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YEHMsI ONIPEEIIAIOT OCHOBHBIE IPUHIIMIIBI KAYECTBEHHOM MOMOIIY IPU MYKOBUCIIMI03€ U MOAXO0/ K OKA3aHUIO TaKOH
nomounu B EBpone. B 2014 rony onu noasepriiuch GpyHIaMEHTAIBHOMY IEPECMOTPY, PE3YJIBTaTOM KOTOPOTO CTalIN
TpH JOKyMEHTa: 0a30Bble IPUHILIUIIBI, MEPHI [0 0OECICYCHUIO KaueCTBa M KIIMHUYECKUE PEKOMEHAAUHN. DTOT AOKY-
MEHT SIBJISIETCSl IIepepaOOTaHHBIM M WCHPABICHHBIM M3IaHHEM IOCIEIHEr0 U BKIIOYAeT OOHOBJICHHBIE CTAHIAPTHI
[IEPE0BOM MPAKTUKHU JICUCHHUSI MyKOBHCLIU103a C YIETOM M3MEHEHHI B 3TOH OBICTPO pa3BuBaroLIeiics cdepe.

JlanHbIi 0030p CTaHIAPTOB NEPEAOBON MPAKTUKH, KACAFOIIIUXCS CKPUHUHTA HOBOPOXKICHHBIX, IMATHOCTUKH, TIPO-
(bmmakTHUYeCKOTO JIeueHUs 3a00JIEBaHMIA JIETKUX, TIUTAHUS, OCIOKHEHUH, TPaHCIUTAHTAIINH/ TTAJUTHATUBHON TTOMOIIN
Y TICUXOJIOTHUYECKOW TOJJICPIKKH, OyAeT MOoJe3eH KakK I MEIUIIMHCKOTO IepCoHaNa CTPaH, TIe JIeYeHHEe MYKOBHUC-
[IM7103a TOJIKO Pa3BUBAETCS, TaK U JJIs T€X, KTO paboTaeT B CTpaHaX C YUPEKJACHHBIMH IIEHTPAMH TI0 JICUCHUIO MY-
koBHcHHI03a. JJokyMeHT pa3paboran EBponeiickum obmectBom mykoBuctuao3a (ECFS) u omoopen CoobmiectBoM
o MyKoBHCHIHI03y B EBpomneiickoit mHpopManmonHo-cripaBoyHoii cetn 1o yierkuM (ERN-Lung) u ee moxcern mo
myxkoBuciuosy (CF Europe).

KitoueBsie croBa: MykoBucuuzo3, CtannapTsl jJedeHus, Jleaenne pasnoro mpoduis, Ilepenosas npaktuka, MeTtoandeckne peKOMEH 1a-
uuu, Koncencyc.
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1. BBenenne

Honroe Bpemst J€4EHHEM MYKOBHCLM03a OIpaHu-
YUBAJOCh paMKamu neauarpun. B 1940-50-x rr., korna
3HaHUs O MaroreHese 3a0oseBaHUs ObUIM CKyIHBIMH, a
JICYCHUE TPYAHOAOCTYIHBIM, Maj0 KTO W3 IalMEHTOB
Jo’kuBaji 1o B3pocioro Bospacta [1]. Ceroanst curya-
LS U3MeHuIachk. Bo MHOTHX cTpaHax JeTH COCTaBIISIOT
MEHEE [TOJIOBUHBI MOMYJISALUY TAUEHTOB ¢ MyKOBHCLIH-
JI030M, 1 OCHOBHOE BHHMAHHE M CHJIbI IIOCTEIICHHO IIe-
PEKIIIOYAIOTCS] Ha TEPAIHMI0 M COLMAIbHYIO HOAINECPIKKY
B3pPOCIBIX. DTO OTYACTH OOBSICHSAETCS TEM, YTO CIIEKTP
KJIMHUYECKUX NPOSABICHUI MYyKOBUCIMIO03a LIMPE, YeM
TOT, KOTOPBIH Iperoaraics u3HadansHo. Bee Oonbiiee
3Ha4YeHHE MPHOOpeTaeT TMarHoCTHIECKOe H3yUIeHue de-
HOTHUIIOB, KOTOPbIE MPOSIBISIIOTCS BO B3POCIION >KHU3HU.
IIpu 3TOM 3aMeTHOE yBEIMYEHHE IMOKa3aTejed BbLKH-
BAaEGMOCTH CBSI3aHO B IIEPBYIO OYEpEIb C YIy4dLICHUEM
nedenus. Co3naHue MHOTONPOQHUIbHBIX LIEHTPOB, Gop-
MHUPOBAHUE KPYIHBIX SMHUIECMUOJIOIMYECKUX 0a3 HaH-
HBIX, aKLEHT Ha paHHEW AMAarHOCTHUKE, U HOBbIE METO/IBI
Tepanuy, pa3padOTaHHbIE B XOA€ AMHAMMYECKHUX J0-
KIMHUYECKUX U KIMHUYECKUX MCCIEIOBAHUM, ChIrPaIn
Ba)XXKHYIO POJIb B COBEPIICHCTBOBaHUU JieueHus. Ceron-
HSl MHOTHE B3POCJbIe C MyKOBHCLIUI030M, KOTOPBIE yXKe
MIPO’KIIIN OOJIBIIIE, YEM PACCUUTHIBAJIM, BEAYT HOPMAJIb-
HYIO0 )KH3Hb, padoTatoT miu yuarcs. HexkoTopsle coznanu
COOCTBEHHYIO ceMblo. 1 Bce jxe HeCMOTpS Ha IO3UTHB-
HBII HACTPOH, HAJT0 OTMETUTh, YTO B 3TOU IpyMIe Maly-
€HTOB COXPAHSETCS BBICOKAs 3a00JIEBAEMOCTb U PaHHSS
CMEPTHOCTb — OCOOCHHO 3TO XapaKTEpHO Ui TeX ya-
creil EBpombl, Tie JOCTyl K pecypcaM U MEAULUHCKUM
yupexaeHusIM orpanuuecH [2-4]. CtaHaapTel opraHusa-
LUH ITOMOLIY OOJNBHBIM M MX BHEAPEHHUE MO-TIPEKHEMY
HMEIOT IIEPBOCTEIICHHOE 3HAYCHUE.

EBpomneiickoe o6mecTtBo MmykoBucummosa (ECFS)
BCET/a MPUIaBaio OTPOMHOE 3HAYEHUE OKAa3aHMIO Kade-
CTBEHHOH momotHu, B cBs3u ¢ 4eM B 2005 romy [5] u B
2014 romy [6] OBLTH OITyOITUKOBAHBI TOKYMEHTHI 110 CTaH-
JapTaM OpTaHU3alluHU TIOMOIIH OOJFHBIM MYKOBHUCITHIO-
3oM. [locnennsas Bepcus mpecTaBieHa TpeMs padodrnMu
porpaMMaMu: He0OXOIUMbIE OCHOBHI JJII paOOTHI IICH-
Tpa MO0 MYKOBHUCIIUIO3Y [7], TMepemoBble KIMHUICCKUE
MpakTUKH [8] U yIpaBiIcHHE KauyeCTBOM NPH JICUCHUH
MykoBHUCII03a [9]. CTaHmapTsl OBLIN BBIPAOOTAHBI HA
0a3e KOHCEHCYca MUPOKOTO KPyTa CIEeIHaINCTOB M0 My-
KOBHCIIH03Y W 3aWHTEPECOBAHHBIX CTOPOH, pa3padoT-
KOM M KOOpJMHAIIMEN MPOEKTa 3aHUMAETCSl OTJIEJbHAs
pabouas rpymmma ECFS.

[Ty6nukannu 2014 roga cranu yacTeio 6onee Kpym-
HOTO TPOEKTa, M B JajbHeWIIeM paboyas rpymma 1o
CTaHJAPTH3ALUN MEIUIIMHCKON MOMOIIM BBICTYIHIIA U
C IpYyrdMH WHHIMATUBAMHU, B TOM YHCJIE MpPOBENa HMC-
CJIeJIOBaHME BO3MOXKHOCTEW JIeYeHHs MYKOBHCIH/I03a B
Boctounoit EBporne [4] u pa3zpaboTana aBa Kypca 1o Io-
BBIIIEHUIO KauecTBa. Takxke Oblla MpHU3HAHA BaXKHOCTh
MTOCTOSTHHOTO OOHOBJICHHSI CTaHIapPTOB TIEPE0BOM Mpak-
TUKW. 3a BpeMsi, UCTEKIIee C MOMEHTa CO3JIaHUs Ipe-
JBITYIIET0 PYyKOBOJCTBA, B 3TOM 0OJIACTH MPOU3OLLIH
cepbe3Hble U3MEHEHMs, KOTOphIe KacaloTcs, Hapumep,
peKoOMeHIalMi M0 OKa3aHUIO TIOMOIIH B3POCIBIM Iallu-
eHTaM [3] ¥ pacuIMpeHHOr0 UCTIOIB30BAHUS MOIYJISTO-
pos CFTR [10].

Han oOHOBNEHMEM CTaHAAPTOB MEPEAOBOM MPaKTU-
ku 2014 roxa [8] paboTayin Kak MpeXHUE aBTOPHI, TaK
Y HOBBIE€ YYaCTHUKHU. BbUT BBHITTOTHEH CHCTEMaTHYeCKUN
0030p MMEIOINXCA NaHHBIX, KOTOpBIE COMep)Karcs B
TIEUaTHBIX MCTOYHMKax. Korma pesymbrarhl MpaBUIBHO
CIUTAHUPOBAHHBIX W BBITIOJTHEHHBIX KIMHHYECKUX HC-
CJIEJIOBaHUH B IpyIIax MalUEHTOB ¢ MYKOBUCIIHJIO30M
OTCYTCTBOBAJIN, PACCMATPUBAIIUCH, 00CYKAATHUCH U, TPU
HEOOXOIMMOCTH, BKJIIOYAJINCH B JIOKYMEHT pPEKOMEH/a-
UM, pa3paboTaHHbIE MHOTOMPO(YHIFHBIMUA TPYIITaMU
SKCIIEPTOB € YYaCTUEM MpEACTaBUTENEH NauueHToB. Be-
JTyIITAEe aBTOPHI TJIaBbl O CKPUHHUHTE HOBOPOXKICHHBIX H
paHHEeN crenuaaTu3upOBaHHON TOMOIIY CTPEMUIKCH J0-
outhcst KoHceHcyca B pabdoueli rpynmne ECFS mo ckpu-
HUHTY HOBOPOXJICHHBIX C IIOMOIIBIO JIenb(uiicKkoro Me-
Tona. B xozme aToro mporiecca ncxoaHbe GOPMYITHPOBKH
OBLIH OTKOPPEKTHPOBAHBI C YI4ETOM KOMMEHTapHeB APY-
TUX CITEIUAIACTOB, YTO IOCIIC HECKOJIbKUX HUTEpallui
MO3BOJIMJIO JIOCTHYb ITOJTHOTO KOHCEHCYCa II0 BCEM BO-
npocam.

