergillus fumigatus v npyrue rpuObI 4acTo BCTpPE-
YaloTCcsd B MOKPOTE MAalMEHTOB C MYKOBHCLHUIO30M. Y
OonpmmHCTBA ATHX NanueHToB ABPA He pa3BuBaercs, a
3HaueHue rpuboB B oTrcyTcTBUe APBA mpu MykoBucIu-
JI03€ HE COBCeM SICHO. boree cBexue qaHHbIE TOKa3bIBa-
I0T, UTO A. fumigatus MOXET JelCcTBOBaTh KaK MaToTeH,
10 KpalHEW Mepe y HEKOTOPBIX MAlUEHTOB C MYKOBHC-
uao3oM [59]. Takum oOpa3zom, aHaIU3 KyJIBTYp Ha Ha-
e TpuOOB AOJKEH OBITh JOCTYIICH AJIS TAIIMEHTOB C
MYKOBHUCIIHI030M.

5.11. Kak cnedyem Konmpoaupogams 3a0601esanue
ne2kux?

a. [t oneHku m oOCYXIeHHMS BCEX acIIeKTOB Jieue-
HUS MYKOBHCIHI03a TpeOyeTcs MHOTOIPOGUILHAS
rpynma.

b. PerynsipHeili MOHUTOPUHT BKIIOUAET B ce0s aHAIN3
METOJIOB OYMIICHUS IbIXaTeNbHBIX MyTeH (KUHE3H-
Tepanu) ¥ WHTaSIIUOHHONW TEXHHUKH, M KOHTPOJIb
MIPUBEPKEHHOCTH K Te€paruu (CM. MyHKT 9.4).

c. Knuanyeckoe obcnenoBaHue cieayeT NPOBOIAUTH
HE peske OJJHOTO pa3a B 3 Mecsla, a TaKkKe MPH CHUM-
NITOMaTHYeCKOM yxXyAmeHuu [60].

d. [TockonbKy MH(EKIUS JbIXaTENbHBIX Ty TSH SBIISCT-
Csl OCHOBHBIM (DaKTOpOM 3a00JIeBaHHS JETKHX MPU
MYKOBHUCIIH/I03€, TTOCEB KYJBTYP AbIXaTEIbHBIX My-
Tel cienyeT MPOBOAUTH MPU KaXAOM MOCEIICHUU
knuHuky [30].

e. MukpoOunonoruueckoe uccienoBaHue Tpedyer uc-
[10JIb30BaTh COOTBETCTBYIOIINE TUTATEIbHbIE CPEIbI
JUISL BBIJICJICHUSI OCHOBHBIX ATHOJIOTMYECKH 3HA4YM-
MBIX IaTOT€HOB NPH MYKOBUCLIMI03€, YTOOBI HICH-
TU(QHULUPOBATH BCE 3HAYMMbIE MUKPOOPTraHU3MBI.

f. Jleueane CFTR-momymsiTopamu TpeOyeT KOHTPOJIS
0e30TMacHOCTH, KOTOPBIA BKITIOYAET MPOBEPKH (DyHK-
UM TICYCHU KaK HanOoJiee 4acTo BCTPEUYAIOMIErocs
J1a00paTOPHOTO OTKIOHEHHMSI, 00CIIETIOBAHUS 110 T10-
BOJIY KaTapakThl Y IETeH, U OTCICKUBAHHUE BO3MOXK-
HOTO B3aHMOJICHCTBUS MPENapaToB.

g. TectupoBanue (PyHKIUH JIETKAX HPOBOAMTCS IS
KOPPEKIMU TEepPalMi M OCYIICCTBIACTCS MPH Kax-
JIOM TIOCEIICHUHN KIMHUKKA HadyuHas C BO3pacTa, B
KOTOPOM IaIMEHTHI CIIOCOOHBI COTPYIHUYATH C Bpa-
yoM (00bryHO crapie 5 niet) [60]. B HacTos1ee Bpe-
Msl pa3pabaThIBAIOTCS TECTHI JJIS JCTeH MJIaJIIero
Bo3pacra. PerynspHoe TectupoBanue (QyHKIIMH JIeT-
KHUX JIOJDKHO BKJIFOYaTh CIIMPOMETPHIO, BBIMOJIHSIC-
MYI0 B cooTBeTCTBHM ¢ Kputepusimu ATS/ERS [61],
KpOME TOTO TECTUPOBAHUE JTOJDKHO MMPOBOIUTHCS 110
U TI0CJIe IPUMEHEHHUsI OpOHXOIMIaTaTopa.

h. PeHTreHorpaMmbl TPyOHOH KIETKH JeNaroTcs B
OOJILIIMHCTBE LEHTPOB MYKOBHCIIHJ03a €XKETroJl-
HO, a TAaK)KE B IIEPUOJIbl KIMHUYECKOIO YXYyILICHHUS.
Takke HOMKHBI OBITH JOCTYIHBI JPYTHE METOABI
BHU3yasn3anuu, B ToM uncie KT Beicokoro paszperie-
HUs1, KOTOPBIE B HEKOTOPBIX LIEHTPaX MyKOBUCLUIO-
3a MCIONB3YTCS B IUIAHOBOM IOPSIKE.

6. IluTanue u MeTad0IHYECKHE OCTOKHEHUS

Anne Mrionk (®panuus), Capa JDxeitn IlIBapren-
oepr (CILA), Crto Bynde (BenmkoOpuranus).

HyTputuBHBIi cTaTyc mpu MYKOBHUCIHUIO03€ HMEET
HENOCPE/ICTBEHHYIO CBSI3b C (DYHKIMEH JIETKUX U BBI-
JKUBaeMoCThi0 [62]. OOecrieueHne HOPMAaIbHOTO PO-
CTa y JleTed U aJIeKBaTHOIO HYTPUTHUBHOTO CTaTyca BO
B3POCIION KU3HU — STO OCHOBHBIC IIEIM KOMAaHIBI IO
MYKOBHCITHI03Y.

6.1. Kaxoevl yenesvie noxazamenu HympumueHo20
cmamyca RayueHmo8 ¢ MyKosucyuoo3om?

MunaaeHIpl ¥ JETH JOJKHBI pacTh HOPMAJIBHO, ITPU
9TOM MIIQJICHITBI TIOCTUTAIOT HOPMAIBHBIX IMTOKa3aTeNIeH
MIPOILICHTUJIEH BECa U POCTa, CXOXKHX C MOMYJISIHEH 0e3
JarHo3a MyKOBHCIIHIO3, K IByM TonaM. [letu craprie-
T'0 BO3pacTa U MOIPOCTKHU JOHKHBI PACTH KaK 370POBHIE
CBEPCTHUKHU, YTOOBI JOCTUYS 5S0-TO MPOICHTHIIS HH K-
ca macchl Tena (UMT). V B3pocibix abcomtoTabiii UMT
JOJDKEH TIOIepKUBaThes Boiie 20 kr/m?, B uacane 22
Kr/M? (OKeHIMHbI) U 23 Kr/M? (Myx4uHbl). Bee nmanuen-
THI JTOJUKHBI UMETh HOPMAJIBHBIN YPOBEHb COJCPKAHUS
JKUPOPACTBOPUMBIX BUTAMHHOB ¥ MHKPOIJIEMEHTOB.
Heo0OxoquMo KOHTPONMHPOBAaTH YPOBEHBb COICPKAHHS
HE3aMEHUMBIX YKUPHBIX KUCIIOT, €CJIM TaKOW aHaJU3 J10-
cTymneH. PykoBozsIue MPUHIUIBI OUEHKA U KOHTPOIS
HYTPUTHBHOTO CTaTyca ObUIM OMYOJIUKOBaHBI paHee [,
13, 63-71].

6.2. Kax konmpoauposams HympumusHlii Cmamyc
npu 00bIYHOM JleyeHuu?

Jo Tex mop moka pocT He OCTAHOBUTCSI, TP KXKIOM
MOCEIEHUH OOJIBHHMIIBI CIIEYET U3MEPSTh BeC (KT), pOCT
(M) 1 OKPY>KHOCTBH TOJIOBBI (CM) (710 2 J1eT). Y B3pOCIBIX
POCT cllenyeT u3MepsTh exeronHo. Vizmepenus HeoOxo-
nuMo mpeodpaszoBbiBaTh B UMT (ctapiie 2 yieT) u cpas-
HUBaTh C HallMOHAJIBHBIMH HOpMamu. Ocoboe BHHMa-
HUE HYXHO yAeNATh AeTAM 1-3 JIeT U MoaApOoCTKaM M3-3a
YCKOPEHHOTO POCTa. YPOBEHB KUPOPACTBOPUMBIX BUTA-
MHUHOB CIIelyeT MPOBEPATh HE Pexke paza B TOH, YTOOBI
BBISIBUTH JISUITUT WK M30BITOK HA paHHEM 3tare [13,

60, 63-70, 71-73].
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6.3. Kak onpedensmo 3K30KPUHHYIO
HEO00CMamo4HOCMb HOOICELYOOUHOU Jicene3bl
(OHIDK) u adexeammuyro 3amecmumenbHyro
mepanuio npenapamamit hepmenmos
n00JICETYOOYHOU Jicene3bl?

OK30KpUHHAsi HENOCTAaTOYHOCTh IOMKETYIOYHOMN
Kene3pl TpeOyeT moarBepxkaeHus. Koaddumment aod-
coporun xkupoB (KAX) ocraercs «3070TBIM CcTaHIAp-
TOM», HO SIBIISIETCS CITUIIKOM TPYIOEMKHM.

AHanmu3 (eKaJbHON TaHKpeaTHdecKoi 3mactasbl-1
(FE1) nmpencraBiseT cob0if MPOCTON M HAICKHBIA Map-
Kep HauyMHas C JIBYXHEIEJIbHOTO BO3pAcTa MpPU OTCYT-
CTBHH KUJIKOTO CTYJIA.

[TarueHTs! ¢ coxpaHHON (YHKLIMEH MOKETyT0UHOM
JKEJE3bl JOJDKHBI MIPOXOIUTH €KErOJHOE KOHTPOJIBHOE
obcienoBanne FE1 B MitajieHuecTBE U JETCTBE, a TAKKe
B MIEPUOJIBI 33JIEP’KKH B Pa3BUTHH, TIPU TIOTEpE Beca MIIN
quapee.

AJICKBaTHOCTh 3aMECTHTEIBHON (hepMEHTHOHN Tepa-
MUY IIperapaTaMu nopkeTyouHo xenessl (3OTIITDK)
ornpenenseTcs KINHUYECKH, ¢ MOMOIIBIO KOHTPOJSA Hy-
TPUTUBHOTO CTaTyca, IPU3HAKOB U CUMIITOMOB Majbal-
copOuun, a Takke Ipu IUI0XoM Habope Beca Ha (oHe
YypesMepHOro anmetuta. M30bITouHbIe JO3BI MaHKpea-
TUYECKUX (DEPMEHTOB MOTYT BBI3BIBATH OOJIM B KUBOTE
u 3amopel. Pexomengaruu mo tectupoanuo DHITDK u
J03UpoBaHHI0 epMeHTOB AocTynHH [13, 63-65, 67-70,
74].

6.4. Kakoswi 0cHO8Hble cmpamezus NPODUIAKMUKU
Hapyuienuii HympumueHo2o cmaniyca?

LleHTpBbI MYKOBHUCITHI03a JOKHBI OBITH O3HAKOMIIC-
HBI C peKOMeH]Ia]_H/IHMI/I 110 BOSpaCTHBIM JueraMm, KOTO-
PbI€ KOPPEKTUPYIOTCS IUETOJIOTaMH CO CIIeIHan3aIuei
B obOnacTu MykoBuCIHA03a [5, 13, 60, 63-68, 70, 74-77].
B ux uncno Bxomdr:
a. O6cnegosanue DHITK u nasnauenune 3OTOITK.

b. Beibop noaxoasimieii 1ueThl, KOTOpas JOKHA CO-
JIepKaTh 3HAYNUTEIILHOE KOJIMYECTBO KUPOB.

C. KOppeKI_[I/ISI IIOBECACHUA — 4TOOBI IOMOYb NanueHTy
HCIBITBIBATh YAOBOJILCTBUC OT IpHUCMa IHIIIHA.

d. I[Ipu HE0OXOIUMOCTH — MOIY4YEHHUE JOIMOIHUTEb-
HOTO HATpHsl, IPU 3TOM 0COOOro BHUMAaHUS Tpely-
0T MJIaJICHLIbI, BBISIBIICHHBIE IPH CKPUHUHTE HOBO-
POXICHHBIX.

. JlomomHUTENbEHOE HA3HAYCHHE YKAPOPACTBOPUMBIX
BHTaMHHOB II0 Pe3yJbTaraM J1a0OpaTOPHBIX HCCIe-
JIOBaHHH.

f. JKeHImIHBI ¢ MyYKOBHCIIHI030M, KOTOPBIE TUIAHUPY-
0T 6epeMeHHOCTB, JOJDKHBI IMOJYYUTH KOHCYIJIbTa-
LU0 I10 YJIYYIIEHUIO HYTPUTUBHOIO CTaTyca Iepex
3auarueM [75].

6.5. Kakue ghakmopul ciedyem oyenugamo y
NAYUeHmos ¢ 3amMe0eHHbIM POCTom?

OO6cnenoBanme JOKHO MPOBOAUTHCS B CIIydae IO-
TEpPH MacChl, CHKEHUN MAacChl TeJla WA TPOIEHTUIIA
JUTHHBI/pocTa (Miaame 2 JIeT), CHIKSHHUS TPOIICHTUIIA
HNMT cormacHo Bo3pacTy u moiny (ctapiue 2 Jer), Imio-
XOTO0 TUHEWHOTO pocTta (Miasiie 18 jieT) Uit CHIKeHHS
HUMT (crapme 18 net). PanHee BMemarenbcTBO MMEET

Ba)XKHOE 3HAYEHHE JUIS MIPEAOTBPALCHHS 3HAYUTEIbHON
MOTEpH MAacChl Tesla Wi pocTa. [IpudanHbBl HapymeHus
MUTAHUS BBISBISIIOTCS C TOMOIIBIO TINATEIBHOTO 00-
CJICZIOBAHUS U MYJIBTUAMCIUILTHHAPHOTO 1moaxoaa. Bos-
MOYKHBIE IPHYUHBI: HEJJOCTATOYHOE OTPEOICHUE TTHIIH,
W30BITOYHBIC TTOTEPU MUTATENBHBIX BEIIECTB CO CTYIIOM
(meagexBatHas 3OTIIIDK wnm HecoOmOaeHNE TPaBHIT
npuema epmenToB), uadexuus Giardia, neanakus, ru-
nepkaradon3M M3-3a 3a00JIeBaHUs JIETKUX, PBOTA WIIN
racTpornapes, IJIMKO3YpHUsl ¥ TICUXOJIOTUYeCKHe MOoCe -
cTBUS MyKoBHUCITH03a [13, 63-65, 67-70, 74].

6.6. Kaxoewvl sapuanmei 00NOIHUMENbHO20 1e4eDHO20
numanus?

BwmemarenscTBO ciieayeT MpoOOBaTh IOATAITHO B
TE4YeHHE OTPAaHIMYEHHOTO MEePHOAa BPEMEHH WM JI0 TEX
TOp, TIOKA HE YIyUIINTCA Hy TPUTUBHBINA CTaTyC — C y4e-
TOM CTEIEHH €T0 HapyIIeHHs U Bo3pacTa manueHTa. He
TpaTbTe CIUIIKOM MHOTO BPEMEHHU Ha OAHY CTPATErHIo,
€CJIM OHa He TIPUHOCHT Pe3yIIbTaToB.

a. IIpensapurenbHple ykazanus. bonee crporoe co-
OJIOZICHUE JTMETHl U PEKOMEHJIAIMK IO HATPUI0 U
(depMeHTaM, MOBEIEHUECKOE BMENIATENLCTBO IS
KOPPEKIMH MPOOJIeM NMPH KOPMJIICHHUH MIIAJICHIICB U
JeTel MiaaIero Bo3pacta [78] Wium MOTHBAIIMOH-
HbIe Oece/bl C MAaMeHTaMH CTapIIero Bo3pacra.

b. YMepeHHOEe CHW)XKEHHE HYTPUTHBHOTO CTaryca.
g moBBIIEHUST KaJIOPUWHOCTU B TEUEHUE Orpa-
HUYEHHOTO BPEMEHHU CIIeyeT UCII0Ib30BaTh MUTa-
TeJIbHBIE MepopaibHble J00AaBKH, KOTOPBIE MOTYT
BPEMEHHO 3aMEHATH ey Ui MalueHToB. B sTtom
ClIyyae MOTYT NpPHUTOJUTHCS BpPEMEHHBIE Hazora-
crpanbible (HI')/Hazokumeunsie (HK) 30H151 A5t
KOpMJICHHSI.

c. BrlpaxkeHHOE CHIDKEHHE HYTPUTHBHOIO CTaTyca.
OHnrepansHOoe nuranue yepe3 HI' 3oHabI mnum ra-
CTpPOCTOMHYECKHE TPyOKH OOBIYHO YiIydllaeT M
MOJACPKUBAET COCTOSTHUE MAllMEHTa ¢ MyKOBUCIIH-
JO30M.

d. I[pyrne BUJBI JICYCHUS: HUIIPOreTaAuH U TOPMOH
pocCTa HC BXOAAT B CTAHAAPTHYKO CXEMY JICUCHUS.
HapeHTepanbﬂoe MMUTAHUC TIPUMCHACTCA, TOJIBKO
€CJIM SHTCPAJIbHOC MHUTAHUC HCBO3MOXHO WJIN HE
AacT PE3yJIbTATOB.

e. PeaOwinranys ¢ mOMOLIbI0 HYTPUTHBHOW TOX-
JEPKKH MOKET 3aHATh 3-0 MECsILEB, OITOMY €CIH
MALMEHTy IPEACTOUT onepanys (HarmpuMmep, TpaHc-
IUTaHTalHKs), CIeAyeT HadaTh BOCCTAHOBUTEIbHBIN
Kypc 3abmaroBpeMeHHo [63-65, 69, 70, 76].

6.7. Koeda u kax nposooumcsi CKpuHUHe Ha Caxapuulil
ouabem?

Hauunas ¢ 10 neT Bce mManueHThl ¢ MyKOBUCIIUA030M
0e3 yCTaHOBJIGHHOTO JTMarHo3a AuadeT/ 1uaderT, CBs3aH-
HBI ¢ MmykoBucuua03oM (JJCMB), Bkitouast Tex, y KOro
MOXET OBITh T€CTAIIMOHHBIN JHA0ET, JOKHBI €KETOTHO
MPOXOANTH CKPUHUHT B TIEPUOJ KIIMHHYECKOW CTaOUIIb-
HOCTH Ha 6a3e ctannaptHoro npotokona BO3. Otkione-
HUS, BBISIBJICHHBIE B XOJI€¢ €AUHUYHOTO OPAJILHOTO IIII0-
KO30TOJIEPAHTHOTO TECTA, JOJKHBI OBITh TOATBEPKICHBI
MOBTOPHBIM TecTOM. HekoTopble IEHTpPHI B MpoIecce
JIUATHOCTHKYU HCIOIB3YIOT HENPEPHIBHBIA MOHUTOPUHT
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ypoBHs Tit0K03kI [79, 80]. JlonoaHuTtenpHy0 nHpOpMa-
LU0 MOXKHO HAaWTH B OITyOJMKOBAHHBIX PYKOBOJACTBAX.
OnyOnukoBaHHble pykoBoxacTBa [81-83] mpeamonara-
IOT MpoBeseHne 0ojiee 4acTOro CKpUHHUHTA C 3aMEpPOM
YPOBHS TJFOKO3BI Tociie npuema nunwm w/wiu OI'TT B
CIICAYIOIIUX CIy4asx: 000CTPEHHUE JIETOUHOro 3a00IieBa-
HUS, Ha4aJlo NMpUEMa IIIOKOKOPTHKOUIOB, SHTEPAIBLHOE
KOpMJICHHE Yepe3 30H[, IUTaHUpOBaHUE OepeMEeHHOCTH,
nepuof 0epeMEeHHOCTH, IUIAHOBAasi TPAHCILIAHTALUS Op-
TaHOB U HaJIMYME CUMIITOMOB JJa0eTa.

06.8. Kaxoso coepemennoe newenue ouabema,
c6s3aHH020 ¢ myKosucyuoosom (J{CMB)?

Jleuenune marmentos ¢ JICMB 1015KHO COOTBETCTBO-
BaTh CTaHJapTaM IOMOIIM BCEMH MaIlMEHTaM C auade-
TOM; 0COObIC TPEOOBAHUS K JICUCHUIO MAIUEHTOB C MY-
KOBHUCITUI030M IIpHUBENCHEI HIKe [81-83].

[Manuentsr ¢ ICMB A0MKHBI IEUUTHCS y CIICLIA-
JIMCTOB MHOTOIIPO(GUILHON KOMaHJbI, HMEIOMICH OIBIT
paboter ¢ ICMB, 1 nipu 3TOM MOAJIEPKUBATH KOHTAKT
U KOHCYJIBTUPOBATHCA C KOMaHJOU II0 MYKOBHCLIHJIO3Y.
Pexomenayercs neunts JJCMB nncynuHoM, a He niepo-
paIBHBIMH Ha0ETUYECKUMH MpenaparaMu. KoHTpob
[JIFOKO3BI TpeOyeT JOMOIHUTENBHBIX YCUIHHA BO BpeMs
000CTpPEeHUI JIETOYHOrO Ipolecca, KOraa MPUXOJUTCS
qaile IIPOBEPSATh YPOBEHb caxapa U MOBBIIIATh 1036l UH-
cynuHa. PexomeHganuu 1o NUTAHWIO MALUEHTOB C My-
KOBHUCITUI030M MPUMEHUMEI U K maruenTtam ¢ JJCMB.
Uzmenenune notpebneHus KaaopHid, )KUPOB, OEIKOB HIIH
COJIM B pe3ylibTaTe TUarHOCTHKH nuabeTa He AOIycKa-
ercsa. Monutopunr ocioxHernuit JICMB ananoruuen
MOHUTOPHUHTY Jpyrux ¢opm amadera. Crnemyer BHUMa-
TEJIbHO CIEIUTH 32 MALMEHTAMU ¢ MyKOBUCLIUI030M IIpH
HapylieHuH TosnepanTHocTH K miroko3e (HTI), ocoben-
HO KOTZIa OHH OOJICIOT, OCKOJIBKY UM BpeMsl OT BpeMEeH!
MOKET MOTpeOOBaThC UHCYIMHOBAs Tepanus [79].

6.9. HyscHo i npogooums CKpUHUHZ RAyueHmo8
Ha 3a60neeanue Kocmeil npu MyKoGUCYuoose,
u eciu 0a, mo kaxkum oopazom? Kaxue
gaxmopul nomozarom npedynpeoums CHUNCEHUE
MUHEPATLHOU NIOMHOCMU KOCIMHOU MKAHU?

Huskass mMuHepanbHas IUIOTHOCTb KOCTHOM TKaHU
(MIIKT) sBnsieTcsi pacrpOCTPaHEHHBIM OCIOXKHEHHEM
y TIOJIPOCTKOB M B3POCIBIX MAIlUEHTOB U MOXET BO3HH-
KaTh y JA€Ted NpU yXYALIEHUH KIMHHYECKOTO COCTOfA-
Hus. B ciydae cHmxenuss MIIKT B Bo3pacte oT BocbMuU
JIO IECATH JIET PEKOMEHAYETCS MPOBEACHHE MJIAHOBOTO
CKPHHHMHTA C WCIOJb30BAHWEM JIBYXIHEPTeTHYECKON
peHTreHoBckoi abcopormomerpun (DXA), Kak ykazaHo
B OIyOJIMKOBaHHBIX pyKoBonCcTBax [84-86].

LleHTpbl TOKHBI OBITH OCBEAOMIICHBI, Kakue (ak-
TOpBI, crioco0cTBytOT cHIkennto MITKT npu mykoBuc-
1U103€, ¥ KaKuM 00pa3oM MOXKHO CHH3UTh 3TH PHUCKH.
OcHOBHBIMU (DAKTOpaMH PUCKA SBJISIOTCS JISTOYHBIE HH-
(hekuu, TUIOXOH PEKUM MMUTAHUS, HEIOCTATOK BECOBOM
HArpy3KH, 3aMeUICHHOE IOJIOBOE CO3PEBaHUE, JICUCHUE
[TFOKOKOPTHUKOUIaMHU, TUIIOTOHAM3M, a TaKkKe IeUITUT
BuTamuHa D, kanbius u Butamuaa K [84-86].

6.10. Kako6o cospemenHoe neyeHue CHUMNCEeHUs
MUHEPALHOU NIOMHOCMU KOCIMHOU MKAHU?

Crnenyer MHHHMHU3UPOBATh W3BECTHHIE (AKTOPHI
pHCKa ¥ ONTHMHU3UPOBATH MMOTPEONICHUE KBS U BU-
TamuHa D [u1s ynydineHus 310poBbsl KocTel. Bompoc
0 mpuMeHeHnn OuchocoHATOB pemacTcs B WHIWBU-
JyalTbHOM TOPSAKE C YyYETOM MUHEPATBbHON TIIOTHOCTH
KOCTHOW TKaHH, MaJOTpaBMAaTHYHBIX TIEPEIOMOB B aHa-
MHE3€ U TPaHCIUIAaHTAI[MOHHOTO cTaryca [84-86].

7. JleueHue 0CJI0:KHEHHH

Iappu Xeitepman (Hunepnauner), bappu [lmant
(Upnanaus), JxuoBannu Tauuertn (Mramus).

7.1. Jlecounvle ocnoocHenua:

V nanueHToB ¢ MyKOBUCIIMI030M MOTYT pa3BUBAThCS
pasJIMuHbIE OCIIOKHEHUS, KOTOPbIE BCTPEUAIOTCs TOBCE-
MECTHO, XOTSI M HE O4eHb 4yacTo. LleHTp MyKOoBUCIIH103a
JIOJDKEH OBITH XOPOIIO TMOATOTOBJICH K JICICHUIO TaKUX
nanueHToB. Huke HU3J10&KEHbI CTaHIAPThl TUArHOCTUKU
Y JICYEHUS 3TUX OCIIO)KHEHUH, U TIEPEUHCIIEHBI PECYPCHI
C JOTIOJHUTEIBHBIMYA PEKOMEHIALIASMHU.

7.1.1. Kaxoe naunywwuii cnocob ieyenust
NHEBMOMOPAKCa Y NAYUEHMO8 C
MYKOBUCYUOO30M?

ITHeBMOTOpaKc — 3TO OCIOXHEHHE, KOTOpOE Yalle
BCTpeYaeTcs y MalHMeHTOB C TSHKENOH 0OCTpYKTHBHON
(dopmotii 3aboneBaHms IbIXaTeabHBIX myTei [87]. LlenTp
MYKOBHCIIMI03a IOJDKEH BCErJa IOA03peBaTh Hallu-
YHE 3TOr0 OCJIOKHEHHS y MALUEHTOB C OCTPOH 00JIbIO
B IPYAHOM KJIETKE U OIBIIIKOM M OBITH TOTOBBIM IOCTa-
BUTb JUArHO3 C IIOMOLIbIO PaZNOJIOIUIECKUX HCCIIEHO-
BaHUil (peHTreH rpynHoii kietku, KT rpynHoi kineTkn).
OnyOnMKoBaHBl PYKOBOJCTBA 1O JieueHUIo [88]; meHTp
JOJDKeH OBITh TOTOB OKa3aTb 0a30BYI0 MEIUIMHCKYIO
noMmoulb (MaeBpajibHasl ApeHa)xKHas TPyOKa, KyImHpoBa-
Hue O0omm). s ManueHToB, KOTOPBIE HYKIArTCs B 00-
Jiee CIOXKHBIX MpoLenypax (Hampumep, BUAEOACCUCTH-
pOBaHHAsl TOpakajbHas XUPYpTusi), B LEHTPE IOKHA
CYIIECTBOBATh COINIACOBaHHAS MPOLEAYPa HapaBiIeHUs
NAlMEHTOB B OTHEJCHHE TOPAaKaJbHON XUPYpruu, Iae
TaKXe MOTYT MOTpe0OBaTbCA AONONHUTEIbHBIE HOBBIE
crpareruu [89].

7.1.2. Kaxos naunyuwuii cnoco6 jieuenus
2eMONMU3UCA Y NAYUEHTNOE C MYKOBUCYUOOZ0M?

I'emonTu3nc — 3TO0 PacHpOCTPaHEHHOE OCIIOXKHE-
HUE, UMEIOIIEE Pa3Hyl0 CTENEHb TSXKECTH — OT CKY/A-
HOTO JI0 00mHMpHOTO (onpenensiercs kak >240 Mi/cCyTku
win >100 Mi1/CyTKH B TeueHHE HECKOIbKUX jaHel) [90].
Ony01MKOBaHbI PyKOBOISIINE IPHHLUIIBI JiedeHus [88].
IleHTp MOMKEH YETKO MPOUHCTPYKTHPOBATH MAIMCHTA
U €ro pOACTBEHHUKOB, KOTZIA 3BOHUTH, €CIU MPOUCXO-
JIUT KPOBOXapKaHbe, U JOJDKEH OBITh TOTOB OKa3aTh pe-
KOMEHYEMYI0 MEIUIHMHCKYI0 MmoMoms. [Ipu cuinbHOM
KPOBOTCUCHHUH IICHTP JOJDKEH UMETh JOCTYN K MHTEp-
BEHI[MOHHOW pPaguojoruu (Harpumep, 3MO0JIM3anus
OpOHXUANBHON apTEePHUN) U/WIH TOPAKATLHOU XUPYPTHH.

7.1.3. Kakoe naunyuwuti cnocob nevenus
ObIXamenbHOU HeOOCMAMOYHOCMU Y NAYUEHMO08
€ MYKOBUCYUOO30M?

EctecTBeHHBIN MpoIeCC pa3BUTHSA OOJIE3HU JIETKUX
MIPU MYKOBHUCIIHIO3€ — 3TO OOCTPYKITUH JBIXATEIBHBIX
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myTel Ha OoJiee MO3JHeH CTa UK U B KOHEYHOM UTOTe —
JIbIXaTeNbHAs HEAOCTaTOYHOCTh. LIeHTp nomKeH ymerb
pacrmo3Harh HACTYIUICHUE 3TOW CTAJIMH U MPOBECTH 00CY-
JKCHHE BOIIPOCA O TPAHCIUIAHTAIIMU JIETKUX U O JIPYTUX
MIEPEIOBBIX peKOMeHIanusAX (cM. paszaen 8). Ha mo3aamx
cTamusax 3a00JeBaHUS CIEAYeT OLEHHTh IMOTPEOHOCTH
MaIMeHTa B JOMOJIHUTEIBHOHN moja4ye Kuciopoaa (00b-
eM (hopcrpoBaHHOTO BbIZIOXa 3a 1 cekyHny <40%) kak B
COCTOSIHMHM TOKOSI, TaK M TIpU (pU3NYECcKoil Harpyske [76].
BenTunsiponnas nojiepxkka (HarpuMep, HeMHBa3UBHAS
BEHTHJISIIMSA) JIOJDKHA OCYIIECTBISTHCS B COOTBETCTBHUH
C TOXKETaHUSMHU TallMeHTa O CHIKEHUHW OnbImKu [60].
LenTp mOoMmKEH UMETh BOBMOXHOCTD OILICHUTH CUMITTOMBI
Y HEOOXOMMOCTh MPUMEHEHHS OITUATOB JJIsl OONIerYeHHS
OJBIIIKK ¥ 00JICH Ha MOo3aHeH cTaanu Oone3nn [91-93].