Opurunan 011 paruduuupoBan komuccueid ECFS u
IIPEICTaBUTEISIMU NALIUEHTOB U3 EBponeickoi rpynmsl
no mykosucunno3y (CF Europe) u ornienen tpems Hesa-
BHCUMBIMHU PELIEH3EHTaMHU.

Xotsl CTpyKTypa M cojepxkaHue nokymenra 2014
ro/ia B OCHOBHOM COXPaHWIIMCh, B HETO BHECEHBI BAKHBIE
W3MEHEHUsI B OTHOLIICHUHU HOBBIX 00JIaCTe! U OTACIBHBIX
BonpocoB. X kpaTkuit 0030p MPUBOAUTCS HUKE.

2. Kpatkuii 0630p OCHOBHBIX H3MEeHEHUH
H JO0IOJTHEHUH

2.1. CkpuHuHe HOBOPOICOCHHBIX U PAHHIS
Cneyuanu3upoBaHHAs NOMOULb

*  CHwmxeHne 3a007€Ba€MOCTH 3a CUET MOMYJISLHU-
OHHOTO CKpPHHMHTA Ha HOCUTEIHbCTBO HE OTMEHS-
€T HeOOXOJMMOCTH CKPUHHHTA HOBOPO)KICHHBIX.

e TlpuHuMas peiieHre 0 CKPUHUHIE HOBOPOXK/ICH-
HBIX, CIEAyeT YYHTHIBATh Takue (akTophl, Kak
pecypChl CYIIECTBYIOIICH CHCTEMBI 3[paBOOXpa-
HCHUA WU BO3MOXHOCTH YETKO ONPCAC/IMTL IJIaH
JICUCHUSI.

° MekonueBas HCIIPOXOAMMOCTb KHIICYUHHKA Y
MIIQZICHIICB ITOBBIIMIACT YaCTOTY JIOXKHOOTpHUIIA-
TCJIbHBIX PE3YJIbTATOB IPU CKPUHUHIC HOBOPO-
KICHHBIX.

* CeMbUd MIAJCHLEB, NPOLICAMINX CKPHHUHI C
MOJIOKUTETBHBIM PE3YJIbTaTOM, JOJDKHBI OBITh
nporH(OPMHUPOBAHBI O 3a/a4axX W pe3yJabrarax
HAyYHBIX HCCIEOBAaHUN 1O MYKOBHCLHMIO3Y, a
TaKXe O BO3MOYKHOCTH y4YacTHsl B KIIMHUYECKUX
UCTIBITAHUSIX.

2.2. Jluaenos

e Jlna MyTtauuii, HE OIMCAaHHBIX B IIPOrpaMMe
CFTR-2, nuarHo3 CTaBUTCS C y4eTOM JAPYTHX
TIPOSIBJICHUH 3a00JIeBaHMs, KOTOphIC TpPEOYIOT
MOATBEPKICHUS pe3yabTaTaMH IIOTOBOTO TECTA.

*  DnexTpor3noIorHYecKre ucciaenoBaHus (pas-
HOCTh Ha3aJbHBIX MOTEHIMAJIOB, HW3MEpEHHE
MOHHOTO TOKa Ha KUIIEYHOM MUTEINH) JTOJIKHBI
MIPOBOJUTHCS B IIEHTPAX CO 3HAUUTENIbHBIM OITBI-
TOM TIPOBE/ICHUS TAKUX MPOLEAYD.
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2.3. Jleuenue 6onesnu necxux

WBakadrop creayer paccMaTpuBaTh Kak 4acTh
CTaHJapTa JICUYCHHsS TAIUCHTOB C TEUTHHT
(gating)-MyTarusiMm.

HBakadpTop Takxke mpoaeMoHCTprUpoBal dhdex-

TUBHOCTh B MYTAIlMSIX ¢ OCTATOYHOW (DYHKITHCH
CFTR.

JIlymaka(Top B COYETAHWH C MBaKahTOPOM JOI-
JKeH OBITh JJOCTYIICH B KaueCTBE BapHaHTa Jede-
HUS JUIS TTanuesToB ¢ aenenueit 508del/508del.

2.4. [lumanue u memabonuyeckue 0Cl0NCHEHUS

YpoBeHb KHPOPACTBOPUMBIX BHUTAMHUHOB JOJ-
JKeH M3MEPSATHCS HE peXxe pas3a B TOfl.

N30bITOUHBIE 03Bl MMAHKpPEaTHYECKUX (epMeH-
ToB Tipu 3amecturenbHoi Tepanuu (PERT) mo-
T'YT BBI3BIBATh 0OJIb B JKUBOTE U 3aTIOPHI.

IIpu oueHke ypOBHS IIIFOKO3bI OTKJIIOHEHUS, BbI-
SIBJICHHBIE B XOJI€ €IMHUYHOIO OPAJIBHOIO IVIIO-
KO30TOJIEPAaHTHOTO TECTa, JOJDKHBI OBITH TMOJI-
TBEPXKACHBl IOBTOPHBIM TecToM. Hekoropsie
LEHTPBI B IPOLIECCE AUATHOCTUKU HCIIOJIB3YIOT
HEIPEPBIBHBII MOHUTOPUHT YPOBHS TIIFOKO3BL.

2.5. Jleuernue ocnoorcnenui

2.6.

ILleHTphl MO MYKOBHUCITHI03Y JODKHBI pa3pado-
TaTh MPOTOKOJIBI JJIS A€ CECHCUOMITA3AITIY TTPH aJl-
JEPTUN HA AHTUOMOTHKH.

Wpakadrop u komOuHaIms ymakapTop /vBa-
Ka()TOp MOTYT BBI3BIBATh MICYCHOUYHYIO HEJOCTA-
To4HOCTh. [Ipy Haimuuu 3a00JCBaHUN IMEUYCHU
JIO3UPOBKA ATHX MPENapaTroB MOXKET MOTpedo-
BaTh KOPPEKIIUH.

BsaumopeiicTBus npenaparoB, 0COOCHHO TOCIE
BBeJIeHUs KoppekTopoB U MonyistopoB CFTR,
MIPEACTABIAIOT COOOH OCIOKHEHHMS, O KOTOPBIX
KJIMHULUCTHI JTOJKHBI 3HATH U 110 BO3MOXHOCTH
NIPEAOTBPAILATh UX ITyTEM KOPPEKLUU J03bL.

JKemynouHo-kuieuHbIe 3710Ka4eCTBEHHBIE HOBO-
00pa30BaHuUs BCTPEUAIOTCS y MAIUEHTOB C MYKO-
BHCITU/IO30M Yallle, 9YeM y 3/I0pPOBOM MOMYIISIUH:
— 00 3TOM CBHJIETEILCTBYIOT TOJIOBBIE MOKAa3a-
Tenn 3a00JIeBaMOCTH KOJOPEKTAIbHBIM PAaKOM
Y TIEPEPOKIICHHS aJICHOMATO3HBIX MTOJUTIOB B KO-
JOpEKTaNbHbIN pak. CKPUHUHT Ha KOJIOPEKTab-
HBIN paK OKYIIAeT 3aTPaThl U IOJKEH TPOBOIANTh-
cs, HaunHag ¢ 40 ner.

TpaucnﬂaHmauuﬂ u 60npocsl, CeA3aHHbIE
C 3AKI0OYUMENbHBIM M AnoOM HCU3HU

OIIGHKa 1 ONpCACIICHUC TPUOPUTCTOB IJIA ﬂeTeﬁ
MJIaUICTO BO3pacTa ¢ MyYKOBUCHIHI030M NOJIZ?KHBI
OPpOBOAUTHECA KOMaHAaMW TPAHCIUIAHTOJIOTOB C
OIIBITOM pa6OTBI B I€AuaTpuu.

L[eHTp MYKOBUCHH03a AOJDKCH NOAACPKHUBATH
MIOCTOSHHBIM KOHTAKT CO CHy>I(60ﬁ TpaHCIUIaHTa-
UK JCTKHX, I/IHCI)OpMI/Ip}IH €€ 0 COCTOAHUM 310-
POBbA MAUCHTOB U3 JINCTA OXKUAAHUS.

HeoOxomumo ynensaTs 0co00ii BHUMaHUE PHUCKY
OCJIO)KHEHUH TPAHCIUIAHTAIMK y TAIMEHTOB C
akTuBHOU nH(peKImeit Mycobacterium abscessus.

*  HeoOxomuMo MPEBEHTUBHO OIICHUBATh YPOBEHB
CTpecca, KOTOPBIH HMCIBITHIBAIOT MAIUEHT U €T0
Onu3KHe B X0/1¢ 00CIIeI0BaHMsI [0 TTOBOY TPaHC-
IJIAHTALMH ¥ 1I0CJI€ BHECEHUS B JIMCT OXKHMIAHUS,
— ¥ OOPOTKCS C €T0 MPOSIBIICHUSIMH.

2.7. [lcuxocoyuanvras nomowsb

e PexomeHpauMy 1O CKPUHUHLY, OLICHKE U Jiede-
HUIO TICUXUYECKUX PACCTPOWCTB NPUBOMASTCS B
COOTBETCTBHUM C PYKOBOACTBAMH 110 OXPAHE IICH-
XUYECKOTO 30POBbA IIPU MYKOBUCLUIO3E.

*  PacmmpeHHBIH CTaHAAPT «B3POCIEHHUS C MYKO-
BHUCLIMJIO30M» TEMEpPh BKIIOYACT KU3Hb Ha TEp-
MUHAQJIBHOM CTaJuK 3a00JeBaHUS U IO3BOJISCT
HE TOJBKO BBIABIATH MW JICUHUTH IICUXHYCCKHEC
paccTpoiicTBa, HO M padOTaTh HAJl TIOBBIIIICHHUEM
TICUXOJIOTUYECKON YCTOMYHUBOCTH.

* Pacmmpens! maHHBIE O MOMISPKKE KOMAHIBI IO
MYKOBHUCITHJIO3y W 00 ONpEeNeNeHHH IEePHOI0B
MaKCHUMAaIIbHOW yS3BUMOCTH.

3. CKpUHHMHT HOBOPOKAEHHBIX U PAHHSASA
CrennaJIn3upoBaHHAs MIOMOIIb

Kesun Caysepn (Bemukobpuranus), Hypr Bap6en
(IBeiimapust), Aaae Mank (Dpanius).