7.2. OcnosxcHenus co cmopomnsl neveHu u
n00JCENYOOUYHOU dHcee3bl

7.2.1. Kaxoe naunyuwuii cnocob ieuenus
3a00ne6anus neveHu y nayueHmos ¢
MYKOBUCYUOO30M?

MHorue nanueHTsl ¢ HeAOCTaTOYHOCThIO TOIKETy-
mounoit skene3sl (HIDK) mpm mykoBuCInmoze MMErOT
MIPU3HAKU 3a00JIeBaHMH TEYCHHM pPa3HOH CTENeHH Tsi-
JKECTH — OT JIeTKOH (popmbl OmnmmapHoro (udpo3a 10
ouppo3a B KOHEYHOH craguu. CBsf3aHHOE C MYKOBHC-
nugo3om 3aboneBanne nedern (CFLD) mpencraiser
c000if OMITMAPHBINA UPPO3, KOTOPHI 0OBIYHO TIPOSIBIIA-
ercs B Bozpacte 10 20 JIeT 1 MOXKET NPHUBECTH K MOp-
TaJbHOW MIIEPTEH3UH U EYCHOUYHOH HEJOCTAaTOYHOCTH
[94]. LeHTp DOMKEH KOHTPOJIUPOBATH BCEX MALMEHTOB
C MOMOILBIO (PU3UKAIEHOTO OCMOTPA U IIEPUOIUIECKOTO
aHanu3a (pepMEeHTOB IEUEHHU.

Pexomenmanmu o wcmonp3oBanuio Y3 u mpume-
HEHHIO YPCOMIE30KCUXOJICBOM KUCIOTHI («YpCoy), a Tak-
YK€ OCHOBAHHSA I OMOIICHH TI€YCHH JOCTYITHEI B OITy-
OIMKOBaHHBIX pyKOBOACTBax [94-97].

ITanmeHTOB € MOPTAIBHOW THUIEPTEH3UEH CleayeT
HANpaBUTh HAa KOHCYIBTAIUIO K TaCTPOIHTEPOIOTY/Te-
MATOJNOry JUIsl TIPOBEACHUSI CKPUHUHIA, SHIOCKOIUU U
JICYEHHUS OCJIOKHEHHI JIETOYHON TUIIepTeH3nu. Perymsp-
HOE JICYEHUE MAalHEHTOB C LHUPPO30M P MYKOBHCIIH-
J103€ JI0JIKHO BKJIFOUaTh IMMYHHU3ALMIO IPOTUB BUPYCOB
rermatuta A u B, nckmouenue npuema HIIBC u renaro-
TOKCHYHBIX BEIIECTB (HAIIPHMEp, aJIKOTOJIST) U KOHTPOJIb
(hyHKIIMOHAJIBHOTO COCTOSIHMSL TI€UeHHW (KOarymsmus,
anp0yMuH).

HenaBHo ObLIM TIpeaCTaBICHBI MOMYIIATOPHI U KOP-
pexropsl CFTR. UBakadrop u komOuHanus mymaxadrop/
uBaKa(TOp MOTYT BBHI3BIBATh NEYCHOUHYIO HEJOCTATOY-
HOCTh. [Ipu Hammunu 3abosieBaHUS MEYEHU O3UPOBKA
3THX MpernaparoB TpedyeT koppektupoBku [98]. LlenTp
JIOJKEH UMETh TOATOTOBJICHHBIN My Th JIJIsl HAllpaBIeHUS
Ha NMPOrpaMMy TPAaHCIUTAHTAIIMH TTEYEeHH JIJIS TAllUeHTOB
C TO3THEH cTanuelt 3a001eBaHus IEICHN, KOTOPOE BEIET
K MEYEeHOYHON HEeJOCTaTOYHOCTH.

7.2.2. Kaxoe naunyuwiuti cnocob neuenus
XOnenumuasa y nayueHmos ¢
MYKOBUCYUOO30M?

Xosenutras MOXKET MPOTeKaTh 0€CCUMITTOMHO [99].
CrienuaancThl IEHTPa JOJDKHBI MOJI03pEBaTh 3TOT JUa-

THO3 TIpW 00CTIeOBaHUH MAaIMEHTa ¢ HeCTIeU(PHYECKOMI
a0JIOMUHAIBHON 00JIbI0 U TOIIHOTOM. lleHTp momkeH
UMETh JOCTYyM K ynbrpacoHorpaduu n HIDA-ckanupo-
BaHMIO (XOnecuuHTUTpadun) It 00CIeTOBAHUS HKEIY-
HOTro my3sIps. [Ipy HATMYUM CHMIITOMOB JKETYHOKAMEH-
HOW OOJIE3HH YPCONE30KCHXOJIEBas KUCIIOTa SIBISETCS
Hea((heKTHBHOI, U 00BIYHO TpeOyeTcs HallpaBJIeHUE Ha
KOHCYNBTAIMIo K xupypry [100].

7.2.3. Kaxog naunyuwiuii cnocob neuenus
naHKpeamuma y nayueHmos c
MYKOBUCYUOO30M?

ITaHkpeaTuT SBISIETCST MEHEE PaclpOCTPAHCHHBIM
OCJIOKHEHHEM IPU MYKOBHCIHI03€, HO MOXKET OecIo-
KOWTHh HEKOTOPHIX TMAIMEHTOB O3 MaHKpeaTHIeCKON
Hegoctarounoctd [101]. PeruamBupyromuii  oCTpHId
MaHKpeaTuT Ha (OHE MYKOBHCUIH03a MOXET IIPUBECTH
K 9K30KPHHHON HEOCTAaTOYHOCTH M3HAYAIBHO COXPaH-
HOM TTOIKEITyI0IHOM skele3bl. OHO U3 TMPOSBICHUH —
Hecrienuuaeckue OO B KUBOTE, MOITOMY CIICIyET
MOJI03peBaTh MaHKPEaTuT NpHU 0OCIeTOBaHUN TAIlFeH-
TOB C PECIHUIUBHUPYIOMICH OOIHI0 HEM3BECTHON ATHOJIO-
THH, COMPOBOXKIAIONIENHCA TOMHOTOW U pBOTOM. LleHTp
JIOJDKEH MMETh BO3MOXXKHOCTH TPOBECTH CTaHAAPTHBIE
nmaboparopHble aHANW3bl (HAa aMuiasy, Jumnasy) U Jua-
THOCTHYECKYIO BH3YyaIN3anunio (Harmpumep, yIsTPacoOHO-
rpaduto, KT nu MPT). [IpuHITATIE ICUCHHSI TAKUE KeE,
KaK TIPH JICYEHUH MTaHKPEeaTuTa B OTCyTCTBHE MYKOBHC-
nuso3a. TeM He MeHee OCTPhIM MaHKPEATUT MPUBOAUT K
Cepbhe3HOMY 00€3BOKMBAHUIO, UTO Y TMTAIIMEHTOB C MYKO-
BHCITUI030M TPEOYeT MPHUCTAaIHLHOTO BHUMAHHUS K PEru-
JIpaTaliil 1 KOHTPOJIS YPOBHS 3JIEKTpoiauToB. HemaBHO
paspaboranabie CFTR koppekTophl M TOTEHIIHATOPHI
MOTYT WTPaTh ONPEAENCHHYIO pPOIb B JIEYEHWH PelH-
JTUBUPYIOMIETO MAaHKPEaTuTa, MOCKOJIBKY CTHMYIUPYIOT
OMKapOOHATHYIO W BOAHYIO CEKPEIHIO B TOHKEITyH0Y-
HOI1 xenese [102].

7.3. XKenyoouno-xuuteunvle 0Cr0M#CHeHUS

7.3.1. Kaxos naunyuwuili cnocob nevenus
2acmpoazoghazeanvHoll peiokcHot
oonesnu (I OPb) y nayuenmos ¢
MYKOBUCYUOO30M?

I'OPb gacto BcTpeuaeTcst y MallMEHTOB ¢ MYKOBHC-
Ua030M, mopaxas Oonee 36% [26]. lleHTp momkeH
3HATh MPHU3HAKK U cUMNTOMBl ['OPB 1 OBITH rOTOBBIM
obecreunTh TP HEOOXOAWMOCTH COOTBETCTBYIOLIEE
MMarHocTudeckoe oocnenopanue (ummenanc u pH-mpo-
Oy, 9HIOCKOIHIO BEPXHUX OTAEJIOB MHUIIEBAPUTEIHLHOTO
TpakTa) 1 Ha3Ha4uTh Jeuerue [103-107].

7.3.2. Kaxog naunyuwiuii cnocob ieyenust
3anopo8 y NAyueHmo8 ¢ MyKosUucyuoo3om?

3arop pa3BUBAeTCs OCTETIEHHO, HAYMHASCH C COKpa-
mieHus gactotel cryna [108]. On uwacto BcTpeuaercs y
IMalUEHTOB C MYKOBUCHHUAO30M U MOXET YCYT Y6J]$1TI)C$1 C
NPUMEHCHUEM HApPKOTUKOB. B OONBIIMHCTBE CydacB 3a-
TIOp pearupyer Ha THAPATAIMOHHYIO TEPAITHIO, CITA0UTENb-
HBIC CPEACTBA WJIM JIAKCATHBLI (HaHpI/IMep, TIOJIMDTUIICH-
mmKonb). Knusmel ucnons3yrotes peaxo [106, 107, 109].
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7.3.3. Kaxoe naunywwuii cnocob pacno3Haganus
U 1eveHus CUHOPOMA OUCTHATILHOUL
Kuweurou nenpoxooumocmu ([{KH)?

Cumriromel JIKH HaumzaroTcss ¢ octpoir 6onmm B
npaBoM HUxkHeM kBajapanTe [108]. TloaHas v HemonHast
JKH onucana [109]. LleHTp IOMKEH yMETh Paclo3HAaTh
9TH OCJIOKHEHHSI U UMETh CTAHIApPTHBIE IIPOTOKOJIBI IS
JUAarHOCTUKH M JIEYEHHS Ha OCHOBE OITyOJIMKOBaHHBIX
pexomennanuii [60, 107, 108, 110]. ITanueHTH MOTYT OT-
B€YaTh Ha MEPOPaTIbHYI0 PETUAPATALMIO B COUCTAaHUU CO
caOUTENbHBIMY TIperiaparaMy, HO Ui Oonee TSDKETbIX
Clly4aeB MOXET MOTpeOOBaThCs B/B rMAparaiys, Ha3ora-
CTpajibHas acnupauusi U Kiau3Mel. llarieHTam, KoTopeie
HE OTBEYAIOT Ha TaKHe KOHCEPBATHBHbBIE METO/bI JICUCHUS,
HE0OXOMMO 00pPaTUTHCS! K TaCTPOIHTEPOJIOTY C OIBITOM
neuenuss JIKH. 3amectuTenbHas Tepanusi MaHKpeaTuye-
cKkuMH QepMeHTamu y Takux nanueHToB ¢ JJKH tpebyer
nepecmotpa [106, 107]. 3anoznanas rocnutaau3anys mo-
CJI€ TOSABJICHHS Ha4aJIbHBIX CUMIITOMOB MOXET IIPUBECTU
K CEPbE3HBIM OCITIOKHEHUSIM. MeanKaMeHTO3HOE JICYCHUE
MOXET HE JaTh PE3yJbTaTOB TOJBKO B CIIydae IOJHOU
AKH. Xots xupyprudyeckoe BMELIATENbCTBO SBISIETCA
KpaifHeit mepoii [111], B eHTpe AOIKHBI OBITH XHPYPTH,
KOTOPBIE 3HAIOT 00 3TOM OCJIO)KHEHUH MYKOBHUCLIUZI03A.

7.3.4. Kaxog naunyuwuti cnocobo
npedomaepamums Guopo3uUpyIouyIo
xonononamuto (PK)?

OTO JOBOJNBHO penKoe OcloXKHeHWe. B Hacrosiee
BpEMs €AMHCTBEHHOMN YETKOM peKOMEHJalyel 1o MpeaoT-
BpameHnto OK sBiseTcs Ha3HaYeHNE COOTBETCTBYIOIIEH
J03bI (PEPMEHTOB TOKEITYAOYHON JKeJIe3bl, KOTOPYIO HE
CllelyeT yBEINYMBATh 0€3 YEeTKHX MOKa3aHWH, IPH 3TOM
obmast 103a GepMeHTOB He Ao/bkHa mpeBbimarts 10 000
JIMMAa3HbIX SAMHULY/KT Macchl Tena B cyTku [112-115].

7.3.5. Kaxos naunyuwuii cnocob neyenus
anneHoOuKyIApHO20 MyKoyene?

Huarno3 yrounsierca ¢ momombsio Y3U [116]. Ilpu
HaJUYUA CUMIITOMOB BBITIOJTHICTCS AIlIMEHIDKTOMHS C
pe3eKlrell KpaeB ammeHauKca W Pe3eKIHed KOHYHMKA
CJICTION KUIIKH, 4TOOBI N30€KaTh PUCKA PEIUINBA.

7.3.6. Kaxoe naunyuwuii cnocob neuenus
U30bIMOUH020 OAKMEPUATLHO20 POCIA 8
monkom kuweurnuxe (UBPTK) y nayuenmos
€ MYKOBUCYUOO30M?

Huarno3 UBPTK cnenyer mono3peBarb, €cii y mna-
UEHTOB Habmromaercs nud¢y3Has HIM OKOJOMYTOY-
Has OOJIb B JKHMBOTE, Ype3MepHOEe razoo0pa3oBaHHE B
KHUIIICYHHUKE, JUapes, TOIIHOTa M MajahabcopOmmsi, He-
CMOTpSI Ha aJeKBaTHYIO 3aMECTHTEIbHYIO ()epMEHTHYIO
TEPAIINIO. Puck Bpme Y NanyveHTOB, KOTOPHIC MNPOIIIN
yepe3 XUPYPruyecKoe BMEIIATENIbCTBO HA KHUILIEUHUKE
WM OPUHMMAKT HapkoTuku. Hecmorps wucnonb3oBa-
HUE PAla HEMHBA3UBHBIX MPOLENYp AJId IUArHOCTUKH,
«30JI0TOTO cTaHjaptra» Meroauku BbisiBieHus MBPTK
He cymectByeT [107, 117]. PekomenayeTcs cTaBUTh AH-
ar’Ho3, Ha3zHadas MpOOHBIN Kypc MeTpoHnmaszoma [118].
Jleuenne BKITIOUAST MUKIMYECKUN MPHUEM TIEPOPATHHBIX
aHTHOMOTHKOB, dddekTuBHBIX B JKK-tIpocBere, mpe- u
MPOOHMOTHKOB, CIIAOWUTEIBHBIX M MPOKUHETHKOB [107].
N3-3a paznuuuii B qu3aiiHe MCCIIEIOBAHUN U KPUTEPH-

X 3()(HEKTUBHOCTH JaHHBIE O BIUSHUM MPOOMOTHKOB Ha
neyenne UBPTK sBnsroTcs HemocTtarounbiMu [119].

7.3.7. Kaxog naunyuwiuii cnocob neyenus
MEKOHUEBOU HENPOXOOUMOCTIU KUULEYHUKA
(MHK) y nayuenmog ¢ mykosucyudozom?

MHK — 3T0 HEOTJIOXKHOE COCTOSIHUE HOBOPOXKJIEH-
HBIX, KOTOPOE JIy4llle pa3peuiaTb B IEHTPE C OIMbITOM
JIeYeHUs1 MYKOBHUCLIMJI03a, TJ€ €CTh JETCKUH XHUPYPI,
KOMIIETEHTHBIM B oOmactu neuenus MHK. JXKusnenno
HE0OXOIMMO paHHEE HAIIPABIICHUE B IEHTP C DKCIICPTH-
301 HEXUPYPTUUECKOTO U XUPYPTUUYECKOTO JICUEHUS JaH-
HO# maromoruu [120-122].

Ocnoxuennyo MHK nedutsb TsKEo U CII0XKHO, MO-
JKET MOTPeOOBaThCs JJIUTENIbHAS rocnuTanu3amus. [Ipu
MOCJICOTICPAIIMOHHOM JICUCHHH MOXET MOTPeOOBaThCS
KOHCYJIBTAIUSl 1[EHTPa, KOMIETEHTHOTO B JICUCHUU KO-
potkoro kumeunnka. MHK nHe mpenpacnonaraer x pas-
putuio JIKH, onnako oneparuu JIKH npoBogsites v ae-
tert ¢ MHK uare, yem y octanpabix [111].