Ectp yOenutenpHBIE JaHHBIC, KOTOPHIE CBHICTEIb-
CTBYIOT B TIOJIb3y CKpWHHUHTa HOBOpOXIeHHbIX (CH) Ha
MyKOBHCIM103. PaHHee BbIsiBIICHHE 3a00JIeBaHUS 3aKia-
JIbIBaeT (yHAaMEHT OyIyIIero JCYCHUS U TI03BOJISET H3-
OcxaTh 3armo3gaiof TUATHOCTHKHU, KOTOpas HEraTUBHO
OTpa)kaeTcsl HA MHOTHX CEMbSIX B PETHOHAX, HE OXBAYCH-
HeIX ckpuHHHTOM [11]. IlpoTOoKOombl cremyeT pa3pada-
TBIBaTh C YYETOM WH(PACTPYKTYPHI 3PABOOXPAHEHUS H
reretrkr CFTR m1st kaxkmoit rpymibl HaceneHusl, YTO0bI
MUHHMH3UPOBATH BO3MOXKHBIC HETaTUBHBIC TTOCIIE/ICTBHSL.
OznakombTech ¢ pexomenmanusivu ECFS mo mepemnoBoit
npaktuke CH 1 edeHns MyiaIeHIIeB ¢ MyKOBHCITHI030M,
KOTOPBIN BRISIBIICH NP ckpuHuHTe [12, 13].

3.1. Kakue xapaxmepucmuKu HaceneHus
o0arom O0CHO8aHue NPOBOOUMsb CKPUHUHR
HOBOPOJUCOEHHBIX HA HAUYUe MYKOSUCYUA03a?

OpranaMm 371paBOOXPAHCHHUS HEOOXOAMMO B3BECHUTH
COOTHOILIGHHE PHUCKA M I0JIb3bl CKPUHUHIAa HOBOPO-
JKICHHBIX B CBoedl momyssinuu. Ecnu uyucno cioyvaes
MyKOBHUCIH 1032 cocTaBiseT <1/7000 poxaeHuiA, HYKHO
TIIATEJIBHO MPOAHAIM3UPOBATh CUTYaIlUIO0, 4TOOBI pe-
muTh, o0ocHoBaH s CH. [IpoTokon momkeH CBOAUTH K
MUHAMYMY HETaTHBHOE BO3MICHCTBUC HA HACCIICHHE.

CHmxeHne 3a00J€BA€MOCTH 32 CUYET CKpUHUHTA
HaceJIeHUs1 Ha HOCUTeNbcTBO He 3amenseTr CH u ne ot-
MEHSIET €ro HeOOXOIMMOCTb, ITOCKOJIBKY 3TH [1Ba BUAA
CKpHHMHIAa JONONHAOT Apyr napyra [14]. Ilpuanmas
pellieHre O CKPUHUHIE HOBOPOXKICHHBIX CIEAYET Y4H-
THIBaTh Takue (PAKTOPBI KaK Pecypchbl CyIIECTBYIONICH
CHCTEMBI 3/JPaBOOXPAaHEHHUS U BO3MOXKHOCTh YETKO OTIpe-
JIETUTh TUIaH JICYCHUS (CM. CICHYIONTHI BOTIPOC).

3.2. Kakoti MUHUMyM MEOUYUHCKUX U COYUAIbHBIX pe-
CYPCO8 AGNAEMCA NPUEMLEMBIM 0151 AOEKBAMHO20 CKPU-
HUH2A HOBOPONCOEHHBIX?

ManeHniaMm ¢ MYKOBHCIM/I030M, BBISBJIEHHBIM C
nomouipio mporpammel CH, cnenyer obecnieunts He3a-
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METUTEIIbHBIN JIOCTYIl K MPO(QUILHOMY CHEIHATUCTY,
KOoTOpBIX cooTBeTCTBYET cTangapram ECFS. Ilporpamma
CH moxer nmomoub Oonee 3QPEeKTUBHON OpraHu3aIuu
MEIWIIMHCKONW TIOMOIIH, €CIIM MJaIeHIBI OyIyT cpasy
[OJTy4aTh HamNpaBJIeHHE K CHEIHAIUCTY 10 MYKOBHC-
IUA03y Ui HaOMronmeHus U JiedeHus. CTpaHbl ¢ orpa-
HUYCHHBIMH PECypCaMU JOJDKHBI IMPOBECTH IMHIOTHOE
HCCaeqoBanue, YTOObI OLeHUTh 000cHOBaHHOCT, CH 1
aJICKBaTHOCTh CUCTEMbI BbIJIaUuW HANPABICHUN JUIS TIEp-
BUYHO JINarHOCTUPOBAHHBIX MJIaJICHIICB.

3.3. Kakoe konuuecmseo no8mopHuIX mecmos
00NYCMUMO NpU HeKOPPEeKMHOM UCCLe008AHUU
BbICYUEHHBIX 00pa3y06 Kposu Ha Kadicoyio 1000
MiaadeHyes, npoueouux CKpuHuHe?

KonmnyecTBo 3anpocoB Ha MOBTOPHBIEC BBICYIICHHBIE
00pasIbl KPOBHU CIIEyeT KOHTPOINPOBATh, U OHO JOJIK-
HO cocTaBiATh <0,5%. bonee 20 noBTOpoB Ha KaXIyO
1000 mutazieHeB ABISETCS HEAOMYCTUMBIM (2%).

3.4. Kakoso donycmumoe Koruuecmso
JIOAHCHONOLONCUMENLHBIX PE3YIbINANOE CKPUHUHSA
MIaderyes (MAA0eHybl, HANPAGIeHHbLE HA
KIUHUYecKoe obcredosanue noma)?

MuHnMansHas 1eneBas MpOTHOCTUYECKas IEHHOCTh
TTOJIOKUTENBFHOTO pesynbrara cocrasiser 0,3 ([P —
9TO YHCIIO MJIQJICHIEB C HCTUHHO IMOJOXKHUTEIHHBIM Te-
CTOM, JIEJIEHHOE Ha 001IIee KOIIMYECTBO TMOJOKUTEIBHBIX
tectoB CH).

3.5. Kakxogo donycmumoe Konuuecmeao
JIOAHCHOOMPUYAMETLHBIX Pe3YTbmMamos
CKPUHUHEA MAAOeHYe8? Dmo MIadeHybl
¢ ompuyamenvuvimu pezyromamamu CH,
KOMOPbIM GNOCAEOCMEUU CTNABAN OUACHO3
MYKOBUCYUODO03 (NO30HUL OUAHO3)

a. MuHuMaIbHas 1esieBasi YyBCTBUTEIILHOCTh COCTaB-
nset 95%. UyBCTBUTEIBHOCTh — 3TO YUCIIO UCTHH-
HBIX HOJOXKUTENbHBIX pe3ynbsTratoB CH B mpouienTax
OT OO0IIel MOIyJISAIHA OOJBHBIX MYKOBUCIIHIIO30M
(MCTUHHBIC TIOJIOXKUTENBHBIE U JIOKHOOTPHUIATEIh-
HbIe, 0€3 MEKOHHUEBOW HETPOXOAUMOCTH KHIICYHH-
Ka, CM. HUXKeE).

b. MekonueBast HerpoxoauMocTh kumrednuka (MHK) y
MJIAJICHLIEB TOBBIILIAECT YacTOTY JIOKHOOTPULATEIIb-
HbIX pe3ynbraroB CH. D10 He NOMKHO OKa3bIBATh
CYILECTBEHHOTO BJIMSHHS Ha CPOKHM AWArHOCTHKH,
KOTOPYIO CJICLyeT BBIIOJHUTH KIMHUYECKUMH METO-
namu. OITHAKO JETCKHUE XUPYPIH AODKHBI OBITH OC-
BeIOMJICHBI 00 3TOH cuTyauuu. PaccunTeiBarh uyB-
CTBUTEJIBHOCTb U OTPaXKaTb €€ B OTYETAX CIEOyeT B
JIBYX BapHaHTaX — C Y4ETOM JIOKHOOTPHLIATEIIbHBIX
pesynsraroB y mnaneHnes ¢ MHK u 6e3 Hux.

c. CnemyeT co3maTh CUCTEMY IS IOJITOCPOYHOTO cOO-
pa IOCTOBEPHBIX JAHHBIX O JIOKHOMOJIOKUTEIHHBIX
pe3ynbrarax.

3.6. Kaxoea maxcumanbHo 0OnyCmumas 3a0epiucKa
MencOy nposedeHuem nomogo2o mecma u
svloauell pe3yibmamos cemve?

PesynbraThl OTOBOTO TecTa CIEAyeT MPOaHATH3H-
poBaTh HE3aMEIJIUTEIHHO U COOOIIUTh CEMbE B TOT XKe
JIEHD.

3.7. Kaxoe maxcumanibHo 0Onycmumblil 603paAcm
MAa0eHya 8 OeHb NePEUYHO20 OCMOMpPa
CReYUATUCOM KOMAHObL NO MYKOBUCYUOO3Y
nociae nposedenuss CH u nocmanogxu ouacnosa?

BonapmmHCTBO MITAZICHIIEB ¢ MOATBEPKIACHHBIM JTHa-
rHo30oM 1ocie CH MODKHBI MPOUTH OCMOTP CICITHAITH-
CTaMU KOMaH/Ibl 10 MyKOBHUCLIMI03Y B TeUeHUE 35 nHEl,
HO HE IMO3JHEee ueM yepe3 58 AHell mocie poXICHUS.
Crnenyer nepecMOTpeTh MPOTOKOJIBI IPOrPaMMBI, B PaM-
Kax KOTOPBIX 3TU CPOKU HE COONIOIAIOTCS, U TPEJJIO-
JKUTh aIbTePHATUBHBIC CTPATETHH.

3.8. Kaxoea munumanvho npuemiemas ungopmayus
0151 cemeli Maadenyes, NPUIHAHHBIX HOCUMETAMU
mymayuu CFTR, svizvisaioweii MyKogucyuoos,
nocie CH?

a. CeMbsl JOJDKHA TIOJYYUTh YCTHBIH OTYET O pe3yib-
tarax. Kpome TOro oHa JOIKHA MOJYYUTH IHUCH-
MEHHYI0 HH(pOPMALMIO CIPABOYHOIO XapakTepa.
Wndopmanus Takxke 10JDKHA OBITH OTIIPABIICHA Jie-
qaieMmy Bpady oOIeil MpaKTHKH.

b. B undopmanuu 10mKHO OBITE SICHO YKa3aHo, YTO:
1. Y MnazieHIa HeT MyKOBHCIM034.
ii. PeOCHOK SIBIISICTCSI 31I0POBBIM HOCHTEIICM.

iii. [Ipu mocnenyrommx GepeMEHHOCTSIX AJISl 3TOH
napbl €CTh PUCK 3a4aTh peOeHKa, OOJIBHOIO MYKO-
BHCIIHJI030M, TIOTOMY TIPH JKEJIAHHU POTUTEITH MO-
T'YT MOJMYYUTh TEHETUYECKYIO KOHCYIIBTAITUIO.