7.3.8. Cywecmeyem nu no8blUEHHbL PUCK
3710KauecmeeHublx H08ooopazosanuii JKKT y
NAyueHmos ¢ MyKoGUcyuoo3om?

Y nanueHToB ¢ MYKOBHICHIHIO30M 3JIOKadeCTBEH-
HbIE HOBOOOPa30BaHUS KEMYTOYHO-KUIIEYHOTO TPaKTa
BCTpEYArOTCS Yalle, YeM Yy 370pOBOro HaceleHus. Psn
WCCIIEZIOBAaHUI CBHUIETENIHCTBYET O MOBBIIIEHHBIX TOJ0-
BBIX ITOKa3aTeNsIX 3a00IeBaeMOCTH KOJIOPEKTAIHHBIM pa-
KOM U TIepEPOXKICHNS aJeHOMATO3HBIX KOJIOPEKTAIbHBIX
MTOJTUTIOB B KOJOpeKTanbHBIA pak [123-126]. HenaBuee
UCCIIC/IOBAaHUE IOKA3bIBAET, YTO CKPUHUHI Ha KOJIOPEK-
TaJbHBIA paK OKYIIAeT 3aTparhl U JOJDKEH IIPOBOAUTHCS
HayuHasi ¢ 40 ner.

7.4. [Ipyeue ocnoocrnenus

7.4.1. Kaxos naunyuwuii cnocob
npeoomspayeHus MoKCUYeCKo20
8030eliCmBUsL 1eKAPCMBEHHbIX NPenapamos?

Jledenue OONE3HU JIETKUX MPU MYKOBHCIHI03€ MO-
JKeT MPUBOIUTH K OCIOKHEHHUSAM, CBA3aHHBIM C TOKCH-
YEeCKHM BO3JICHCTBHEM IpENaparoB, 0COOCHHO aMHHOT-
JMKO3UIOB (Hampumep, Hepo-, OTO- U BECTUOYISIPHOM
TokcuuHoctu) [128]. BzammopeiicTBue mpemaparos,
0COOCHHO TIOCiIEe BBEICHHSI KOPPEKTOPOB M MOAYJSTO-
poB CFTR, BBI3BIBaET OCIOKHEHHS, O KOTOPBIX CIEIYET
3HaTh U IIPY BO3MOXKHOCTHU MPEJOTBpaIlaTh X, KOPPEK-
TUPYs 103bl. BaskHO, 4TOOBI B COCTaB KOMaHIIBI TI0 MY-
KOBHCIIM/I03Y BXOJUII KBAIM(UIMPOBAHHBIN (hapMalleBT.
LleHnTp 1OMKEH UCIIONB30BaTh CTaHAPTHBIE TPOTOKOJIBI
JUISI MOHUTOPUHTA KOHLEHTPAIlMU JIEKAPCTBEHHBIX TIpe-
MapaToB B KPOBU NPH Ha3HAYEHUH aMHUHOIIMKO3UJIOB U
cienoBaTh pekoMeHyemon go3upoBke [30]. [Ipu HaznHa-
YeHWU BHYTPUBEHHBIX (B/B) aMHHOTIIMKO3UIOB CIEAYET
n3berars npumenenus: HIIBC, 4ToObl mpenoTBpaTHTh
HEPPOTOKCHYHOCTD. LIeHTp AOIKEH MPOBOAUTE OLICHKY
OTOTOKCHUYHOCTH C HCIOJIB30BAHUEM ayIUOJOTHUECKO-
ro TECTUPOBAHU Ul MAIMEeHTOB C MOTepell ciayxa win
3BOHOM B YIIaX HJI B paMKaX pyTHHHOTO 00CIeI0BaHHUs
npu ckpuHuHre. LleHTp Taxke T0MKEeH UMETh JOCTY K
CHEIUAIUCTY C OIBITOM IPOBEICHHS BECTUOYISPHOTO
o0cienoBaHusl.
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7.4.2. Kaxoe naunyuwuti cnocob ieuenus
Heporumuasa y nayueHmos ¢
MYKOBUCYUOO30M?

Hedpomutnas pacnpocTtpaneH y MallMeHTOB C My-
koBucu030M [129]. LleHTp A0omKeH 3HaTh MPU3HAKU U
CHUMIITOMBI, CBSI3aHHBIE C HE(QPOIUTHA30M M OBITH TOTO-
BBIM BBISIBUTH OTOT JUArHO3 C TMOMOIIBI0 aHAIN3a MOYH
n KT-BBII (BHyTpuBeHHOU mHenorpammsl). Cruemyer
BBLIBIISITH METaOOJMYECKHE PACCTPOWMCTBA, BBHI3BIBAO-
e 00pazoBaHue KaMHEH B ITOYKaX, YIUTHIBAsI BEICOKYIO
yacToTy KumeyHod runepokcaimypuu [130]. ITauueHTs
C KaMHSIMH B TTOYKaX OJDKHBI TOTPEOIATH TOCTATOYHO
JKUIKOCTH IS TIOJIIEPYKAHUS BRICOKOTO YPOBHS JTUype3a
1 coOMI0IaTh HU3KOOKCAIATHYIO AUETY C BRICOKHUM COZEP-
skanueM Kanbuus [130, 131]. HeHTp nomkeH uMeTh J10-
CTYH K He(POJIOTY, YPOJIOTY 1 HHTEPBEHIIMOHHOMY PaflH-
OJIOTY Ha CITy4ail pa3BUTHI OCIIOKHEHUH He(pOTUTHA3A.

7.4.3. Kaxog naunyuwuti cnocob ieyeHus
apmponamuu y RayUenmos ¢
MyKogucyuoozom?

ApTpanruu sBISIOTCS PacPOCTPAHEHHBIM CHUMIITO-
MOM y MalMEeHTOB ¢ MYKOBUCIHUA030M [26], HO apTpo-
MaTHsi OCTAeTCs HEJJOCTATOYHO M3y4eHHOM. LlenTp noi-
KEH 3HaTh 00 3TOH mpobneme. MoxkeT moTpeboBaThCs
JICYeHUE aHAIBICTUKAMU M TIPOTHBOBOCHAINTEIEHBIMH
CpeacTBaMHu. [ TFOKOKOPTHKOUIBI U aHTUPEBMATHUYECKUC
mperaparsl, MOIU(MUITUPYIOIINE TeUSHUE 3a00ICBaHNUs,
MOXXHO paccCMaTpHBaTh B PePpaKTEPHBIX CIydasX, Mpo-
KOHCYJIETUPOBABIIKUCH C PEBMATOJIOTOM, KOMIIETCHTHBIM
B JICUCHUU MyKoBHUcLHI03a [132].

7.4.4. Kaxos naunyuwuii cnocoo
JleYeHUs CUHYCUMO8 Y NAYUEHMO8 C
MyKo8uCyuoo3om?

XPOHHYECKUI CHHYCHUT C MOJHUITO30M HOCa MU 0e3
HEro PaclpoCTpaHEeH y MAalMeHTOB C MyKOBHUCIHAO030M
U BCTpedaeTcs y)Xe B paHHeM aetctse [26, 133]. Lientp
JOJDKEH PEryJIsipHO OLIEHUBATH 3a00JIeBaHuUE Ma3yX HOCA
u obecreunBaTh PEKOMEHIyeMOe JIeueHHEe, YUYHUTHIBas
TOT ()aKT, YTO CHHYCUT MOJKET CTATh HCTOUHHKOM HH(EK-
UM HIDKHUX JbIXateiabHbIX myTeit [134]. HeoOxomaumo
UMETh BO3MOXKHOCTh JTHarHOCTUYECKOTO HCCIICAOBAHMUS
(KT ma3zyx HOCa) ¥ TOCTYH K OTOJIAPHUHTOJIOTY C OIIBITOM
JiedeHusl CMHycHuTa Ha (oHe MykoBucuuao3a. HempaBHo
paspaborannsie CFTR-koppekTopbl M NOTEHIHATOPHI
MOT'YT CIIOCOOCTBOBAThH OOJIETYEHHIO COCTOSIHUS TIPH 3a-
OoneBanusax ma3yx Hoca [135].

7.4.5. Kaxoe naunyuwuii cnocob neuenus
annepeudecKux 3a001e6anull y nayueHmos ¢
MYKOBUCYUOO30M?

3a uckimoueaneM ABPA (mynkr 5.10) anneprudeckne
3a00NIeBaHNs y MAIMEHTOB ¢ MYKOBHCITHIO30M BCTpeda-
I0TCS HE Yallle, YeM y OCTaJIbHOTO HACEIICHUS, U JIeHaTcst
TaK k€, KaK U IPU OTCYTCTBUM MYKOBHCLIH03a. Y MaIu-
€HTOB MOXXET Pa3BUTHCA AJUIEPTUUECKasl peaknys Ha aH-
THOMOTHKN (0COOEHHO O€Ta-JIaKTaMbl), YTO ITOBBIIIACT
PHCK pPa3BUTHS JKU3HEYTPOXKAIOIINX PEAKIUH M MOXKET
OCIIOKHATH JICYCHHE MAIMEHTOB C TMPOTPECCHPYIOMIeH
OOJIE3HBIO JIETKWX, KOTOPBIE YacTO IMOABEPTaroOTCsS BO3-
JIEHCTBHIO TIapeHTEpaIbHBIX aHTHOMOTHKOB [136, 137].
Jis moBbIeHnst 6€30MacHOCTH B Hadase JIEYESHUS Talli-

€HTOB U3 TPYIIIBI PUCKA CIIEAYET B3BECUTh BO3MOKHOCTh
rocrimtanmu3amu [138]. LlenTp momxeH 3HaTh MpU3HAKU
U CHMIITOMBI BO3MOXHBIX QJUICPTHUECKUX PEaKIUU Ha
TEpanui0 U MNP HEOOXOAUMOCTH TPEKPATHTH JICUCHUE.
Lentp aomxeH pa3paboTaTh MPOTOKONBI JJIS JECCHCH-
OWIM3aIMY C YYSTOM PEKOMEHJAINN aJuIeproyiora, €Ciu
Tepanus BakKHA U JAPYTMX BapHaHTOB JieueHus Het [137,
139-142]. [TanueHTHI, KOTOPBIE CAMOCTOSITEILHO BBOMAST
BHYTPHUBEHHbIC AHTUOMOTUKU HA JOMY, JOJDKHBI ITOJTY-
YUTh MUCHMEHHBIE MHCTPYKIUH 10 OKA3aHUIO HEOTIOXK-
HOW TTOMOIIIX B ClTy4dae ajuiepruueckux peaxiuii [ 139].

7.4.6. Kaxoe naunyuwuti cnocob uzbesxcamso
OCNLOJCHEH UL, 8bI36AHHBIX NPUMEHEHUEM
NOCMOAHHBIX BHYMPUBEHHBIX
(6/8) kamemepos y nayuenmos ¢
MYKOBUCYUOO30M?

IlocTosiHHBIN KaTeTep CIEAYET YCTaHABIMBATh B CO-
OTBETCTBUU C TIOXKEJIAHUSAMH TAIIEHTA, €CIIN CyIIECTBY-
0T TPYZHOCTH TIPY TIPOBEACHUH BHYTPHUBEHHON TE€PAITHH.
LenTp momKeH WMETh IOCTYI K CIEHUATNCTaM, UMEI0-
MM OIBIT YCTaHOBKH MOCTOSHHBIX KaTeTepoB (HarpH-
Mep, KaTeTephl CpeqHel JIMHUH, TepupepryecKie 1eH-
TpanbHble KareTepsl [PICC], mMIIanTHpyemMble KaTeTepsl
Port-A-Cath). JIocTyI kK TOCTOSIHHOMY KaTeTepy JIOJKHEI
UMETh TOJBKO CIEMUATFHO OOyYEeHHBIE JHIA, KOTOpHIC
COOJTIONAIOT CTaHIAPTHU3UPOBAHHBIE TPOTOKOIBI MH(pEK-
IIMOHHOTO KOHTPOJI M yXofa 3a KarerepoMm. Hamboiee
pacrpocTpaHeHHbIE OCIIOKHEHWS, BBI3BAaHHBIE TPHUMEHE-
HUEM KaTe€TepOB, BKIIIOYAIOT COCYIUCTHIC TTPOOIeMBI (Ha-
npuMep, WHPEKIHA, TPOMOBI, CHHAPOM BEpXHEU IMOJIoN
BeHbl) [143-144]. LlenTp momkeH MPUCTAIBHO CIEANTH 32
MIPU3HAKaMH U CHMIITOMaMH OCJIOKHEHHH, CBSI3aHHBIX C
MIPUMEHEHHEM KaTeTepoB, 1 UMETh BO3MOKHOCTH TIPOBE-
CTH HaJyIexaIiee ooceJ0BaHre, BKITIOUas aHAJIN3 KPOBH,
YABTpacOHOTPa(UI0 W KOHTPACTHBIE PEHTTEHOJOTHYE-
CKHE HCCIIEIOBAHUS TS BBISBICHUS WHPEKIMNA 1 OKKITIO-
3uH cocynoB. BHyTpucocynucrsie nHpeKuuy, CBI3aHHbIE
C KaTeTepoM, CIEAYET JICYUTh B COOTBETCTBUU C OILyOIn-
KOBaHHBIMH peKOMeHIaIwsiMu [ 145, 146].

7.4.7. Kaxoe naunywwuii cnocob neyenust
NAYUeHmoK ¢ MyKoSUCYUO030M Ha hone
bepemennocmu?

bepeMeHHOCTh MOXKET YCIIOKHUTH JICUCHHE JKSHIIH-
HBI C MyKOBUCTIHA030M. [IpH oOciienoBaHnY JKEHIIUH Jie-
TOPOHOTO BO3pacTa B IIEHTPE CJIEAyeT BCEra 3aiaBaTh
BOIIPOC O BO3MOXKHOI OepeMEeHHOCTH, 0COOEHHO TIpH Ha-
3HAUEHHUHU JIOTIOJTHUTENBHBIX JIEKAPCTB, POTHBOIIOKA3aH-
HBIX OepemeHHBIM. bepeMeHHOCTh Ha (pOHE MYKOBHCITH-
JI03a cUrTaeTCs 0EPEMEHHOCTHIO C TIOBBIIEHHBIM PUCKOM
M3-32 BO3MOXKHBIX JIETOYHBIX, HYTPUTHBHBIX M MeTa0o-
JINYECKUX OCJIOKHEHUM. Takue MmanueHTKy JOJDKHBI Ha-
OMromaThCs y aKyIiepa ¢ OMBITOM BEJEHHS OCIOKHEHHBIX
oepemenHOCTeH. OMyOIMKOBaHBI PEKOMEH/IAINH JICUSHIS
OepeMeHHBIX AIMEHTOK ¢ MyKOBUCIIHI030M [75].

7.4.8. Kaxos naunyuwuii cnocob evenus
becnioous y nayuenmos
¢ MyKogucyuoo3om?

JKeHImuHBI ¢ MyKOBUCIIHI030M MOTYT 3a0€pEMEHETH,
a TIpH Xopouei (PyHKINH JETKUX U TUTaHUH — YCIell-
HO BBIHOCHTH pebeHKa. DepTUIbHOCTh MEHEE 310POBBIX
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JKCHIIMH ObIBaET CHIDKEHA, M B Cllydyae IpeArogaracMou
HECHOCOOHOCTH 3a0epeMEHEeTh UX CIIEAYeT HampaBisaTh
K penpoaykrosory. Y OoibImMHCTBA MYK4uH (98%)
C MYKOBHCLHUIO30M OTMEUAaeTcs a300CIepMHs, U OHHU
JOJDKHBI OBITH TIPOUH(GOPMUPOBAHEI 00 3TOM B COOTBET-
CTBYIOILIEM BO3pacTe. AHAIN3 CIIEPMBI CIEAYET Mpeasia-
raTh TeM IMalUEHTaM, KOTOpbIe HHTEPECYIOTCS CBOMM CO-
ctostHieM. [lareHTsl JOJDKHBI MONyYaTh HaIeKalne
KOHCYJIBTallUM O BO3MOYKHBIX BapHaHTaX 3a4aTusi, BKIIO-
Yast BCIOMOTaTeNIbHbIE METOIBI PEIIPOLYKIIHH.