1v. @aKT HOCUTEIHCTBA MOXKET TIOBIUSATH HA PEIPO-
JyKTUBHBIE PELICHUS, TPUHUMAEMbIE IPYTUMU POJI-
CTBEHHHKAMH U CaMUM PEOSHKOM TI0 JOCTHKECHUU
JIETOPOTHOTO BO3paCTa.

3.9. Kaxogbl MUHUMATbHO npUueMiemble CMAHOAPmbl
0715 CO0OUeHUsL OUACHO3A MYKOBUCYUOO3 CEMbE
nocie nposedenus CH?

a. Crienuaimct 1mo MyKOBUCITHIO3Y JTOJKEH 0OCYIUTh
pe3yabTaT TUYHO C POAUTEIISIMU.

b. Cembs JODKHA MOMYYUTh MUCBMEHHYIO MH(OpMa-
LU0 JUIsl O3HAKOMJICHUS TOCJIe KOHCynbTanuu. MH-
(dbopmarus TakKe JODKHA OBITH OTIPABIICHA Jieva-
meMy Bpady oOImeil mpakTHKH.

c. CeMbs OIDKHA TOMYYUTh YETKOE MPEICTABICHHE O
KPaTKOCPOYHBIX M JIOJITOCPOYHBIX IIaHAX OKa3aHUS
MTOMOIIIH PEOCHKY.

d. CeMbu MIIaA€HIIEB, TPOLIEALINX CKPUHHUHT C I1OJIO-
KHUTEJIBHBIM PE3yNbTaToOM, IOJDKHBI OBITH MPOUH-
(dhopMHpOBaHbI 0 3a/a4ax W pe3yabrarax Hccieo-
BaHUH 1O MYKOBHCIIH/IO03Y, @ TAKXKE O BO3MOKHOCTH
y4acTusi B KIIMHUYECKUX UCITBITAHUSAX.

3.10. Kaxosbt MUHUMAnbHO npuemiembvle
cmanoapmul 015t bIAGLEHUS U IeUEHUS.
maaodenyes ¢ nescuvim ouaznozom’ nocne CH?

a. CnenuanucT Mo MYKOBHCLHUIO3Yy MOIKEH OCMO-
TpeTh pebEHKa.

! Onpe):[eneHne: MIIaICHEN ¢ HEOAHOKPATHBIM IIPOMEKYTOUYHBIM pe-

3yJIbTaTOM IIOTOBOTO TeCTa WK ¢ JAByMs MyTtauusmu reia CFTR (oxna u3
KOTOPBIX UMEeT HEsCHBII ()eHOTUNNUESCKUI pe3yIbTaT) i HOPMaIbHBIM HIIN
HPOMEKYTOUHBIM PE3yIIETATOM ITOTOBOTO TecTa. [IpoMexyTOUHbIM sSBISCTCS
Ppe3yIIbTart, IPH KOTOPOM II0KA3aTeNlb XJIOPHI0B H0oTa cocTaBisieT oT 30 1o

59 mmouw/it [16]. TepMUH MOJOKUTENIBHBIH CKPUHUHT HA MYKOBUCLIUJI03 C
HeycTaHoBIeHHBIM auaraozoM (IICMH/I) pekoMeHyeTcst HCIOIb30BaTh IS
MJIQJICHLIEB C HESICHBIM JIMarHo30M nociie nposeienus CH [16].
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b. DT0 MOXET NPOU30MTH B KIMHUKE 110 MYKOBHCLH-
7103y WM B APYTON KIMHUKE C TOAXOAALIMMHU yCIIO-
BUSIMH.

c. PacmmpenHoe cekBeHUpOBaHUE T'eHa CIEAyeT Ipo-
BOJOUTH NPH BBISBICHUHM OAHOW MyTaLWU WX NpU
OTCYTCTBHH MYTalHH.

d. Ananm3 moTta Hy»KHO TTIOBTOPHTH B IICHTPE CO 3HAYH-
TEIBHBIM OIBITOM (>150 TTOTOBBIX TECTOB B TOI), &
YPOBEHB XJIOPUIOB MOTa CIEIYET U3MEPSTH C IIOMO-
IO CTAHJAPTHON METOJIUKH.

e. CeMbH JIOIDKHBI MTOJyYaTh YETKYIO YCTHYIO U ITHCH-
MEHHYI0 WH(POPMAIMIO O TEKyIIeM KIMHUYEeCKOM
cTaTyce MJIa/IeHIa 1 IIaHaxX JaTbHEHIIINX MepOTIpH-
aTai 1 obcnenoannii. Ciemyer mpU3HATH, YTO IS
MHOTHX M3 3THX MJI3/ICHIIEB CYIIECTBYET HEOMpee-
JIEHHOCTh OTHOCHUTENBHO KIIMHUYECKOTO Pa3BUTHSA U
MOSIBJIEHUS] CUMINITOMOB B Oymymiem. Mubopmanms
TaKKe JTOJDKHA OBITH OTIpABIICHA JIEYallleMy Bpady
oO111ei nMpakTUKU. MiiajieHIieB HeOOXOAMMO JICYUTh
cornmacHo pekomenmanusm ECFS [15].

4. Iluaruo3

Nzabens Cepmet-Iaynenyc (Opannus), Hatamms Ka-
mmpcekast (Pocens), Kesun Cayszepn (BennkoOpuTanns).

HenpemeHHbIM yCIIOBUEM OLEHKM JUArHOCTHUYE-
CKMX TECTOB Ha MYKOBUCUHMJIO3 SIBISETCA BBICOKUUI
YPOBEHb OpraHU3alMM MEIUUMHCKOW nomouu. Jlua-
THOCTHYECKOE TOATBEPIKICHUE TpeOyeTcs i IeTel u
B3pOCJIBIX C HAJIMYUEM KIMHUYECKUX MPU3HAKOB, a TaK-
JKe B OCOOBIX ClydasiX, KakK, HalpuMep, 06 CCUMITTOMHBIC
MJIQICHIIBI C MONOXHUTeNbHBIM CH miam oTsSTOImeHHBIM
CEMENHBIM aHaMHE30M.

4.1. Kaxoebl mpebosanusi k OuacHocmuxe
mykosucyuooza? [17]

a. FIMeTh BO3MOXKHOCTD BBITIOJTHUTH aHAJIA3 TI0Ta B CO-
OTBETCTBHU CO CTaHAAapTaMM, OIIMCAHHBIMU HUXKEC.

b. IMeTh BO3MOXXHOCTH TPOBECTH TEHETHYECKOE Te-
CTUPOBAaHUE C HWCIOJb30BAHUEM TAHEIH MYTaIlHi
CFTR, Hambosnee momxoasmieit mJIsi MECTHOH IIO-
yJsid. BO3MOXKHOCTE PACIIMPEHHOTO aHaIN3a
JIHK s5Kk30Ha J10JKHA OBITH JOCTYIHA TIPU HEOOXO-
JTUMOCTH.

¢. Pecypcebl juist mpoBeieHUsT OLIEHKH KIIMHUYECKOTO
COCTOSIHUS, BKJIFOUAsI OLIEHKY COCTOSIHUS JbIXaTellb-
HBIX ITyTel (ITOCEeBBI MOKPOTHI Ha BBISBIEHUE MATO-
T€HOB, XapaKTEPHBIX U1 MyKOBUCI[U103d, COOTBET-
CTBYIOLIEE BO3PACTY TECTUPOBAHUE PECIIMPATOPHBIX
(GYHKIMI ¥ pEHTIeH), HEWHBa3UBHOM OLIEHKH K30~
KPUHHOM (DYHKUMH MODKEITYI0UYHON JKeNe3bl U KO-
JINYECTBA CIIEPMATO30U/I0B Y B3POCIIBIX MYKUKH.

4.2. Kakogbl duacnocmuyeckue Kpumepuu
mykosucyuoosa? [17,18]

[MonoxxurensHbIHN pe3ynbTar ananu3za CH wim kmHu-
YECKHUE MPU3HAKH, YKA3bIBAIOIIME HA HATMYHE MYKOBHUC-
LK703a, BKJIOYas (HO HE OrpaHHYuBasCh) Auddy3HbIe
OpPOHXO0IKTa3bI; MOJOKHUTEIbHBIC KYJIBTYPbl MOKPOTHI C
BBICEBOM IIAaTOTHOMOHHMYHBIX JIJI1 MYKOBHCIIH/I03a I1aTO-
reHoB (ocobeHHO P. aeruginosa); dK30KPUHHYIO HEIO-
CTaTOYHOCTD MOKETYIOTHOH JKEJIE3bI; CHHAPOM ITOTEPH
COJIN; OOCTPYKTUBHYIO a300CTIEPMHIO Y MY>KUYUH U XJI0-

PUIBI TTOTa >59 MMOJIB/JT W/WITH JIBE BBI3BIBAIOLIIE MYKO-
Bucuuno3 myrauuu CFTR B trans® nonoowcenuu.

TepMuH «MyTaLus» YIOMHHACTCS KaK «I1aTOT€HHbIH
BapHuaHT», cortacHo 0a3e maHHbix CFTR-2 (http://www.
CFTR2.org). [l MmyTaluii, KOTOpbIe He OIMCaHbI B 0a3e
nanHeix CFTR-2, Moryt mpuHHMaThCsi BO BHHMAHHE
JpyTHe JaHHbIE, B TOM 4ucie Oubnuorpaduueckue naH-
HBbIE U ApYrHe TeHeTn4yeckue 0as3bl JaHHBIX (CM. TaKXKe
MYHKT 4.6), IpH 9TOM BCE OHU TPEOYIOT MOATBEP K ACHHUS
YPOBHEM XJIOPUAOB I0TA.

4.3. Kakogvl munumanvivie cmanoapmol OJisl
nabopamoputl, 8bINOIHIOWUX NOMOBLIU mecm ?

[19]

a. 3a00p MOTa OMBITHBIM MepcoHANIOM (MUHHMYM 150
MIOTOBBIX TECTOB B I'O/l) B COOTBETCTBUHU C HAINO-
HaJbHBIMHU WM MEXTYHApOAHBIMH PYKOBOJCTBAMHU
U TIpY YCJIOBUH MTPOBENEHHS PETYIISPHOM (110 MEHbB-
e Mepe eXKETOHOM ) He3aBUCUMOM SKCIICPTU3BI.

b. Mcnonp30Banne KOMMEPUYECKH TOCTYITHOTO 000py-
JIOBaHMS, YTBEP)KICHHOTO JUISI AMArHOCTUYECKOTO
HCTIOJIb30BAaHUs, B COOTBETCTBHH C HAlMOHAJIbHBI-
MU HOPMaTUBHBIMH TPeOOBaHUSIMU WM CTaHJapTa-
mu EC, ecnu MecTHBIE cTaHIAPTHl OTCYTCTBYIOT.

c. BHyTpenHunii KoHTpoIb KadecTBa (0OOBIYHO TPH 00-
pasia) ¢ JOMyCTUMBIMH COTIACOBAHHBIMH MTPE/ICITh-
HBIMU 3HAUCHUSIMU JUTS XJIOPHUJIOB Mepe]] KaxIbIM
aHaJIM30M I0TA.

d. Perynmsaproe BHENTHUIT KOHTPOJb KadecTBa aHAJH-
30B B COOTBETCTBHUU C HAIMOHAJIBLHBIMU PYKOBOI-
CTBaMH.

e. Bricokmii mokasarens aHann3oB QNS (KOTHUECTBO
HEJI0CTAaTOYHO) CBUJIETENILCTBYET O TEXHUYECKHX ITPO-
Onemax. Takast curyarus TpeOyeT MOBTOPHOIO 00Y-
YeHUs TIepPCOHaa, KOTOPBI POBOANT aHAIU3 TTOTA.