8. TpaHcIaHTalUA U BONPOCHI, CBA3AHHbIE C
3aKJIIOYUTEJbHBIM 3TANOM KU3HH

Ckorr benn (ABcrpus), Anucteiip Jadd (Bemnu-
koOputanus), Cy Mamx (BenukoOputanus), Tomac
Barnep (I'epmanus).

TpaHcrmaHnTanus — 3TO NPU3HAHHBIA BUI Teparuu
Ha MocleqHed cTaauu OONe3HH JIETKUX U IEYeHH y Ma-
LUEHTOB C MYKOBHCIMAO30M. HampaBnenue B ciyxOy
TPAHCIUIAHTALUK POXOIUT C YYaCTHEM CHELUANNCTOB U3
KOMaHJIbl IO MYKOBHCIUI03Y, KOTOpasi 3HAET MPOLECCHI,
o0ecreynBaloIie YCIEeUIHY0 TpaHCIUIaHTalMIo. TpaHc-
IUTAaHTalMs KaK METOA JIEYEHHUs MOAXOAUT HE AN BCEX
MAIIEHTOB U MOXKET HE OCYIIECTBUTHCA MO pa3InYHbIM
MIPUYMHAM, B TOM YHCIIE H3-32 CMEPTH B OXHJIAHUU ITOJI-
XOISILIMX JOHOPCKUX OpraHoB. D((EKTUBHBIA yXoA Ha
3aKJIIOYMUTETIHLHOM ATalle KU3HU MalueHTa KpaiiHe BaKeH
U TpeOyeT BHUMaHHS K OOIICHHIO, KOHTPOJISI CHMIITOMOB
Y MHOTOTUCHUIUIMHAPHOTO TOIXOAA K YXOAYy, BKIIOYas
KOMIIETEHTHOCTH B chepe NaTHaTHBHON TOMOIIIH.

Pesynbrarel TpaHCIUTAaHTaUMU JIETKUX AJIS MAIHEH-
TOB C MyKOBHCLIUZA030M MIPOAOJIKAIOT YAYUIIATHCS, U 110-
kazatenu 10-71eTHe BBKMBAEMOCTH HPUONMKAIOTCS K
50% [147] n gaxxe NpEeBBIIAIOT 3TOT YPOBEHB B OTYETAX
onHoro ueHtpa [148]. JlanHble cTaHIAPTHl BKIIOYAIOT B
ceOs szl BOIIPOCOB, KACAIOIINXCS OLICHKH TPaHCIUIaHTa-
UMM U yXOZa Ha 3aKJIIOYUTEILHOM 3Tale XHU3HH, KOTO-
pBIE OCBELICHBI C YYETOM OIyOJIMKOBAaHHBIX JaHHBIX U
pexomenaanuii. IlonpoOHbIi 0030p BCEX aCEKTOB TEMbI
comepxutcs B nokymenrte «Practical guidelines: Lung
transplantation in patients with cystic fibrosis» («IIpak-
THYECKHUE PEKOMEHIALWU: TPAHCIUIAHTAUMs JIETKUX Y
MAIMEHTOB ¢ MYKOBHCIHIO30M»), TIOArOTOBIEHHOM EB-
pomneiickol ncciaenoBaTeNbCKON Ipynmnon Mo U3y4eHUIo
mykoBuciunosa (ECORN-CF) [149] u B pykoBoncTBE 11O
yX0oAy Ha 3aKknrounTensHoM 3tane xu3Hu ECFS [150].

8. 1. Kaxoesvl pewarowyue gpaxmopsol 015 CpOKo8
BKIIOUEHUS 8 CRUCOK HA MPAHCNIAHMAYUIO
JIE2KUX Y NAYUEHMO8 C MYKOBUCYUOO30M?

Bpemsi mpoBeneHusi 00CIIeOBaHUS U OXUIAHUS
TIOJIXOSIIUX JOHOPCKUX JICTKUX BapbHPYETCS, HO MO-
JKET COCTABIIATH OoJiee ABYX JieT. DakTophI, CBsI3aHHBIE C
TIOBBIIIICHUEM CMEPTHOCTH, H CITy4au, KOTrJia PeKOMEHTY-
€TCs HallPaBJICHHE JJIsl PACCMOTPEHHUS BOTIPOCA O TPaHC-
manTamuu [151]:

a. O0séM ¢opcupoBaHHOTO BBIOXa 3a | CeKkyHOy
O®BI1 <30 % ot pacueTHOro nokasaress.

b. BeicTpoe yxyuniieHue coCcTosIHUS, 0COOEHHO y JKeH-
LIMH ¥ MOJIOABIX MTallUEHTOB.

c. Kucnoponnas tepanms mo npuamHe THITOKCHH.
d. I'mmepkamays.

e. HacTeie 06OCTpeHI/IH, KOTOPBIC IIJIOXO IMOAMAOTCA
JICUCHUIO BHYTPUBCHHLIMU AHTUOMOTHUKAMH.

Crenyer B3BecuTh OoJiee paHHee HampapieHUE JUIS
MalHMEHTOB ¢ pepaKkTepHBIM THEBMOTOPAKCOM M PELH-
JTUBUPYIOIIMM MacCHBHBIM KpoBoTeueHueM [152]. Ilo-
BBILIICHUE BEDKMBAEMOCTH, OTPaHUYEHHAsI TOCTYIMHOCTh
JOHOPOB U Pa3jIM4Ms B CXEMax pacrpeesieHus OpraHoB
NPUBEIIHU K pa3padOoTKe IPOTHOCTUYECKON MOJIENTU CMEPT-
HOCTH/BBIKMBAEMOCTH, KOTOpasi MIOMOTAET OINpPEAETIUTh
04YepeTHOCTh MPU PEIICHHH BOIPOCa O TPaHCIIaHTAIN
[153, 154]. IIpu HanpaBieHUU Ha TPAHCIIAHTALMIO CY-
HIECTBYET psifi IOMEX, B TOM YHCIie MHEHHE Bpadel o ee
1eJIeco00Pa3HOCTH, MPOOJIEMBI MPOrHO3UPOBAHUS CPO-
KOB JUISl IPUHSATHSL PELICHUS M COILMaIbHO-IKOHOMHYE-
ckue hakropsl [155-157]. CinoxkHOCTH CO OnpeieICHUEM
CPOKOB TpW HalpaBJCeHUU Ha TPAHCIUIAHTALHUIO TPeoy-
IOT TECHOM CBSI3U CO Cyx00# TpaHciuiantanuu. Kpo-
Me TOTO TaKasl CBsI3b MIOMOTAET MAallMEHTaM OCMBICIHUTh
CIIOKHYIO MH(OPMALUIO U caeNaTh 0CO3HAHHBIN BBIOOD.
Ecnu ontumanbHBIE CPOKH HANpaBleHUsT KOHKPETHOTO
MalMeHTa BBI3BIBAIOT COMHEHHUSI, JIyYIlle CAeNaTh BIOOD
B M0JIb3Yy 00JIEe PaHHETO BPEMEHHU.

JKv3HEeHHO BaskeH pEery/spHBIA W TOAPOOHBIH 0OMeH
uHOPMAIHEH co CITy’)KOOH TPaHCIIAHTAITNH, TIOCKOIBKY
OH TIO3BOJISIET PETYIISIPHO OOHOBIATH HH(POPMAIIHIO O TIPO-
TPECCHPOBAHNH 3a00JIEBaHNUS Y BCEX MAIMEHTOB, KOTOPHIE
HaxXoAsTcs B CHMCKe oxuAaHus. HenaBHuil aHanmu3 naH-
HBIX peecTpa MarueHToB (GoHma mykoBucimmo3a CIIIA,
MOKa3aJI, 9YTO MPOTHOCTUYECKUMH (paKkTopamu IS OTKa3a
B HaIpaBJICHUH Ha TPAHCIUIAHTAIUIO SBITIOTCS CTAPIIAN
BO3PAacCT, HU3KUH COLMAIbHO-9KOHOMHYECKH CTaTyC U BbI-
SIBTICHHE B. cepacia KoMIUIeKca B IIOCEBE MOKPOTHI [ 155].

OrieHKa U omnpeieIeHue OYepeHOCTH JeTel mMia-
IIIETO BO3PACTa ¢ MyKOBHCIIHIO30M TPeOyeT oapoOHOTO
00CYXJIeHUsI ¢ KOMaH/IOH TPaHCIJIAHTOJIOTOB C OIBITOM
paboter B memuatpun [158]. [letn wacto HaxomsTcs B
XyAmeM KIMHHUYECKOM COCTOSHHU IICPEd TpaHCIJIaH-
Talueil, a mocie Hee yaie MoABEeP)KeHBl HHPEKIUAM H
3aboneBannio araderom [159].

8.2. Kakue xaunuyeckue npusHaxy nOGbIUAIOM PUCK
CMEPMHOCMU NAYUECHMO8, HAXO0SUUXCSL 8 TUCmE
02CUOAHUS. MPAHCNIIAHMAYUU TTIe2KUX ?

B mepBoodepenHoM Mmopsike Ha TPAHCIDIAHTAIIUIO
[152, 160, 161] HampaBisitoTCS HALIUEHTHI C MYKOBUCLHU-
JIO30M B CITydae:

a. KucnopoazaBucumoil peciuparopHoil HegoCcTaTou-
HOCTH.

b. XpoHuuecko# runepKanium.
c. ['unepronun nerkux [162, 163].

d. CHmxeHnH (U3MUECKOro (HyTPUTHBHOTO) CTaryca
— 0COOEHHO JKEHILUHBI.

OrpaHn4eHHBIN MyJ TOHOPOB OINpENeNsieT KoJlnde-
CTBO BO3MOXXHBIX TpaHCIUIaHTauuid. Harmonaneuas mo-
JUTUKA ONTUMH3HUPYET 3)(HEKTUBHOCTD pacIpeIeIICHHS
JOHOPCKHX OPraHOB I0-Pa3HOMY, B 3aBUCUMOCTH OT CH-
CTEMbl WACHTHU(HUKALUK JOHOPOB U MPaKTHIECKOH/Teo-
rpaduuecKoi JTOTHCTUKH.

[IpuoputHzanus CpOUHBIX CIydaeB OCYLIECTBISIETCS
Ha HallMOHAJbHOM ypoBHe [ 164, 165]. ArpeccuBHble Me-
TOABI BOCCTAHOBJICHUS HYTPUTUBHOIO CTaTyca CiegyeT
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paccMaTrpuBaTh y BCCX MALIUCHTOB CO CHIDKCHHOM Mac-
coit TCJIa, KOTOPBIC MOTYT OBITH HaIlpaBJICHbBI HA TPAHC-
IIaHTallUIO JICTKUX.

8.3. Kaxue xapakmepucmuku nayueHma mozym
npensimcmeosams GHECeHU0 8 IUCH
02CUOAHUS HA MPAHCHAAHMAYUIO T1e2KUX NPU
MyKogucyudose?

Ucxmrouenust nnsi TpaHCIDIaHTauu jerkux [151]
BKJIIOYAIOT:

. 3JI0KaYeCTBEHHbIC HOBOOOPA30BaHUsI B TCUCHHE TIO-
cienaux 2 yiet. OObIYHO TpeOyeTcs, YTOOBI TTePHOIT
PEMHCCUH COCTABIISLT 5 JieT. MOXKHO paccMarpuBaTh
BOIPOC O TPAHCIUIAHTAIMH MPH HAJTMYUH KOXKHBIX H
HEKOTOPBIX YPOTCHUTAIILHBIX BUIOB paKa.

f. Henzneunmast nucyHKLUS APYTOrO KM3HEHHO BaXK-
HOTO Ooprasa (Harpumep, cepaua, NedeH , IoYeK).

g. XpoHudeckasi BHeleroynass wH(peKus (Hampumep,
rermatut B, remarut C, BUY).

h. Tsokenas nedopmanus ckenera.

1. [IpomomxuTenpHas HU3Kas MPUBEPIKEHHOCTH K Jieue-
HUIO WIH HEPETYIIIPHOE NOCEIEHUE KIIMHUKY.

Jj. Hemsneunmoe mNCHXOJIOTMYECKOE COCTOSHHE, KOTO-
pO€ OrpaHMYUBAET BO3MOXKHOCTb Y4acTBOBAaTb B Te-
panuu.

k. OtcyTcTBHE YCTONUMBOW CUCTEMBI COITMATTBHOM TOJI-
JIEPIKKH.

l. Tokcukonoruueckas 3aBUCHUMOCTb (HAlpuMmep, ai-
KOT0JIb, TA0AK B TEUEHHE NPEIIECTBYIOMNX 6 MeCs-
LIEB).

BonpmMHCTBO CiTy’k0 MO TPaHCIUIAHTAIMU HE MPH-
HUMAIOT Ha 00CJIe/JOBaHUE MAIIMEHTOB C HAJIMYUEM XPO-
HUYecKo mHbekuuu Burkholderia cenocepacia w/nmm
Mycobacteria abscessus (M. abscessus).

BozneiicrBue nadexunn M. abscessus 0CTaeTCs HesiC-
HBIM, XOT$ HEZIaBHUE NCCIIEIOBAHISI TOBOPSAT O MOBHIIIICH-
HBIX TTOKA3aTesIX MOCTTPAHCIUIAHTAITMOHHON HH(EKITNH,
TpeOyromeli MHTEHCHBHOMW TEPaITiy, 4TO HE BCETIa yBe-
JUYUBAET CMEpPTHOCTH [166, 167], M. abscessus dacto
CBSI3BIBAIOT C TOBBIIEHHOW 3a00JIeBA€MOCTHIO TIOCITE
TpaHCIUaHTauu. [Ipu paccMoTpeHnn Bompoca O COOT-
BETCTBUU ISl BKJIIFOUCHUS B JIFICT OXKHJIAHHUS YIUTHIBACTCS
TIOJIOKUTEIIHHBIN Pe3yJbTaT aHAIN3a MOKPOTHI M HAJTNIHE
ronpe3ucTeHTHoro M. abscessus [168].

Pemenne npu apyrux mHbexknusx (Hampumep, Io-
TUpe3ncTeHTHole Pseudomonas —aeruginosa, BUIBI
Scedosporium n Clostridium difficile) 3aBucut oT MecT-
HOW TMOJIMTHUKU W OMBITa TPAHCIUIAHTOJIOTOB U Tpedyer
Oomee TeTambHOTO OOCYKIACHHUS.

TpancruaHTanusi JETKUX WM KOMOWHHpOBaHHAS
TPaHCIUIAHTALUSl «IIEYCHB/IETKHe» TpeOyeT BCECTOo-
POHHETr0 00CYKICHHS Y TIAIIMEHTOB C TSHKEI0H (popMoit
00e3HN JIETKUX M TOpTajbHON TumnepreHsueit [169].
Tpancnnantanys MeYeHH HpPHU MYKOBHCLHIO03€ MOXKET
BBI3BATh OOJiee TSDKEINbIE OCIIOKHEHUS, YeM TIpU Hallu-
YUH IpyTUX nokazanuii [170-172].

[loBTOpHast TpaHCIUIAHTALUSI MOXET OBITH PaccMo-
TpeHa IPHU OINPEICIICHHBIX 00CTOATENLCTBAX Y HEKOTO-
pBIX perunuenTos [173].

8.4. Kaxue ocnodcnenuss MyKosucyuoosa Haoo
JeYums npestcoe 8ce2o npu N0O20MosKe K
MPAHCHAAHMAYUY TeSKUX?

OntuMu3zanys HyTPUTUBHOTO CTaTyca sBJIAETCS MpH-
OpPHUTETOM JJISl MAIMEHTOB, KOTOPBbIE HAXOAATCS B JIUCTE
OXXHIaHUsL, HO HE JIOJDKHA OBITh CYLIECTBEHHBIM (paKTo-
POM, KOTOPBIH 3a7iep>KUBaeT BKIIOYEHUE B CIIMCOK [161].