4.4. Kakxogvl duacnocmuyeckue cmanoapmol
nomoegozo mecma?

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

b. O0pa3serr noTa J0KeH ObITh 00pabOTaH cpasy Mmoc-
ne coopa.

c. [Tokasarens xyopusoB mora >59 MMOB/1 MOMI-
TBEPXKIACT TUArHO3 MYKOBHUCIIHIO3.

d. [Tokazarens coseir mora <30 MMOJIB/II JI€JIA€T JIH-
arHo3 MYKOBHCIIMJI032 MAaJIOBEpOSATHBIM. OmHAKO
cnenu(uuecKknue MyTaIllH, BBI3BIBAIOIINE MYKO-
BHCIIU03, MOTYT OBITH CBSI3aHBI C IOKa3areieM
aHanu3a mmora Hwke 30 MMoiab/i1. K HUM oTHOCSTCS
c.3718-2477C > T (3849 + 10kbC > T) u myraruu,
CBSI3aHHBIC C PA3IMYHBIMU KJIMHUYECKUMU MPOSIBIIC-
HUAMH, TakuMu Kak ¢.617T > G (L206W), c.1040G
> A (R347H), u ¢.3454G > C (D1152H) [21].

e. JIuna ¢ MOTpaHUYHBIM YPOBHEM XJIOPHUJOB MOTA
(30-59 MMomTB/1T) AOMKHBI CAETATh TOBTOPHBIN aHa-
JIU3 TI0TA U MIPOHTH TOTTOTHUTENILHOE 00CIe/I0BaHHE
B CIEIHATM3UPOBAHHOM IIEHTPE MYKOBHCIIHI034,

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

un (koHdurypauust in cis). 110 310il puyYHHE BaXKHO MPOBEPHUTH POIUTEIb-
CKO€ IIPOUCXOXKACHUE MyTaluii, 9TOOB! yOSAUTHCS, YTO OHU HAXOAATCS Ha
OT/ICJIBHBIX XPOMOCOMAX (in trans).
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BKJIIOUasl THIATEIbHOE KIMHUYECKOe 00CIe0BaHNe
1 pa3BepHyThI aHanu3 myTanuii rena CFTR [20].

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

. JlaGopaTopus 10KHA HUMETh BO3MOKHOCTh Ha/lexK-
HO u3Biiekarb JIHK 13 BhICyIIEHHBIX 00pa3iioB Ka-
nenb KpoBH, neabHoi kposu (DJITA) unm Oykkaib-
HBIX Ma3KOB.

. O6pa3].[BI CJICAYCT aHAJIM3HUPOBATh CIKCHCACIILHO, HE
AOIYyCKasa MJIUTCIbHBIX 3a/ICPIKCK.

. Jlabopatopusi JOJKHA y4acTBOBaTb B IPOrpaMMme
BHEIIHUX MPOBEPOK KAaueCTBA U MPOXOJUTH CEPTH-
¢uKanuio He pexe pasa B Tof.

. IlepBuunas maGoparopust NODKHA OBITH CrocoOHa
peaocTaBuTh orpaHnueHHyro nanens CFTR myta-
MM B Ka4€CTBE OTIPABHOW TOUKH, YTOOBI Pacro3Ha-
BaTh KaK MUHUMYM OJIMH aHOMAaJIbHBIN aniens y >96%
JIUL] ¢ MyKOBUCLIUA030M U3 MECTHOM MOMyssiyu [22].

. Korma pacmosnaercss Tompko omHa MyTamusi, pac-
mupenusid anamm3 JIHK sk30Ha (cekBeHMpoBaHme
TeHa) JOJDKEeH OBITh TOCTYIIEH B IMEPBUYHOM 1abopa-
TOPWH WIIA BO BTOPUYHOM JTaboparopuu Ajist o0Hapy-
JKCHHSI PENKUX MYTAIlUi, TIPH 3TOM CIIEAYET MCKATh
KpYITHBIE JeTienn min ayonukanuu. [Ipenpacmnomno-
JKCHHOCTH K 3a00JICBAaHHIO B CIIydae BapHAHTOB, 00-
HapyKeHHBIX cekBeHnpoBanuem JIHK, nomkHa OBITh
MIpOBEpeHa ¢ MOMOIIBI0 6a361 naHHBIX CFTR-2.

. O0 oOHapyXKeHHH HOBBIX MYyTallUil WM BapPHAHTOB
clielyeT cooOmars B CIEIHaIN3UpOBaHHbIE 0a3bl
JaHHBIX ISl O0JIETYeHUs] UHTEPIPEeTallid BapUaH-
TOB C HEU3BECTHON KIIMHUYECKOW 3HAYUMOCTBIO.

4.6. Kaxas mymayus sensiemcs KIUHU4ECKU
SHAUUMOTL NPU MYKOBUCYUA03€e?

a. MyTarus, BBI3BIBAIOIIAsl MyKOBHUCITHIO03, — 3TO MY-

Tamus, KOTOpas BEI3BIBACT JaHHOE 3a00JIeBaHNE TTPH
OOHApYXEHUH in {rans ¢ W3BECTHOW BBI3BIBAIOIICH
MYKOBHCITHI03 MyTanueii [23]. Jlnarao3 MyKoBHC-
[U03 MTOATBEPKAACTCS y MAIUEHTOB C IByMS BbI-
3BIBAIONIMMHA MYKOBHUCIIHJIO3 MYTAIMSIMH, OOHApY-
YKEHHBIMH 1 trans 1 KilacCU(PpUIIMPOBaHHBIMY B 0aze
maaaeix  CFTR-2  (https://www.CFTR2.0org) wmu
JIPYTOH COOTBETCTBYIOIICH MHPOPMAITHOHHON 0ase.
OpHaKko OTCYTCTBHE NIByX MYTalWi, BBI3BIBAIOIINX
MYKOBHUCITH/IO3, TIOCITIE PACIIMPEHHOTO TECTHPOBA-
Hus JIHK npu Hanu4uu TUNAYHBIX KIMHAYECKUX
WU JTa0OpaTOPHBIX TPU3HAKOB 3a00JICBAHHS WA
anoManbHBIX Onoananm3oB CFTR (cMm. myHkT 4.10)
HE MCKIII0YAaeT HAINIHe MyKOBUCITHI03a.

. [lanpieHTHl € «MyTalUsIMH C BapbUPYIOIIUMHUCS
KITMHAYCCKIUMH TTOCIIEICTBUAMMIY JTOJKHBI MTPONTH
JIOIIOJIHUTENIbHOE 00CIeJ0BaHUE B CIIELUAIU3UPO-
BaHHOM IIeHTpe MyKoBHcluao3a. K Takum ciyda-
SIM OTHOCSATCSI MyTaIlMH, KOTOPBIE TIPUBOJIAT JINOO K
MYKOBHCIIU103Y, 1100 K CFTR-00ycnoBieHHbIM 3a-
OoneBaHMsIM, HapuMep, K TUPPy3HBIM OPOHXOIK-
Ta3aM, BPOXKJCHHOMY JIByCTOPOHHEMY OTCYTCTBHIO
cemsBbIHOCsAIero nporoka (CBAVD), peunausu-
PYIOIIEMY/XpPOHHYECKOMY HWIAMONATHYECKOMY I1aH-
KpeaTury.

c. Hocutenu myTtamuii ¢ HEMOATBEPKIACHHBIMU WU
HESACHBIMHU KIMHUYECKUMH ITOCHEACTBUSIMHU TaKKe
JIOJIKHBI TIPOUTH TOMOTHUTEIHHOE 00CIICIOBAHIE B
CTICITHATTM3UPOBAHHOM IICHTPE MYKOBHUCITHI034.

4.7. Kakogvl MUnUMAanbHo npuemiemvle Cmanoapmol
Op2aHU3AYUU NOMOWU NPU COOOUeHUU O
OUAzHO3€e MYKOBUCYUOO3 CUMNIMOMATNUYECKOMY
nayuenmy?

a. Bpau-cienmanuct no MyKoBHCITHI03Y JIOJKEH OrTe-
PaTUBHO COOOIIMTL O TOJNIOKHUTEILHOM PE3yJbTare
JIMArHOCTHYECKOTO TeCTa Ha MYKOBHUCIIH/I03 (B HIe-
aje B Te4eHue 24 4acoB IMOCIIC MOIYUYCHUS PE3yilb-
TaTa aHaJIKN3a 10Ta).

b. [TatMeHT WM pPOAUTENH/ONEKYH JOKEH MONYYUTh
YETKYIO MMCbMEHHYIO M YCTHYIO0 HH(pOpManuio o 60-
JIE3HW M JIOCTYH K SIIEKTPOHHBIM CpPeNCcTBaM HH(Op-
Maluy  CIYy)KOBI  37PaBOOXpaHEHUs/HAIIMOHATLHOM
OpraHu3alyy nanueHToB. Kpome Toro oH 10/mKeH mo-
JIyYUTh KOHTaKTHbIE JAHHBIE COOTBETCTBYIOIIETO [ICH-
Tpa MyKOBHUCIIH/1032 (B COOTBETCTBUH CO CTAHIAPTaMU
JICYCHUA I MICPBUYHO AUArHOCTUPOBAHHOI'O Ciiy4das
MYKOBHCITHI03a B KQKI0M KOHKPETHOH CTpaHe).

c. [ManenTy gomkHA OBITH MPEIUIOKEHA TeHETHYE-
CKasl KOHCYJIBTAIHMS M JIAHBI KOHTAKTBI JJIs1 TIOTyYe-
HUS KJIMHAYECKUX W TeHETHYECKUX YCIYyT. DTO CIIO-
COOCTBYET IIEPBUYHON U BTOPHYHOU MIPOPUITAKTUKE
MYKOBHUCIMA03a B 3aTPOHYTBHIX JUAIHO30M CEMbAX,
B TOM 4HCJI€ CpE€AN POACTBECHHHUKOB C ITOBBIIICHHBIM
pHCKOM 3a00JICBaHUS.

d. He no3gHee uem uepes HeJENo 1ocie IOCTaHOBKU
JMarHo3a HeoOXOIUMO OPraHW30BaTh BU3UT K IPO-
(WIbHOMY CHEIUaNUuCTy MO MYKOBHUCIMIO3Y U B
LEHTp MyKoBHCcIH103a. Heo0Xonumo npeaocTaBuTh
KOHTaKTHBIE JaHHBIE IIEHTPa MyKOBHCIH103a.

e. CrielyeT pekOMEeH10BaTh MallMEHTaM U POJUTEISIM/
OIICKYHaM AOITIOJITHUTEJIbHBIC NCTOYHUKHA I/IH(i)OpMa-
WY, B TOM YHCIIe BeO-peCypCHI.

f. Bo Bpems mepBOTO THArHOCTHYECKOTO BU3HTA TIAITH-
€HT U POIUTEIH/ONIeKYHBI JOJKHBI IIOTyIUTh HHOP-
MAIHIO0 O MOZIETH OyIyIei KITMHIYECKOW TTOMOIIIH.

g. [lanenT u poauTeNn TOKHBI OMYYUTh HH(OpMa-
LUIO (B TOM YHCJIe KOHTAKTHBIC JaHHBIE) O COOTBET-
CTBYIOILIEH HallMOHAIBLHOW OpraHM3alMy MalUueH-
TOB C MYKOBHUCITHIO30M.

4.8. Kaxogvl MunumanvHvle Cmanoapmul
HaOII00eHUsL U OKA3AHUSL NOMOWU NEPEUYHO
OUACHOCIMUPOBAHHOMY NAYUEHM)?

[TanueHT ¢ AWMArHO30M MYKOBHCIHIO3 JOJDKEH
UMETh HEMOCPECTBEHHBIN TOCTYII K CIIEIUATU3NPOBAH-
HOMY IICHTPY MYKOBHCITHI034, TI€ €CTh MHOTOIIPO(HITH-
Hasi KOMaHja, CriocoOHast 00eCIIeYynuTh OKa3aHUe ITOMO-
1[4 B COOTBETCTBUU co ctangapramu ECFS.

4.9. Kaxoebl MuHumMaibHvle Cmanoapmesl HaOI00eH sl
U OKA3aHUSI NOMOWU NAYUSHMAM C CUMRIOMAMU,
Xapaxmepuwvimu 011 MYKOSUCYUOO3d, U
NoSpanHuyHbIMU nomogsimu npooamu? [17]

a. [lanmenTt ¢ cuMnToMaMu, XapakTepHBIMA JUIST MYKO-
BUCIINI03a, C KOHIIGHTPAIHEH XJIIOPHIIOB TI0Ta MEXKTY
30 1 59 MMOJIB/TT ¥ C OZTHOW MyTaIeH UM OTCYTCTBH-
€M MyTallui, BBI3BIBAIOIINX MYKOBHCIIHIO3, JTODKEH
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MOJYYUTh JOCTYII B CHCLII/IaJ'II/BI/IpOBaHHBIﬁ HCHTP MY~
KOBHUCIIMA03a JId COOTBECTCTBYIOLICTO 06CJ'ICZ[OB&HI/I$I.
Ba)KHO, YTOOBI OKA3aHUE IIOMOIIIM TaKHUM MaluMCHTaM
HOCHJIO IOJII" OCpO"IHBII‘/JI XapakTep. ITamueHT MoOXeT
Ha6JIIOZ[aTI>CH 1 B APYIrOM MCANIUHCKOM YUPCIKACHUN
— I[Ipu yCJIOBUHU, YTO OHO COTPYAHHUYACT CO criclua-
JIM3UPOBAHHBIM IIECHTPOM MYKOBUCLIHM1034.

b. HeoOxonumo mpoBecTH BcrioMoraresibHbIE aHalu-
3Bl TSI BBISIBIICHHS SK30KPUHHOM HEAOCTaTOYHOCTU
MOKENTYyIOYHOH KeJie3bl (OmpenesieHne IaHKpea-
THYeCKOH anactasel B ctyne), CBAVD y myxuuH,
MOPa’KeHUs JIETKUX WM CUHYCa U BBISABICHUS aHO-
MaJIMd MOHHOTO KaHaia (cM. myHKT 4.10).

c. Takne maruenTsl JOJDKHBI HAXOIUTHCS 1101 HaOIro-
JICHUEM JIJIs1 CBOCBPEMEHHOTO BBISIBIICHUS JTFOOBIX OC-
JIOXKHCHHUH ¥ TIOITY9IaTh COOTBETCTBYIOIIYIO TEPAITHIO.

4.10. Honowcen nu nayuenm ¢ HesACHbIM OUASHO30M
npoxooums buoIOcUYecKue mecmol Ha
svisenenue napyutenust yuxyuu eena CFTR
(usmepenue pasHocmu HA3ANIbHLIX U KUULEYHBIX
nomenyuanog)? [24]

HaI_II/IeHTBI C HCACHBIM JIMArHO30M JIOJIZKHBI ITPOXO-
JAUTH 06CJ'I€I[OB8.HI/IC B CHOCHHUAIM3UPOBAHHOM ILICHTPE
MYKOBHUCIINO034.

B ciy4ae mpoMeKyTOYHBIX PE3yJbTATOB OTOBOTO
TECTa CJeAyeT Ha3HAYUTh JOMOJHUTEIBHBIC AJIEKTPO-
(hm3monornyeckne oocienoBanus (Pa3HOCTh Ha3aIbHBIX
MOTEHIIMATIOB U U3MEPEHHE TOKA KOPOTKOTO 3aMbIKAHHUS
B OHMOIITaTe KAIIKM), €CIH TAaKUEe UCCIIETOBAHUS TOCTYTI-
HBI. AHaJTN3BI HEOOXOTUMO ITPOBOJIUTE B IICHTPE C OOJIb-
IIMM OITBITOM BBITIOJIHEHHS TIPOLIEAYP TAKOTO Poja.

5. Jleuenue 00/1€3HU JErKUX

O®enmukc Parpen (Kanama), Ilarpux ®@name (CILIA),
Anan Cmur (BenmukoOpuranus).

OxuaeMasi TIPOJIOIDKUTENBLHOCTD JKU3HUA TIPU MY-
KOBHUCIIMJIO3€ CYIIECTBEHHO YBEJIMYUIIACH 33 MOCIEIHHUE
copok JieT [25]. Tem He MeHee, OONBITIMHCTBO MAIMEHTOB
C MYKOBHCIIHJIO30M BCE €Ille YMUPAIOT OT JbIXaTeJIbHOU
HEIOCTAaTOUYHOCTH [26], T0O3TOMY 3aMeIJICHUE TIPOTPECCH-
pOBaHUs 3a00JICBAHNS JIETKHX SIBISICTCS TIIABHOW I1EJIBIO
JIedeHUsT MyKOBUCITHI03a. OCHOBHAsE TpodiIemMa MyKO-
BUCIIMIO32 TIPUBOJUT K HAPYNICHHIO MYKOIMIAAPHOTO
KIIMPEHCa, CIM3UCTBIM TMPOOKaM W BTOPHUYHON HH(DEK-
MW ¢ TIATOTeHAMM, TaKUMU Kak Staphylococcus aureus
u Pseudomonas aeruginosa. Xponndeckast nHMEKINs (¢
BOCITAJICHEM, BBI3BAHHBIM HEUTpodHIamu) mepeMexa-
eTcst ¢ 000CTPEHUSMHU, TOCIIE KOTOPBIX (DYHKIHS JIETKUX
MOKET HE BEPHYTHCS K H3HAYAIBHBIM ypoBHsIM [27]. Kpo-
MOTIMBOE ©KCIHEBHOE JICUCHHE HApsIly C arpecCUBHOM
TaKTUKOW JICUCHUS 00OCTPEHUH KM3HCHHO HEOOXOMUMBI
JUISL COXpaHeHus! PyHKIUH JIerKux. [lepemoBas mpakrTuka
B ATOH 00JacT 00CY»KTaeTCsl B 3TOM pasere.

5.1. Credyem nu newumov nepeuyHyIO Uil 6HOBb
BOZHUKWLYI0 DAKMEPUATLHYIO UHDEKYUIO
Pseudomonas aeruginosa?

be3 neuenus nepsuunas nndexkuus ¢ P. aeruginosa
MIEPEXOANUT B XPOHUUECKYIO (DOpMY, UTO BBI3BIBACT yXY/-
mieHue (DYHKUUHM JIETKUX, YXYILIEHHE HYTPUTHBHOTO
CTaTyca, pOCT YNCIIA JIETOYHBIX 00OCTPEHUI U MOBBIIIA-

eT cMepTHOCTH [28]. HeT 4yeTkux pyKoBOJCTB I10 TOBOAY
TOTO, KaKk OBICTPO Clie[yeT HaunHaTh dPaJUKAIMOHHYIO
Teparnio, HO MPUCTYIATh K HEH HY)KHO He3aMe[JTUTENb-
HO (HE To3IHEe, YeM uepes 4 HeIeIu MOCIIe TOTyIeHUs
KyJIBTYpbI C HaJlnuneM pocTa). CylecTByoT yoenuTeb-
HBIE JTOKa3aTeIbCTBA 3(PPEKTUBHOCTU 3PaIUKALMOHHON
Tepanuu P. aeruginosa, HO HY OJMH PEXUM IIOKa HE TPO-
JIEMOHCTPHUPOBAJI CBOMX NPEUMYIIIECTB 10 CPAaBHEHMIO C
octanpHbIME [29]. BapuanTtel BkmtogaroT 28 mHEl pac-
TBOpa ToOpamumuHa s uHramsun (TIS) u qo 3 me-
CSILIEB  KOMOWMHAIMM HMHTAISLHMOHHOTO KOJIMCTHUMETAaTa
U nepopansHoro munpoduokcanuaa [30]. Dpanukanns
HocJe JICYeHUs JOJDKHA MTOATBEPKAATHCS pe3ylibTaTaMu
0aKTEepUOJIOrMYECKOTO TOCeBa.