Juaber, cBszaHHbIi ¢ MykoBucimmo3oMm (JJCMB),
BoisiBIsieTcss y 40-50% manueHToB mpu 00CIeNOBaHUH U
pasBUBaETCs MOCJIE TpaHCIaHTauu eme y ~20% mna-
1eHTOB. [IoBBILICHHAs] CMEPTHOCTD, MH(EKIUN U CBS-
3aHHas C OTTOPXKEHHEM TOCHHMTAIM3aLUs HaOIIONANINCh
y nanuenToB ¢ JICMB npu tpancrnantanuu [174, 175].
Onrummzanus kouTpoist JICMB nmeer Gosblioe 3Haue-
HUE JJI4 TalMeHTOB B JICTe oxxuAanus [175, 176].

Xpouundeckas 6omne3np nouek (XBII) Bcrpeuaercs y
MHOTHX B3POCJIBIX MALMEHTOB ¢ MyKOBHCLUI030M, U IO
BO3MOKHOCTH CJIEAYET OrPaHUYHTh 1035 HEYPOTOKCHY-
HBIX TIPEMNaparoB Mepel NPOBEICHUEM TPaHCIIaHTAlUN
[177]. BnusiHue 1OITOBPEMEHHOTO CUCTEMHOIO UCIIOJIb-
30BaHMsI AMHHOTJIMKO3UI0B Tepe]l TpaHCIJIaHTalel Ha
MOYEYHYI0 (QYHKLUIO IOCIIE TPAHCIUIAHTAllMN HEU3BECT-
HO [178]. MHrnbuTops! KajablIMHEBPUHA, THIICPTOHUS U
JACMB 6butu cBsizansl ¢ pazputueM XbII mocne TpaHc-
IUTAaHTALUH.

Octeomnopo3 (24%) u ocreonarus (38%) naOmro-
JAIOTCS Y TAUeHTOB ¢ MyKoBHCIHmo3oM [179]. buc-
dochoHaTHas Tepamus MOXET TOTPeOOBATHCSA IS
MOJIEP)KaHUsl M YAYUIIEHUS! COCTOSHHUS KOCTEeH mepen
TpaHCIUTaHTaI[UEH.

CrcTeMHBIE KOPTUKOCTEPOUIBI HEOOXOMMBI JIJIsl He-
KOTOPBIX MAIIMEHTOB C MPOTPECCUPYIONIEH 00TIe3HBIO JIeT-
kux (Harpumep, ABPA). Cumraercs, 9To orpaHndeHne
CYTOYHOM J03bI MIPEAHN30JI0HA 10 <15 MI/neHb ycKopsieT
TIPOIIeCC 3aKUBIICHHS M YMEHBIIIAET PUCK MTOCIIEOTIepariy-
OHHBIX MH(MEKINN U JambHEeHIee CHIKEHHIE TIOTHOCTH
KOCTEH, XOTSl HeOOXOAMMOCTh 0oJiee BRICOKHX J03 HE MC-
KJIFOYaeT mpoBeAeHus Tpanciuiantanuu [180].

XOTsl porpaMMbl TpaHCIIJIAHTAllUM BO BCEM MHpE
ONMMpPAIOTCSl HAa pa3Hble PYKOBOMAIIME NPUHIUIBI U
IpeAyCMaTpUBAlOT pa3Hble CPOKH, JIUIA, KOTOPBIE 3]10-
yHOTPeOIAIOT AJIKOTOJIEM WM MMEIOT HAPKOTHUECKYIO
3aBHCHMOCTb, OLIEHUBAIOTCS JUISI OTPEAETIeHHs TTPUTO/-
HOCTH. 3aTeM JaroTcs pEKOMEHAAlUY O peaOuiInTaluy U
MIPOBOJATCS KOHCYJIBTAI[MH TIepe/l BKIIOUYEHHEM B JIHCT
OKUJIaHUs, WIN 00CYKAAI0TCA YCIOBUS JJISl BKIIOUEHUS
B JIUCT OXXHJIAHUS. YIIy4IIEHHE COCTOSHHS C TIOMOIIBIO
JIETOYHOW peabuITUTAIIMU WK CTPYKTYPUPOBAaHHOM MPo-
rpaMMBbl yIIPaXXKHEHUH CUMTAETCS BaXKHBIM JJIS TallUeH-
TOB, KOTOpPbI€ aKTHBHO OXKHIAIOT TpaHCIJIaHTauuoo. B
HEKOTOPBIX CIIydasx MaIlleHThI OAMNCHIBAIOT KOHTPAKT,
KOTOpBIA O0OS3bIBAET HE YMOTPEONATH ANKOTONb WIIN
WHBIEC 3alpelleHHble WM BBI3BIBAIOIINE MPUBBIKAHKE
BEI[ECTBA, ¥ CONIAIIAIOTCS OECCPOYHO IMPOXOAUTH IPO-
BEPKH Ha HAPKOTUKU W/WMJIM aJKOTOJNb KaK B OXHJIAHHU
TPAHCIUIAHTALUY, TaK U IIOCJIE HEe.

C NCUXOTOTHYECKON TOYKU 3PEHUS BaXKHO MOMOTaTh
MalKreHTaM COXPaHATh HAAEXKAy, HE JaBaTh UM IaJaTh
JIyXOM M JIOBOAUTHL ceOs 0 HepBHOro McTomicHus. [la-
LHUEHTHI, 0’KUJIAI0IINE TPAHCIUIAHTALIUN, U UX POJICTBEH-
HUKHU TOBOPST, YTO OKUJAHUE — CaMblil MyUHUTEJIbHBIN
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9Tan TpaHCIUIaHTauuu. [loMoms nauueHTaMm mepex
TpaHCIUIaHTALUEH JOJKHA BKIIOYATh MEPOTIPHUATHS, Ha-
mpaBJeHHbIEe Ha 60pbOy co cTpeccom [181].

8.5. Ilpu kaxux obcmosmenvcmaax ciedyem
nposooums unsazusuyto MBJI y nayuenmos ¢
MYKOBUCYUOO30M?

IIpumenenune wunBazuBHOM HMBJI y namueHToB C
0O0JIe3HBIO JITKMX B TEPMUHAJBHON CTaJHUU SIBIISCTCS
CIIOPHBIM U CBSI3aHO C IUTOXUMU ucxogamu [182].

Crnenyer B3BECHTH 3Ty BO3MOXKHOCTH JUIS TAIMCH-
TOB, Y KOTOPBIX JbIXaTelIbHAS HEIOCTATOYHOCTh Pa3BH-
BaeTCs MPU HATUYUKU 000CTpsOmEero (hakropa v B CIIy-
YasX, KOTJla MOXKHO PacCUMTHIBATh Ha BOCCTAHOBJIICHHE
(HampuMep, MacCHUBHBIA T'e€MOITU3UC, THEBMOTOPAKC,
TPUIII, ITOCcaeonepauonnubiit yxon) [182, 183].

TpaHcrulaHTalMsl Ha anmapare HCKYCCTBEHHOM
BEHTWISAIINY JIETKAX CBsi3aHa ¢ 0oJiee BBHICOKOHM paHHEH
CMepTHOCTHIO [184], mpeanaraeTcst TOJIBKO B UHAUBUY-
ANBHBIX CIy4asX W HE BCEMH CITy>KOAMH TpaHCILIaHTa-
nuu. OOBIYHO ATO MPOUMCXOIUT TOJBKO C IMAlMEHTaMH,
KOTOPBIE 3aBEPLIMIN MOATOTOBKY K TPaHCILIAHTALUU 10
MOAKJIIOUEHUS K ammapary.

Hexoropsie ydpexxaeHws, IPOBOISIINE TPaHCIIAH-
TaIUI0, PACCMAaTPUBAIOT TPAHCILIAHTAINIO Y TIAIIMEHTOB,
KOTOPBIM TpeOyeTCs 3KCTpakopriopaabHas MeMOpaHHas
okcureranus (ECMO) mipu TshKenol JpIXaTeNbHON He-
JOCTaTOYHOCTH. OTYETHl O TAKWX CIydasX IMPOJAEMOH-
CTPUPOBAJIN OTIMYHbIE pe3ynbTaTsl [185-187]. TecHslit
KOHTaKT KOMaHJIbl 10 MyKOBHCIIUO03Y H CIYXOBI TpaHC-
IUTAHTAINH ABJIIeTCH 00s3aTenbHBIM 10 Hayaila ECMO.
ECMO u BeHO-BE€HO3HBIE BCIOMOTaTeIbHbIE YCTPOMCTBA
JUTS JIETKUX YCIEIIHO HCIONB30BAINCH JIJIS TIepexoaa K
TpaHCIUIaHTauK Jerkux [188].

8.6. Kakue mepaneemuueckue memoobl adlCHbl
OJIs1 NATUAMUBHOU NOMOWU RAYUEHINY C
MyKoucyudozom?

TpeOyercss mpHCTYNUTH K OOCYXKIEHHIO 3apaHee
(BKIIOYAs BOBMOXKHOCTH TPAHCIUIAHTALIMM ), YTOOBI 1aTh
BpeMsl JUIsl TICUXOJIOTMYECKOH ajanTaldyd U B3BECHUTh
BO3MOXHBIE BapHUaHTHI, IOCKOJIBKY 4aCTO UMEET MECTO
HeloToOHUMaHue. Bpad nomkeH moroBoputh 06 yxozae B
TE€PMUHAIBHOMN CTa UM C MAIIIEHTOM U €T0 POACTBEHHH-
KaMU U MPHUBJIEYb K ’TOMY MHOTONPOQMIEHYIO KOMaHY.
[Ipu 5TOM HyXHa Cepbe3Hasi ICUXOIOrnYecKast MOIIePxK-
Ka (HarmpuMep, YTOObI TOMOYb CIIPaBUTHCS C HECYACTHEM
Y TIPOBECTH PabOTy C WieHaMu ceMbH) [189].

CHMITTOMBI, KOTOPBIE 3a4aCTYIO TPEOYIOT KOHTPOJIS:
OJIBIIIIKA, OOJb B TPYIH, FOJOBHBIC OOJIM, YCTAIOCTh U
mioxoe kauectBo cHa [190]. bonbiioe 3HaueHUE UMEIOT
HCIIONIb30BAHUE HAPKOTHUYECKUX AHAJIBIETHUKOB, AaHKCH-
OJIUTUKOB, MOJJCPKKA KIMPEHCAa JbIXaTeNbHBIX MyTew,
MPUMEHEHHUE TCUXOJIOTMUECKUX CTPAaTEruil, KUCIOPOA-
Has ¥ HEMHBAa3UBHAas BEHTWIMY Jerkux [92, 150, 191].
[MannmaTuBHAS TOMOIIB TOJIKHA OBITH HHTETPUPOBaHA B
MOBCEIHEBHBIN yXO0[ 32 MALIMEHTOM C MYKOBHCLH030M
[192], mpu »TOM KOMaH/a IOKHA OTY4YaTh HOAACPKKY
CHEIMAIUCTOB 10 MaJUTMATHBHON ITOMOIIIH, YTOOBI JIy4-
11 KOHTPOJIUPOBaTh CUMITOMBI B CITy4ae HEOOXOIUMO-
ctu [190, 193, 194].

Bananc mexmy a3 dexTHBHBIME, aKTHBHBIMU METO/IA-
MM JIeueHHs Ha (pOHE afieKBaTHOTO KOHTPOIISI CHMIITOMOB,
MOXET OBITh 3aTPy/IHEH, 0COOCHHO y MAI[UCHTOB, OXKUIa-
rforux TpancmianTammio [ 190, 195]. B ycnoBusix 6s1cTpo-
TO yXy/ALICHHS, KOT/Ia YeJIOBEK TOTOBUTCS K TPAHCILIAHTA-
11, PELICHHE BOIPOCOB, CBSI3aHHBIE C 3aKIIOYUTEIHLHBIM
JTAIoM KHM3HHU, CTAHOBUTCS YacThIO JicueHus. [Ipu Takux
00CTOSITEILCTBAX MOXKET TOHAAOOUTHCS KaK aKTHBHAS,
TaK ¥ maJUTHaTUBHAs oMotk [ 181].

Jlaxxe ecnmu mpeamnonaraeTcsl TPAHCIUTAHTAIUS, Te-
YCHHE MYKOBHCIIM03a MOXKET OKa3aThCsl HETpeacKa-
3yeMbIM, W CIPOTHO3UPOBaTh KOHEI| KU3HU OBIBACT
HEnpocTo. 3a0IaroBpeMEHHOE TUIAHUPOBAHUE MTOMOIIU
MO3BOJISICT TAIIMEHTY M KOMaHJIE MO0 MYKOBHUCIIHIIO3Y
«HAJIESATHCS HA JIy4YIee, HO TOTOBUTHCH K XY/IIICMY».
Takoe MIaHUPOBaHUE — BTO OOCYXKJCHUE, B KOTOPOM
YYaCTBYIOT IMAlMEHT, KOMaHJa 10 MYKOBHUCIHUIO3Y, a
€CJIM HY)KHO — YJICHBI CEMbH W/WIH JpYy3bsi. Jluckyccus
MO3BOJISICT BhIpaxarh 03a00YCHHOCTh M BHICKA3bIBaTh U
3aMUChIBATh TPOCHOBI WU TIOXKEIAHHUS OTHOCHUTEIBHO
Oyayuiero yxona.

KoHTpons cHMITOMOB HE HUCKIIFOYAET TPAHCILIAHTA-
[UIO JIETKUX, OJHAKO HEOOXOIUMO, YTOOBI KOMaHa 10
MYKOBHUCIIMIO3Y MOACPKUBAJIA TECHYIO CBS3b C KOMaH-
Jo#t mo Tpancmiantanuu [190].

CMepTh TalnMeHTa OKa3bIBa€T CEPhE3HOE BO3ICH-
CTBHE Ha JPyruX TAIMEHTOB M COTPYIHHUKOB IIEHTpA.
Crnenyer oka3bIBaTh MOMACPKKY APYTHUM IMAllUEHTaM C
MYKOBHCIII030M U MEIULUHCKOMY niepcoHany [190].

8.7. Kaxue ¢haxmopul sadxichvl npu 6bioope mecma
YX00d 3a yMUpAarouwum ¢ MyKosucyuoo3om?

JKenanusi manMeHTa U €ro POJICTBEHHUKOB UTPAIOT
KIJIFOYEBYIO POJIb JIJISl IPUHSATHUS PELICHUHN O TOM, T Clie-
yeT yXaKUBaTh 32 YMHUPAIOIIUM MAIlUCHTOM, U KaKue
MEpBI CIeAYyeT MPUHATH AJI BBIMOIHEHUS TUX TOXKea-
Huit [196]. BaxxHO y4UTHIBATH BOBMOXKHOCTD MOAICPIKKU
Ha oMy Ui 3 ()EKTUBHOTO KOHTPOJISI BCEX CUMITTOMOB
(HampuMep, OUYMWIICHUE NbIXATEIbHBIX MyTEH, CBOEBpPE-
MEHHOCThH KyITUPOBaHUS CUMIITOMOB).

Bo3MOXXHO, MalMeHT NpeanouTeT, YTOOBl 3a HUM
YXaXHBaJIM 3HAKOMBIE YJIEHBI IEPCOHANA B IPUBBIYHON
oOcranoBke [197], u, Kak 4acTo cirydaercs, IpUMET pe-
IICHHE ToIyYarh oMok B OonsHUIE [ 190, 198].

AXTHBHOE BCACHUC IMAIIMCHTOB JJIsI MAaKCUMAaJIbHOI'O
KynnmMpOBaHHs CUMIITOMOB 4aCTO IPOAOJIKACTCA B TCUC-
HHUEC KAKOIro-TO BPEMCHHU, U H606XO,E[I/IMO YUUTBIBATD, YTO
AKTHUBHOC JICUCHHUC MOKCT BCTYIIUTH B IIPOTUBOPEYHC C
OHTHMHB&HHeﬁ KOHTPOJIA CUMIITOMOB.

JKuzHeHHO HE0OXOmMMO, YTOOBI WIEHBI KOMAaHIbI,
MPEACTABUTEIN MECTHOTO 3PaBOOXPAaHCHHS (B TOM YKC-
JIC OKa3BIBAIOIIHME MEPBUUYHYIO MEAUIIMHCKYHO TIOMOIIIH),
MAI[HEHT ¥ €r0 POACTBEHHUKHU MOAACPIKUBAINA TECHYIO
CBSI3b MEXTY COOOiA.

8.8. Kak cnedyem cnpagisimucsi ¢ OCIONCHEHUSAMU,
CBA3AHHBIMU C MYKOBUCYUOO30M, 8 MeyeHue
B0CCMAHOBUMETHHO20 NEPUOOA NOCLe
MPAHCHAAHMAYUY TeSKUX?

[Tocne TpaHCIIIaHTALMK JIETKUX BaKHO HPOAOJIKAThH
KOHTPOJIMPOBATh OCJIOKHEHUSI MyKOBHCUX03a (HApH-
mep, ACMB, ocreonopos, IKH). Bo MHorux ciryuasx
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ciry’k0a TpaHCIUIAaHTALMH OCYIIECTBISCT TOJHBIA yXO.
3a nanueHToM. OJTHaKoO IEHTP MO0 MyKOBHCLUA03Y JOJ-
JKEH OCTaBUTHCS JOCTYMHBIM JAJS OKa3aHUs IOMOILIHU B
ciyyae Heobxoaumoctu. Kpome TOro MoxeT MOHaI0-
OWUTBCS COLMATIBLHO-TICUXOJIOTHYECKasl HOAJCpIKKa IS
JICYCHUS TICUXOMIATOJIOTHHU (HAaIlpUMep, TICHX03a, CBA3aH-
HOTO C HApKOTHKAaMH{ WJIM MOCTTPaBMAaTUYECKUX CTpeC-
COBBIX pEaKIuil).

Jlaxke KOT/Ia MarueHThl HaXOAATCs B XopouieM (Gu3u-
94eCKOM COCTOSIHUHM TTOCJIE TPAHCIUIAHTAIUN, OHH MOTYT
CTOJIKHYTBCS € IPOOIIEMaMH 10 BOCCTAHOBIICHUIO CBOUX
NPEXHUX COLMAIBHBIX POJICH, HAIIPHUMED, C YWICHAMH Ce-
MbH U mapTHepamu. [Ipoune GpakTopsl pucka BKIIOYAIOT
(hmHaHCOBBIE TPOOIEMBI (B TOM YHCIIE MOTEPIO IMOCO-
Owif), 3aHATOCTh M oOpa3oBanue. Ha 310 HaknampIBaeT-
Csl cTpecc OT HeoOXOAMMOCTH M3MEHHUTH 00pa3 KH3HU
(Hanpumep, peryssipHasi ¢pu3HyecKas aKTUBHOCTD, 3/10-
pOBOE IHUTaHHUE, BO3AEP)KAHUE OT aJIKOTOJisl U Tabaka) U
CTPOTO NPUAEPIKUBATHCS PEXHUMA JIeUeHHs! (Hanmpumep,
CBOEBPEMEHHO MPUHUMATH JIEKapCTBa, YacTO IMOCEIIATh
Bpayva, COOII0IaTh MUILEBbIE OTPAHNYCHHS U 3aHUMAThCS
npodunakTUKol nHpEKIHi). B 3TOT nepruoa nauueHty u
YJileHaM CEMBH MOKET OTPEOOBAaTHCS ICUXOCOLUaNbHAS
MO IEPKKA.

9. IIcuxoconuajbHas MOMOIIb

Amucrep Jadd (Benmukobpuranus), [1aBna Xonkosa
(Yexwus), Maiis Kupzenbaym (@panuus), Xenen Okcnu
(BenmukoOpuranus).

Ku3Hb C MYKOBHCIHMIO30M MOXKET OBITH 3MOILHO-
HalnbHO W (PU3UYECKH CIIOKHOM Ul MALMEHTOB U UX
POACTBEHHUKOB. 3a00JIeBaHUE U €T0 JICUCHUE BIHSIOT Ha
CHOCOOHOCTH CIIPABIISITHCS C MOBCEAHEBHBIMU 3a1adaMu
1 HEOKUAAHHBIMH CUTYyalMsSAMHU. XOpOIIasi MCUXOCOLH-
anbHasi IOMOIIb TENeph HHTETPUPOBAaHA B KOMaHIY MY-
KOBHCIIMJI03a, U CYIIECTBYET OOLIMPHBII KOPIYC JIHUTeE-
paTypsl, KoTopas omnpeaenser ee 3anadu [60, 199, 200].
OCHOBHOE BHUMAaHHME B 3TOU IMIaBE YAEISIETCS KIIOYEBBIM
MICUXOCOLMAIIBHBIAM MPOOIeMaM U PEKOMEHIALMAM 10
okazaHuio mnomomu. lloBemeHueckue BMeLIATENLCTBA
IIpY po0IeMax ¢ MUTAHUEM B MJIaJICHUECKOM H IETCKOM
BO3pacTe pacCMaTpHUBarOTCA B paszene 6 (6.6). Bompocsl
[0 YXOIy 3a HEH3JIEYUMO OOJBHBIMU MAllCHTAaMH 00-
Cy)KIaroTcs B paszene 8.

9.1. Kakogvl ocrogHbie d1emeHmbl RO00epA’CKU
pooumeneti 8 nepawvlil 200 NOCIe NOCAHOBKU
ouaznosa?

Jnarno3 MyKOBHCIHMIO3 B OOJIBIIMHCTBE CIIy4Yacs
CTaBHUTCSl BO BpEMsI CKDHHUHIAa HOBOPOXKACHHBIX, KOTO-
pBIH HampaBieH Ha MHUHAMH3AIHIO 3a00JIEBACMOCTH U
cMepTHOCTH. OnIHAKO CleAyeT MpHU3HATh MOTEHIHAJIb-
HBIE HeJIoCTaTKu Takoro rmoaxoja [12]. [TocranoBka gua-
THO32 MYKOBHCIIHJIO3 SIBIISIETCS TPaBMaTU4HOM, 0COOEH-
HO ecnu y peOeHKa HeT Apyrux 3aboneBanuil. Pogurenn
HE BEpAT, YTO 3TOT AMATHO3 peasieH, U 3TO MOXKET Mpo-
JoJbKaThesl JoBosIbHO Joiro [199]. Cnenyer mpoBectn
NPEBEHTUBHYIO KOHCYJIBTALMI0 W OKa3aTb POIAUTENSM
SMOLMOHAIBHIO TOJ/ICPKKY, YTOOBI MOHSTH (1) B KaKou
Mepe OHHM 0co3HalM HH(popMaluio, (i) KaKk oTpearupo-
BaJIM Ha AWarHo3 u (iil) KakoBbI UX PECypCHl, CTUIIb TIpe-
OZI0JICHUSI TPYAHOCTEH ¥ MOTPEOHOCTH B TIOAJCPIKKE.

PoxuTenu nomKHBI M3y4nTh HHQOPMAIHIO O TOM, KaK
pacTeT 1 pa3BHUBaeTCs peOEHOK C MyKOBHCITHI030M, 1 Haii-
TH BEPHBIN OalaHC MEXAY HOIAEPKAHUEM €I0 30POBbBS
1 (OPMHUPOBAHUEM XOPOILIECH CaMOOLEHKH. OHM JOHKHBI
HaJeAThCs, YTO UX PeOCHOK CTaHET B3POCIBIM U CMOXKET
BECTH IOJIHOLIEHHYIO KU3Hb, HE OTCTaBasi B CBOUX JOCTH-
JKEHUSAX OT 370POBBIX CBEPCTHUKOB. KOHCyIBETHpOBaHHE
TIOMOTa€T PEIINTH CIEAYIOMINE KITFOUEBbIC 3a/1a9H:

a. Hamaaute neuenne, KOTOpoe JOMHKHO CTaTh YaCThIO
TTOBCEIHEBHOM KU3HU peOcHKA.

b. ITomoun pPOOAUTEIAM IPUHATH U BBIIIOJIHATE BCE Ha-
3HAUCHUA.

c. [IponrdopmupoBaTs POACTBEHHUKOB U Apy3edl O
COCTOSTHHHM 340POBbsI peOCHKA.

d. ObecneunTs rcuxoconuaIbHOE HAOMIOICHHE 3a PO-
JUTEIISIMU, a TIPU HEOOXOUMOCTH CEAHChI TepaIiu
JUTSL CYTIPYKECKHUX Tap.

e. Obecneunths MHQOPMALUIO O AOCTYIHOW (UHAH-
COBOM MOJJIEPIKKE/TbIOTAX/MIOCOOUAX H APYTHX
HCTOYHHKAX MOJAEPKKU.

f. TlomoYh COPUEHTHPOBATLCS B HHTEPHETE W COIUATH-
HBIX CETSAX IS IOCTYyIa K JOCTOBEpHON MH(OpMa-
LMK O MYKOBHUCLIMJI03€ U HOBBIX METOAAX JICUCHHUSI.

9.2. Kakum obpazom ciedyem npedomspauiano,
BbIAGISIMD U YCMPAHIMb NPOOIEMbL
ACUXUYECKO20 300P08bs?

YacToTa menpeccuu U CHUMIITOMOB TPEBOXKHBIX CO-
CTOSIHWH y MAaLMEHTOB C MYKOBHUCIIMJO30M M HX POIU-
tenedt uzydanace B 2014 roxy [201], mpu 3ToM OBLIO
YCTaHOBJIEHO, YTO MOBBIIIEHHBIE MTOKA3aTeI M CBSI3aHBI C
HU3KON TIPUBEPKEHHOCTBIO K JICUCHHUIO, XYM Kaue-
CTBOM JKM3HH U HEOIAronpusATHBIMH UCXonaMu. B oTBet
Ha 3TO0 MEXAyHapOAHBIH KOMHUTET IO ICUXUYECKOMY
3n0poBbio (ICMH-CF) ony6nukoBan peKkOMeHIaMu o
NpOQHIAKTHKE, OILICHKE H JICUCHUIO JICTIPECCHU U TPEBO-
JKHBIX cocTosHui [202].

Komannia mo MyKOBUCITHI03Y JODKHA €KETOTHO BBI-
SBIISITh CUMIITOMBI TICUXUYECKUX PACCTPOMCTB y MAaIH-
€HTOB C MYKOBHUCIH/I030M (Ha4unHas ¢ 12 5eT) u poau-
TeNel neTed U MOJOABIX JItofeH ¢ MyKOBUCUIUI030M. B
PYKOBOJICTBAX OIHCHIBACTCS TICHUXOMETPUYCCKUI CKPH-
HUHT U MOCTeAyonne Metonbl Habmoaenus [202]. Ecnu
B KOMaHJIE 110 MYKOBHCITUI03Y HET IICHUXOJIOTA, CIIETYET
paccMOTpeTh HapaBJICHUE B TICHXHATPUIECKHE YUPExK-
neHust. Ilcuxonmor mo MyKOBHCHHIO3Y TaKXKe JOIDKCH
€XETO/THO OICHUBAThH APYTUE CEPhE3HBIC MM BO3HHKA-
IOLIUE MTPOOJIEMBI AMOIMOHAIBHOTO 3/I0POBbsI U TPOOIIe-
MBI, CBSI3aHHBIE ¢ opraHu3aiueit sedenus (cm. Crangap-
THI okazanus romomntu ECFS, opranmsarust mocryma K
crienaaucTaM-rcuxojoram [7]).

IIpn HEOOXOMUMOCTH CIIEAYET MOAMEPKUBATh IICH-
XOJIOTHYECKOE BMEIIATEIhCTBO C YUYETOM MPAKTHYECKUX,
COIMAJILHBIX, 00Pa30BaATENbHBIX M MPOQECCHOHATBHBIX
MOTPEOHOCTEH MAI[IEHTOB M UX OTNeKyHOB [203].

9.3. Kak noodepoicugames HCUXOCOYUATLHYIO
YCMOUYUBOCMb 6 NEPeOMHbIE MOMEHINbL
U Npeooonesams CA3AHHYIO C HUMU
HCUXOCOYUATILHYIO YAZGUMOCHb?

HepeJIOMHI)IC MOMCHTbBI CBA3aHbI C CCPLE3HBIMHA H3-
MCHCHUSAMU JIMYHBIX IIJIAHOB W IIEPCIICKTUB PAa3BUTHUA
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JJIsL HIO,HCﬁ C MYKOBUCIIUZO30M U C OTBCTCTBCHHOCTHIO,
KOTOPYIO HAKJIaABIBAOT TAKHUC U3MCHCHUS.

[lepenomMHbIE MOMEHTHI:
a. Ajanrtauusi poauTenei K 1MarHo3y MyKOBUCIIUIO3.

b. Hagano oOyuenwst; qeTCKuMii cajl, HadabHas U CTap-
I1ast IIKoJIa.

c. [lepexon oT neueHust poIUTENIMU K CaMOCTOSITENb-
HOMY JIEUEHHIO.

d. ITepexon u3 nenuaTpUYECKUX OTACICHUN MEIUIINH-
CKOT'O YUPEXIEHHUS BO B3pOCIIbIE.

e. TpyaoycTpoicTBO WK HanbpHEkIee o0y4eHue.

f. IloTeps He3aBUCHUMOCTH (HapuMep, BBIXOJ Ha TIEH-
cHIo, moteps PU3MUECKOl aKTMBHOCTU U (PyHKUU-
OHHUPOBAHUS, POCT OTPAHUYCHUH, CBSI3aHHBIX C JIe-
YEHUEM, 3aBUCHUMOCTb OT JIMILI, OCYLICCTBIISFOLINX
YXOJ, HaABUTAIOIIASCS TPAHCIUIAHTALINS).

g. ITomMonib B KOHLIE KU3HU.

[TcuxocoruanpHass YCTOMYUBOCT — 3TO CIOCO0-
HOCTHh BOCCTAHABJIMBATHCS ITOCIIE HETATUBHBIX COOBITHIA
C OTCYTCTBHEM JIUTENbHBIX IMOIIMOHAIBHBIX HapyIlIe-
HHNA. 3TO MHOTO(AKTOPHOE SIBJICHHE, M HE BCE €TI0 dJIe-
MEHTHI moanarorcs u3MeHennto [204]. OcHOBHOE BHH-
MaHHUE CIEeNyeT yAENSATh YCHWJICHHUIO NCHXOCOIHATbHON
MTOJICPKKN M YKPEIDICHUIO HAAeXIsl (B MEPBYIO Ode-
pelb, C TOMOIIBIO TTOJITOTOBKH JIETEH K B3POCJION K13~
HH, TIOBBITIICHUIO YBEPEHHOCTH B ce0€ M CIIOCOOHOCTH
KOHTPOJNHMPOBaTh cutyaruio). Cienyer TpeBEeHTHBHO
paboTaTh ¢ SMOITMOHAIBHON YSI3BHUMOCTHIO B KaXKIBIH
MEePEIOMHBIN MOMEHT.