5.2. Kaxum obpazom neuums XpOHUYECKYIO
baxmepuanvuyto ungpexyuto ¢ P. aeruginosa?

[Ipu HeAPPEKTUBHOCTH 3paTUKAIIMOHHOW TEpaIiu
CTaBHUTCSl TUaTHO3 XPOHHYECKas WH(EKIUs, U Ha3HAYa-
eTCsl IONTOCPOYHAst HHTISILUOHHAS TepaIist aHTHOMOTH-
kami [31]. PyxoBoacta CILA peKoMeHAYIOT MPUMEHSThH
TIS xa)xapIit BTOpO MECSIT IS MTAIUEHTOB CTapIe 6 JIeT
C XpoHW4YecKor mHpekmen P. aeruginosa, He3aBUCUMO
OT CTENEHU 3a00JIeBaHMs JIETKHUX, U MPOJODKATh TaKoW
Kypc Oeccpouno [32]. XoTsa ucciaenoBaHus sl JIeTed
Mutaje 6 JeT He MPOBOAMIINCE, Tepanus B SKBUBAJICHT-
HBIX J103aX PEKOMEHIYETCS U B 3TOM BO3PACTHOM IpyIIIIe.
Pazpemiennsiii pexxum coctanisieT 300 Mr 7Ba pa3a B JI€Hb
B TeueHUe 28 THEH, 32 KOTOPbIMH CIIEAYET 28-THEBHBIN
niepepbiB. MHranmsmum cyxoro mMopoIiKa TOOpaMHUIIMHA
(TOBI Podhaler™) nponeMOHCTPHPOBAI SKBUBAJICHT-
Hy10 3dekruBHOCTh [33]. A3TpeoHaM JIM3UH Ui UHIa-
nstiid [34] peKoMEeHIyeTCs B Ka4eCTBE AJIbTEPHATHUBEI KakK
eBPOTIEHCKUMH, TaK U aMEPUKAHCKIMH PYKOBOJCTBAMH.
Komucrumerar (2 MU nBa pa3a B J1eHb) IIMPOKO HCIIONb-
3yercsl B EBpolie U Tenepb TOCTYIIEH TakKe B BUJE CyXO-
ro nopomka [35]. Cneunanuct-pu3noTepaneBT A0HKEH
pacckasarb 0 peXrMe M MOCIeI0BaTeIbHOCTH BBEACHUS
WMHTAIAHMOHHBIX TIPENaparoB, a TAK)Ke 03HAKOMUTD C Pa3-
JTMYHBIMU METOJITAMH TIPOBEJICHUST HHT AJISIIHN.

5.3. Iloxazana 1y nocmosHHas no00epiIcusaromds
mepanus OJisl ieyeHust Opyeux 6aKmepuaIbHbix
ungexyul?

XoTsl OTAENbHBIC TAIMEHTHI MOTYT HCIIOJIB30BaTh
JUTHTEbHBIE KypChl aHTHOMOTHKOB, B HACTOSIIEE BPEMS
HEeT yOeAWTEIbHBIX JIOKA3aTeNbCTB B TMOJb3Yy JUIATENb-
HOW TIOJIEPKUBAIOIICH Tepanuu i OaKTEepHid, OTINY-
HBIX OT P. aeruginosa.

5.4. llokazana nu npogunakmuyecxas
anmubaxkmepuanibHas mepanus?

Hasnauenue (GiyKIOKCAIMIUTIHA B IEPBBIC TOIBI KU3-
HU ¢ MPO(GUIAKTHYECKON IETbI0, YTOOBI MPEAOTBPATUTH
sapaxenue Staphylococcus aureus, omoOpeHO PYKOBOJ-
CTBaMU B HEKOTOPBIX CTPAHAX U PEKOMEHIOBAHO B JPYTHUX,
OITHAKO €TO0 MCIOIh30BaHue octaeTcs copHsM [30]. Her
JIOKa3aTeNbCTB, TOATBEPKIAIOMNX d()HEKTUBHOCTD MPO-
(DUITAKTHYECKOTO JICUCHUSI TSI IPYTHX BUIOB OAKTEpPHIL.

5.5. HAensemces au puzuomepanus/ Kunesumepanus
BANCHBIM KOMIOHEHMOM NOCMOSHHOU
noodepoicusaiowell mepanuu, i ecmy au y
KAKoU-160 (opmuvl ouunenus ObIXamenrbHbiX
nymetl npeumywecmsa nepeo opyaumu?
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dusnorepanus/ KUHE3UTEpANUsi TPYIHOH KICTKH
JUISL OYMIIEHHUS OT MOKPOTHI JBIXaTENIbHBIX MyTeH 0710-
OpeHa B pykoBojcTBax BenukoOpuranuu [36] u CLIA
[37] u nomxHa OBITH TOCTYNHA BCEM MALUCHTaM C MY-
KxoBUCcIMI030M. HenaBHee mpsiMoe CpaBHUTEIBHOE
uccnenoBanue [38] mokazano, 4TO TPAAUIMOHHOE IIO-
JoxuTeNIbHOE AaBnenue npu Beioxe (PEP) npenmnouTn-
TeNbHEN, YeM BBICOKOYACTOTHAs OCLMJUIALUS TPYIHOU
KJIETKH (KOTOpasi IPOBOIUTCS Ha JOPOTOCTOSIIEM 000-
pynoBanuu). OnHaKo B OOJIBIIMHCTBE CIy4aeB UMEETCs
Majo J0Ka3aTelIbCTB B IOJIb3Y MPEUMYLIECTB OJHOIO
MeTona nepen ApyruM. Takum o0pa3oM, METOJ OYHCT-
KM JIBIXaTeNbHBIX MyTed MoAOUpacTcs MHIAMBHUIYAIbHO
[39]. Ilpu Ha3HAYECHUU METOIA OYUIIICHUS IbIXaTEIbHBIX
IyTei BasKHbI THOKOCTh U y4YeT MPEeANOYTeHUH MallueHTa
[40]. Cneumanuct-¢pu3HoTEpanesT Mo MYKOBHUCIHIO3Y
JOJDKEH JOCKOHAJIBHO 3HATh BCE METO[bI, MAaTO(PHU3HO-
JIOTHMI0 MYKOBMCLIM/I03a, OCHOBAaHUS JJsI NPUMEHEHHS
aJbTEPHATUBHBIX IOJXOJO0B M BCE IMPOTHUBOMOKA3AHUS
JUTsl KOHKPETHBIX METOZI0B JieueHus [39]. YnpaxkHenus u
(u3nueckasi akKTUBHOCTh JJOJDKHBI OBITH HEOThEMIIEMON
4acThIo 001Iero (U3NOTEPAIIEeBTHYECKOTO JICUCHUS KaXkK-
JIOTO MaIMEeHTa ¢ MyKOBUCIIMI030M HE3aBUCHUMO OT BO3-
pacta u TspKecTH 3a0oneBaHus. CHM)KEHHE TOJEpaHT-
HOCTHU K (hU3MYECKOl Harpy3Ke CBSI3aHO CO CHHKEHUEM
(yHKUIMH OBIXaHHS U BBDKHBaeMocTH [41].

5.6. Kakoewl sasicnvle KOMNOHEHMbl 1e4eHus
NayueHmos 80 8pemst INU30008 KIUHULECKO20
yxyoutenus?

5.6.1. Pannsas ouacnocmuxa u neyenue

[IporpeccupoBanue 3a00J€BaHUS JIETKUX TPH MY-
KOBHCIIHI03€ XapaKTepu3yeTcs TephuoJaMH CTaOWiIh-
HOCTH W TIPOMEXYTOYHBIMH SMU30[[aMH KIMHUIECKOTO
YXyAIIeHUsI, KOTOPbIE Ha3bIBAIOT JIETOYHBIMH 00OCTpe-
musmu (JIO). He cymectByeT cormacoBaHHOTO Ompere-
nenwnst JIO, HO BaXKHO OBICTPO BBISBIATH TAKHE SMTU30/IBI
Y HazHadaTh JiedeHue. llanmmeHTr, KOTOphle 3aMeTHIIH
y ce0st I3MEHEHHEe CUMIITOMOB, KOTOPOE MOXET CBHUJIE-
TenbCcTBOBATH O JIO, TOKHBI HEMEUIEHHO 00paTUTHCS B
CHeTMaTN3NPOBaHHBIN eHTp. KoMruieke auarnocrude-
CKHX CpPEACTB, HEOOXOMUMBIX sl oreHkn JIO, BKITIO9a-
eT m3MepeHne (HYHKIHU JIETKUX, MUKPOOHOIOTHYECKIE
HCCIIeIOBaHUs U pajirosiornyeckue tectsl. Jleuenue JIO
00BIYHO TpeOyeT MPUMEHEHNsT aHTHOMOTHKOB, KOTOPHIE
BBOJATCS TEPOPaIbHO, B BUJE WHTAISAIUN W/WIH BHY-
TpUBEHHO. ECiTi MaruenT Hy X 1aeTcsl B TOCTIATAIH3AIHH
JUTST BHYTPUBEHHO!N aHTHOAKTEpHaIbHOW Teparnu, Baxk-
HO CJIeJIaTh 3TO Oe30TIIaraTebHo.

5.6.2. Mnozonpoghunvroe neuenue

Jleuenne O6OCTp€HI/If/’I MYKOBHUCIIUI03a 3aBUCUT HC
TOJIBKO OT aHTI/I6I/IOTI/IKOT€paHI/II/I nu Tp€6y€T MHOroguc-
OUIUIMHApHOI'0 moAaxoaa. HaLII/IeHTOB JAOJIZKCH perysp-
HO OCMAaTpuBaTb CHCI_II/IaJ'II/ICT—(bI/BI/IOTepaHeBT, KOTOpBIﬁ
apu HCO6XO,I[I/IMOCTI/I 6y,Z[CT KOPPCKTUPOBATH OYUILICHUC
JAbIXaTCJIbHbIX nyTeﬁ " ONITUMHU3UPOBATH CXCMbI UHTAJISA-
LIHOHHOI71 TCparuu.

VY nauuenToB Bo Bpems JIO 3ayacTyro CHMKEH all-
METUT U UM HE0oOXOIMMO Ooiee KaJOpHitHOE MHUTaHWE
13-32 TIOBBIIMIEHHBIX META0OIUYECKUX TOTPEOHOCTEMH.
Upes3BbI4aifHO Ba)KHO, YTOOBI OHU WMEIH JOCTYI K

CIEIUATUCTY-AUETOJIOTY. BHYTpUBEHHBIC aHTUOMO-
TUKH CJIelyeT BBIOMpaTh ¢ MOMOUIbIO (apMaleBTa H
CrieruaInucTa 1mo UHQGEKIMOHHBIM 3a00JIeBaHUSIM/MHU-
KpoOuoJrora.