9.4. Kaxosbvl sadicheliuiue cocmasnsaroujue
NPUBEPICEHHOCMU K JIEUEHUIO, 8 YACTHOCMU,
0151 UH2ATIAYUOHHOU mepanuu?

[ToBbIlIeHHE TPUBEPKEHHOCTH K JICYCHHUIO, OCO-
OCHHO NMPUMEHUTENHHO K HeOynai3epam, — KIIIOYEeBOM
MOMEHT JUTS TPEAYTIPEKICHUS IPOrpeCccupoBaHms 3a00-
JeBaHMs. YCHEUIHOCTh MCHXOCOIMAIFHOTO BMEIIATeb-
cTBa omnpenensercs (i) CTpeMICHHEM KOMaH/IbI IOMOYb
naruenty, (ii) popMupoBaHUEM JOBEPHUTEIHHBIX OTHO-
IIEHUH C TMAMEHTOM JUISl MOBBIIICHHS €r0 MOTHBALUH
u (iii) BBIIBICHHEM 0aphepOB W aKTUBHOW TOAIEPIKKON
CTpEeMJICHHS TTAlleHTa OBBICHTH KaueCTBO JICUCHHUSI.

h. Komanna nomkHa TOANEp»KHUBAaTh TOTOBHOCTH CO-
TPYJHHYATh W CO3HATENBHBIN IENOCTHBIA MOIXON
K COOJIFOZICHUIO PEKUMA TEPAITUK, KOTOPBIA OImHpa-
eTcs Ha 3¢ GEeKTUBHBIA 00MeH HHpOpMaIie 1 M-
matuio. OTKPBITOE OOCYXACHHE JIOOBIX BOIIPOCOB
obneryaer Oka3aHWEe MOMOIIM C YYETOM WHJIHMBU-
JyaJIbHBIX OCOOCHHOCTEH MAaIlMeHTa, YTO MOoMOora-
€T eMy CTaTh YYaCTHHKOM Mpoliecca ¥ MPHHUMATh
OCO3HaHHBIe pelneHus. Komanma nomkHa o0Cyx-
JIaTh IPUBEPKEHHOCTh K TeParuy MpH KaXKIOM IM0-
CCIEHHH, a CIEIUATUCTBI MO TCHXOCOIUATBLHON
paboTe — TOMOraTh 4JieHaM KOMaHJbl BOBIICKAaTh
MalyeHTa B JUaNior ¢ MPUMEHEHUEM HaBBIKOB aK-
THUBHOTO CITyIIaHHSI.

i. YoexaeHue maryieHTOB, KOTOPHIE B TEUYCHHUE ITH-
TEJBHOTO BPEMEHHM HApYyIIAIOT PEXUM Teparu,
He paboraer. CrienMauCThI TI0 TICUXOCOITHATBHOMN
paboTe MOKHBI YCTPAHATH CyOBEKTHBHBIE WIIH
SMOIMOHANIFHBIE TPEMATCTBUS Uil COONIONCHUS

peXxumMa MalreHTaMu, He JKEeTAIoNUMU MPU3HABATh
poOIeMBI WM HE UMEIOIUMH MOoTHBaImu [205].

j- Hexotopeie metonbl 3¢exkTHBHBI, HO MX MpHUMe-
HEHHE 3aBHCUT OT CTaJIUH Pa3BUTHs MaleHTa (Ha-
MIpUMED, YIPOILIAET U PETYIHUPYET JICUCHHE TaM, T/Ie
3TO BO3MOXHO, PACCEUBAET ONACEHMUsI, CBA3aHHBIE C
JICYEHNEM U TJIAaHWPOBAaHNUEM PEaOWIUTUIINY, H TI0-
MoOTaeT perieHuto mpobiem). KinmHuueckue ucce-
JIOBaHUs BMEIIATENbCTB TAKOTO poja U pa3paboTka
ANIEKTPOHHBIX MPHUIIOKEHUH BETyTCsI HETIPEPBIBHO.

9.5. Kakobl 0CHOBHbIe KOMNOHEHMbL HOOOEPIHCKU
nAyuUeHmos, KOmopbim OUACHO3 NOCMABIIEH 8
HOOPOCMKOBOM/B3pOCiioM 8o3pacme?

[MocTraHoBKa qrarHO3a MyKOBHCIIHJIO3 HE B JICTCKOM
BO3pAcTe BO3MOXKHA 10 IEJIOMY psiiy NpuuuH. Takue
MAIMEHTHl MOTYT HCIBITHIBATh THEB M IOJABICHHOCTh
n3-3a o0mnnsa uHGOpManuy (IMarHo3, MporHo3, 6ecrio-
JIie) ¥ TIpo0JIeM, CBSA3aHHBIX C MyKOBHCIIHIO30M. Takue
monu TpeOyioT Ooiiee TMOKOTO M MHIWBUIYAIH3UPO-
BaHHOTO TIO/XO0Ja, KOTOPHIM OTIMYAECTCS OT OKAa3aHUs
MOMOIIM TalMeHTaM, JHArHOCTHPOBAHHBIM B paHHEM
nercree. Ocoboe BHUMAaHHE CIENYeT YAEISITh IMPOTHO-
3y, TUIHOU TOAAEPKKe, mpodiieMaM (epTHILHOCTH H
aHaJIU3y UCTOYHMKOB MH(OPMAIMK 110 MyKOBHCLUAO3Y
(HEKOTOpBbIE HCTOYHUKH MOT'YT BBOJUTD IIALIUCHTOB B 3a-
omyxnenne) [206, 207].

9.6. Hapywenue numanust u npobiemsi ¢
goCnpusimuem c60e20 mena y nayueHmos
enUAIOM HA NedeHue u npocro3. Kaxoegul
KII0Yegble KOMNOHEHMbl PEeUleHUs IMUX
npobnem?

PasHOHanpaBiieHHBIE TPEeOOBAHUS TIPH JICUSHHN MY-
KOBHCIIH/I03a, B TOM YHCIIE KOHTPOJb HYTPUTHBHOTO
cTaryca, HaleJeHHBI Ha Habop Beca B KYNbTypax, I
WieaJbHBIM CUUTAETCS XyNOe Telo, COMBAIOT MAIIEHTOB
C TOJIKY B OTHOIIICHUH MTUTaHUs. FIMeIoTCsl CBeIeHus 0 Ha-
PYIICHUSX MHUIIEBOTO MMOBEICHUS 1 POOJIEMaX C BOCTIPH-
SITUEM CBOETO Teja y JItonel ¢ MyKoBucuuao3om [208].

JueroTtepanus JOJDKHA YYUTHIBATH OTHOIICHUE ITa-
UCHTA K eJie, CBoel (urype ¥ BHEITHEMY BUJY, a HE
MPOCTO COCPEIOTOUUTHCS Ha MOTPEOJICHUU KaJopud U
Habope Beca. OreHKa MOTPEOICHUS] MUTATEIBHBIX Be-
HIECTB JIOJDKHA BKITIOYATh BOTIPOCHI, KaCAIOIINECs mepe-
YHCJICHHBIX ACTIEKTOB, U JUETHUECKUE PEIKUMBI HA OCHO-
BE HJICH MPaBUILHOTO MATAHHUS.

JomkHbI OBITH JOCTYNIHBI O0pa3oBaTelbHBIE TPO-
rpaMMbl IS WHGOPMHUPOBAHHUS JIOAEH C MYKOBHC-
[U030M O TMHUIIEBAPEHUH, TOTPEOSEHUH KaJopuil u
pacxooBaHUM JHEPTUU TIpYU MYyKOBUCIHA03e. Bpaum,
paboTaroimue ¢ NaeHTaMu ¢ MyKOBUCIIHJIO30M, JOJIXK-
HBI YMETh BBISABIISATH HAPYIICHUS MTUIIEBOTO TIOBEACHHUS,
YTO TIO3BOJIMT CBOEBPEMEHHO MOIKIIOYUTH K PEIICHUIO
po0JieM JIUEeTOJI0ra U IICUXOIIO0Ta.

9.7. Kak cnedyem pewams Kiouesvie
NCUXOCOYUATbHBLE NPOOTIEMbl 83POCAON HCUSHU C
MYKOBUCYUOO30M?

OcHoOBHBIE TPOOIIEMBI BO B3pOciIoM Bo3pacte: (i)
MYKOBHUCIIHIO3 YCIOXKHSET OOBIYHBIE 3amadu, (il) mpu-
HSTHE CIIOXHBIX PElICHUH (HampuMmep, MmiaHbl npodec-
CHOHAITLHOW KH3HHU, POXKJICHHE PeOCHKA WM PEIICHHUS
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0 nedeHun), (iii) 60pp0da ¢ yXyIIIAFOIIUMCS COCTOSIHH-
€M 37I0POBbS, TOTEPSI MOOMIILHOCTA U HE3aBUCUMOCTH,
HOBBIC OCJIOXHEHUS/ JMArHO3bl (HAmpuUMep, auader,
CBSI3aHHBIM C MYKOBHCIUI030M), (iV) XHU3Hb C HEH3JIE-
YUMBIM 3a00JICBAHUEM — OXKUJIAHWE TPAHCIUIAHTAIHMH
W/WIM OpTaHu3alus MOMOIIH Ha TePMHHAIBHON CTaHH
(cMm. pazzen 6). C BozpacToM 3TH MPOOIEMBI MOTYT PH-
BECTU K YCWJICHHIO TPEBOTH W JIEPECCUU, CHUKCHUIO
CaMOOIICHKU U TPYAHOCTSIM B OTHOIIeHHsX. KomaHma
10 MYKOBHUCITHJIO3Y JOJDKHA 3HATH O JIEMOPAU3YIOIIEM
BO3/ICHCTBUY MHOTOYUCIICHHBIX MTPOOJIEM CO 3/IOPOBBEM.
DTO 4eM-TO HAIIOMHUHAET TEPAIHIO ICMPECCUU TTPH JTNY-
HOM BO3JICUCTBHH, XOTS UMeeT U cBou oTimuus [209].

KimroueBbie momxomer: (1) ympesknmaromas TaKTHKa
IIPU PYTUHHBIX U €KETOIHBIX 00CIeIOBAaHUAX TIOMOTaeT
BBISIBUTh MOTPEOHOCTH B 3MOIIMOHAIBHOM, MpaKTHYe-
CKOW M COIMAIILHOM MOAEpKKe (HalIprUMep, 3aHATOCTb,
(hepTUIBHOCTH, pUCKOBAaHHBIC TIOCTYNKH). [laruieHTs! He
CKJIOHHBI WHHIIUMPOBaTh OOCYXJICHHE ATHX MPOoOIIeM
[210, 211], (ii) paHHee BBISBICHHE ICHXOJIOTHUYECKUX
TPYIHOCTEH TIO3BOJIAET TMPENYNPEAUTh BO3MOXKHBIC
mpobnemsl, (iii) MOOMIpEeHHE KOHCTPYKTHBHBIX CTpare-
THI MPEOONICHUs MPOOIEM TIOMOTaeT OOPECTH IMOITH-
OHANILHYI0 CTA0WJIBHOCTh W TIOBBINIAET TICHUXOJIOTHYE-
CKYI0 YCTOWYHBOCTB, YTO OCOOCHHO BaxkHO [212], u (iv)
HamnpapJeHHE K CIICIUAIUCTAM-TICHXO0JIOTaM B COCTaBe
KOMaH/Ibl TI0 MyKOBUCITUI03Y UM B CTOPOHHHE CITYXKOBI
TICUXOJIOTHYECKOM MTOMOIIIH.

I/IHTel"pI/IpOBaHHLIC noaxoabl CIICMHUATIMCTOB IIO IICH-
XOCOI.IPIaJ'ILHOfI MNOAACPIKKE U APYrux CICHUAJINCTOB I10
MYKOBUCIHIUO03Y 00ecrneunBaioT PeHICHUEC CIIOXKHBIX ITPO-
6J'I€M, CBA3aHHBIX CO CTAPCHUEM IIPpHU MYKOBHUCIHUAO03C.

9.8. Kakogvl ocroghbie acnekmol 00yuenus u
N000EPACKU MHOSONPODUTLHOU KOMAHOBL OJi5
Pazeumusi NCUXOCOYUATLHBIX HABLIKOG?

k. Bce unensl KomMaHABI MO MYKOBUCIHMIO3Y IOJIK-
HBl UMETh Pa3BHUTHIC HABBIKA B Pa3HbIX OONACTSX,
BKJIIOYasi CIIOCOOHOCTH OKa3bIBAaTh IICHXOJOTHYe-
CKYI0 TONACPKKY Ipu oOmmeHun, ymenue s¢dek-
TUBHO JOHOCUTb HMH(OPMALHUIO M CIIOCOOHOCTH
pacrio3HaBaTh U pearupoBaTh Ha CTPECCOBBIE Iiepe-
JKUBaHUSI.

l. HexoTophIX 4J€HOB KOMaHIbI 10 MYKOBHCLHUIO3Y
ciemxyer oOy4uTh Oolee crieruduaecKUM HaBbIKaM,
TaKUM KaK YMEHUE COO0MIaTh MII0XHE HOBOCTH, BbI-
SBJICHUE CEPbE3HOM ICUXOMATOJIOTHH U HalpasJie-
HHE NAalKEHTa B COOTBETCTBYIOIINE YUPEKACHUS, B
TOM YHCJIE€ B CIYXObl HEOTJIOKHOM ICHUXUATpHUe-
CKOM [OMOIILIH.

m. Ha cremyromemM ypoBHE ICHXOJOTHYECKOW MOJ-
JICP’)KKM HEKOTOPBIE TOJITOTOBICHHBIC W aKKpEIH-
TOBaHHBIC COTPYAHUKH MOTYT HCIOJIb30BaTh TaKHe
METOJIBI, KaK pelIeHne IpooiIeM, peslaKCalliOHHbIC
TPEHHWHTH, JECCHCHOMIM3anus K OO0Je3HEHHBIM
npoLenypaM | TCHXOJOTHYECKas «IepBasi Io-
MOIIIB» B CIIOXKHBIX CUTYAIHSX WU TTOCIIE TPABMH-
PYIOIIUX COOBITHH.

n. CriennasucTsl B 00JACTH TICUXUYECKOTO 3I0POBBS
B COCTaBE KOMAaH/IbI 10 MYKOBUCIIHI03Y (HAIIpUMep,
KIMHHUYECKHE TICHMXOJIOTH HIIM ICHXHATPhl) MOTYT
MPUMEHATh 3aPEKOMEHIOBABIIHME CeOS METOABI H

CTpaTerny Tepaluy, BBIABISIE/GopMyIupys Mpo-
0JeMbl SMOILIMOHAIBHOTO 3[0POBbSl U IMPOOIEMBI,
BO3HUKAIOIINE B IPOLIECCE JICUCHUSI.

[Mpodeccronan-ncuxonor B coCTaBe KOMaHIBI IO
MYKOBHCIHJIO3Y TaKX€ UTpacT BaXHYIO POJIb B pa3BU-
TUH HaBBIKOB M MOAJIEPKKE APYTHX YJIEHOB KOMAaHJbI B
COOTBETCTBYIOIIMX 00NacTsAX (Hampumep, HOCPEICTBOM
oOy4eHus 1 HaOMroAeHus ). BpeMeHamu 4iieHbI KOMaH bl
UCTIBITBIBAIOT CTPECC, W MPH TaKOW SMOLMOHAIBHO Ha-
OpsODKEHHON paboTe HeOOXOAMMbI MEXaHU3MBI MTOJIEPHK-
kd. Takue KOMIIOHEHTHI, KaK TPYIIIOBBIE BCTPEUH IOCIHE
0COOEHHO TSKEJIBIX COOBITHH, BKITIOUasi CMEPTh MalieH-
TOB, @ TaKXe BO3MOXXHOCTb 00CYINTh M TPOAaHAIN3UPO-
BaTh CJIOXKHBIE MPOOIEMBI OKa3aJIMCh TIOJIE3HBIMU U IS
Opyrux npodunbHex cnenuanuctoB [200]. Dddexrus-
Hasl CUCTEMa BBISBICHUS MCUXOJIOTUYECKOTO cTpecca U
JOPYTHX MPOoOJeM, CBI3aHHBIX ¢ MyKOBHCIIUI030M, HEOO-
XOZIMMa BCEM CIIy’k0aM 110 MyKOBUCLIUI03Y.
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k. bapben, b. [Inant, U. Cepme-T'aynenyc, A. P. Cmur,
K. V. Caysepn, I. Tauuert u C. II. Bonbde He umeror
KOH(UINKTa HHTEPECOB 7151 0OHAPOJOBAHHUS.

BaarogapuocTn

Kanner [dankepr-Poens, CuneBus I'aptaep, bappu
Jlunnane, Capa Maiiemu, lopora Canzc, Onad 3ommep-
Oypr (0OCHOBHOM KOMHUTET paboueil rpymiisl Mo o0cieno-
BaHUIO snuaeMuonorun HoBopoxkaeHHbIX ECFS); [lo-
MunHHK Ilyreon-beprpan, Maptun CrepH, Kuns Poyn,
Pomana JlaycepoBa (Pabouast rpymma mo craHmapram
ECFS); Kaxmun Hopnxyk, Xunpae /e Keticep (I'pyn-
na 1o Mykosucuunosy B EBpone); Ommanysnbs bynan-
ne, renetuk (Ilapmx, ®pannust); Kopuenuc K. Ban nep
Enr (EBpomeiickas nHGOpPMAIMOHHO-CIIPAaBOYHAsI CETh
no jerkum ERN-Lung, noncers no mykoBucuunosy CF
Europe); Tecca Bynctep u Xnos ®uiep, ”HTEpHBI, KIU-
Hu4eckas ricuxonorus (Jlunc, BenukoOpuranus).
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