5.6.3. Anmubaxmepuanvhole pescumol

dapMakOKMHETHKA aHTUOMOTHUKOB Pa3IMyacTcs y ma-
IIUEHTOB C MYKOBHCLMJI030M M 0€3 HEro, M J03bl aHTH-
OMOTHKOB HEOOXOANMO KOPPEKTHPOBATh B COOTBETCTBHUU
C PYKOBOJICTBaMH TI0 KOHKPETHBIM 3a00JI€BaHHSAM (BKITIO-
Yasi TIOBBIIIIEHHBIE JI03bI B HEKOTOPBIX cirydasix) [42]. Jlns
P aeruginosa pexomeHayercss KOMOWHAIMSA JIBYX MU
Oonee aHTHOMOTUKOB U, XOTS CBEJICHUI O BHIOOpE aHTH-
OMOTHKOB M ONTUMAJILHON MPOAOIIKUTEIIEHOCTH JICUEHUS
HEJIOCTAaTOYHO, 14 1nHel BHYTPHUBEHHOTO BBEICHUS SB-
JISTIOTCST OOBIYHBIM KypcoM [43]. HexoTophle MammeHThI
HYXXJIAI0TCS B O0Jiee JUITMTEILHON Teparuy, ¥ pelieHne o
€€ MPONOJKUTEIBHOCTU JOKHO IPUHUMATHCS ¢ YUETOM
MEIUIMHCKIX TIOKa3aHWi, a He pecypcoB M pacxonoB. B
OTAEBHBIX CIIydasX MPUMEHSETCS BHYTPUBEHHAs aHTH-
OaxrepranbHas Tepanus Ha JOMY, HO TIporpaMmma yxojaa
Ha JIOMY JIOJDKHA TapaHTHUPOBATh, UTO TIUIAH JICYEHHS Oy-
JIET BKJIFOYATh BCE acCIIEKTHI, OMUCAaHHBIC BhIe. [loaTo-
My CTaHIApPTOM JjIsl OOJIBIIIMHCTBA TTAIIMEHTOB, KOTOPHIM
TpeOyeTcsi BHYyTPUBCHHASI aHTHOAKTepHAaIbHAs TEpaItus,
OCTaeTCsl CTallMOHAPHOE JICUCHHE.

5.6.4. Oyenxa omeema na mepanuio

BaxxHo KOHTpONMpoBaTh (QYHKLHIO JIETKUX B Hadaie
u B KoHne jeudenus JIO, 4ToObl MpUHUMATE PEIICHHS O
JICYCHUH U €ro NpOoJoIDKUTENbHOCTH. HecmoTps Ha WH-
TEHCUBHOE JieueHue, y 25% mnanuentos ¢ JIO, koTopeiM
HeoOXo/MMa BHYTPWBEHHas aHTHOaKTepuanbHas Tepa-
MU, COXPAHSETCS CHWKEeHHas (yHKOWs JIerkux [27],
YTO TOBOPUT O HEOOXOAMMOCTH MOAJCPKUBAIOIICH Te-
panuu Ui IpeAOTBpaIeHusT 000CTPEHUH.

5.7. Kakue 6uovl OnumenvHol mepanuu
DPEKOMEHOVIOMCSL 01 HOOOEPHCAHUS 300P0BbS
nezkux?

Bcectoponnuii 0030p 3TOi TeMBbI BEIXOIUT 33 PAMKH
HACTOSIIEr0 JOKYMEHTA U IOCTYTIEH B IPyroM MecTe [32,
44]. OuuleHne ApIXaTeNbHbIX Ty TeH, PU3nYecKas akTHB-
HOCTB 1 TTOJIIEP’KUBAIOIIEE TUTAHUE SBISIOTCS BAYKHBIMU
KOMITIOHEHTaMH TIOJJICP>KaHUsl 3I0POBbs JIETKUX; 37ECh
K€ peub UAET TOJIBKO O MEIUKaMEHTO3HOH TeparuH.

5.7.1. Myxonumuku

EnvHCTBEHHBIM CPEICTBOM, YMEHBIIAIONMM KOJIMYe-
CTBO CJIM3H, KOTOPOE JI0KA3asio CBOIO A(P(PEKTUBHOCTD MpH
MYKOBHUCITHJIO3€, SIBJISICTCS JIopHa3a anbda. Mccnenopanus
MOKA3aJTH YIy4IlleHue (PYHKIUK JISTKUX M CHIKCHUE YKC-
na JIO y manmeHnToB HE3aBUCHMO OT TSDKECTH 3a00JICBaHUS
[45]. HenaBHue pe3ynbrarhl aHaam3a OONbIION Oa3bl JlaH-
HBIX CBUJICTENTLCTBYIOT O TOM, UTO JIOPHA3a anb(a 3aMeLs-
eT cHKeHne QyHKIuH Jerkux [46]. OToT 3¢hdexT ncuesaer
NP MPEKPANICHAH JICUCHUS, TIO3TOMY MOJICPKUBAIOIIIAS
Teparus TOMKHA ObITh JUTUTENbHOM. J[pyrue MyKOIUTHKH,
Takue Kak N-aleTHILUCTEHH, He JOKa3alu CBOIO d(dek-
TUBHOCTb y MAIIMCHTOB C MyKOBHUCITUI030M [47].

5.7.2. I'uopamayuonuas mepanus

I[LIX&TGJ'IBHBIG IMyTH IpHU MYKOBUCIHHI03€ 00€e3B0-
JKUBAKOTCA, W YBCIIMUCHHUC KOJHUYCCTBA XUIAKOCTU Ha
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[MOBEPXHOCTU JIBIXaTEIbHBIX IyTCH MOXET OCYIIECT-
BIIATHECA C MMOMOIIBKO OCMOTHUYCCKHUX ar€HTOB, KOTOPBIC
Ha3bIBAIOTCS rujpararopaMu. MexaHusMm JeicTBUS OT-
JTUYaeTCs OT MEXaHU3Ma JIOpHa3kl anb(da, u 00a moaxoaa
SIBIISTIOTCSL  B3aMMOJIOTIONHAIOIIUMHE. | UTIepTOHNYECKHA
COJICBOW PAacTBOpP U MaHHUTOJ JOCTYIHBI B BUJIC WHTa-
JSIMOHHBIX npenaparoB B EBpore. ['uneproHndeckuii
coneBoit pactBop (7%) cumwxkaer yactoty JIO u He3Ha-
YUTENBHO yaydmiaeT (yHKIHMIO JETKUX, 4TO IOJATBEp-
JKAeTCsl TaHHBIMU CHCTeMaTrhdeckoro ob3zopa [48]. Tu-
MEePTOHUYECKUI COJIEBOM PAcTBOP B HACTOSAIIEE BpeMsi
WCTIONB3yeTCs. MHOTHUMH IAllMEHTaMH C YMEPEHHBIM H
TSOKEIIBIM TIOPAKEHUEM JIETKUX W OJ00pEH pa3iIuvHbI-
MU pykoBojicTBamMu [32]. MaHHHTON ObUT MpE/ICTABICH
COBCEM HEJIaBHO, OH YIydIllaeT (yHKIHIO JIETKux [49,
50]. Ilpemapar AOCTYIIEH B CYXOM ITOPOIITKOOOpa3HOM
BHJIE, YTO COKpamiaeT Bpems Teparmuu. Oba mpemnapara
JIEHCTBYIOT B Ka4e€CTBE pa3fApakuTesIei u TpeOyIOT Ipe/-
BapUTEILHOTO MTPUMEHEHUSI OpOHXOAMIATATOPA U TIPE/I-
BapUTEIBHOTO TECTUPOBAHUS MIEPEHOCUMOCTH.

5.7.3. Aumubuomuxomepanus

Wudexnun apIxaTeNbHBIX ITyTed TpU MYKOBHC-
IU03€ TOAPA3ACIAIOTC Ha paHHHE, PEeUUANBHPYIO-
e ¥ XpPOHWYECKHe. JTa cXemMa NpPUMEHHMa Kak K
P aeruginosa (cMm. myskt 5.1), Tak u K Apyrum Oakre-
pusim. JlokasaHo, 4TO eciy 3paAuKanys HE yBEHYaIach
ycriexom, U uHpeknus P. aeruginosa nepexomuT B Xpo-
HUYECKY0 (opmy, 3peKTHBHA MHraSIIIMOHHAST aHTH-
OMOTHKOTEpanus, KOTOpas CHUKAET YHUCIIO JIETOYHBIX
o0oCTpeHu, yaydinaeT (QyHKIUI JISTKUX U CMSIr4aer
pecrniupatopHble CUMOTOMBI [31] U mosTOMYy sBISETCS
yacThio cTanaaptoB jedenus [30, 32]. MnaransmuonHsie
AHTUOMOTHKHA HA3HAYAIOTCS B PEXUME JOJITOCPOTHOMN
MOJACP KUBAIOIIEH Tepanuy OAHUM IpEenapaToM JrOo
HECKOJIbKMMH YepeNyIOIUMHUC] aHTHOnoTukamu. Ye-
penoBaHue Pa3IUYHBIX aHTHOMOTHUKOB HCIIONB3YyEeTCS U
y TeX MaIeHTOB, COCTOSHNE KOTOPBIX YXYAIIAETCS MPH
JUTATETBHOM OTCYTCTBHM AaHTHOMOTHKOB, XOTS JaHHBIE
00 3 PEeKTUBHOCTHU ATOTO MMOJX0/1a OrpaHudeHsbl. [Ipen-
MYIIIECTBA JIEYEHUS TIEPEBEIINBAIOT PUCKH, CBSI3aHHBIE C
pa3BUTHEM MPOTHBOMUKPOOHON PE3NCTEHTHOCTH, KOTO-
past 3a4acTyI0 TPEoJ0JIeBaeTCAd BBHICOKUMHU KOHIIEHTpa-
LUSMH TOMMYECKUX aHTHOMOTHKOB.

5.7.4. Makponuowt

Maxponusl TOAXOAAT ISl TIAIIMEHTOB C MYKOBHC-
[M030M, BEPOSITHO, M3-32 OIHOBPEMEHHOTO BO3[EH-
CTBUS Ha MH(EKINIO ¥ BOCTIalieHHe. XOTs OHU He OKa3bI-
BAIOT OJHOBPEMEHHOI'O BO3JCHCTBUS Ha P aeruginosa,
€CTh JJAHHBIE O TOM, YTO OHHU BO3JIEHCTBYIOT HA MHUKPO-
OpraHm3Mbl B OHWOITIEHKE, KOoTOopas (opMmupyercs mpu
XpoHnueckoir nHbeknuu P. aeruginosa. JlokazaHo, 4to
MTOJIICPIKUBAIOIIAS TePAIUS a3UTPOMHUIIMHOM YITydIIaeT
(hyHKIHIO JeTKUX U yMeHbImaeT uncio JIO y xpoHude-
CKY HH(DUIIMPOBAHHBIX AIIMEHTOB [51] 1 MoATOMY SIBIIS-
€TCs 4acThI0 peKoMeHyemMoro siedeHus [32]. CHuxeHnne
JIO Taxxe HaOMIOAANOCH Y MAMEHTOB MIIA/IIIETO BO3-
pacra, He WHQHUIHUPOBAHHBIX P aeruginosa [52]. Ilpu
9TOM OCTaIOTCSl OTKPBITBIMH BOIIPOCHI 00 MPOIOIIKH-
TEITHLHOCTH 3TOTO 3(PdekTa W BO3ZMOKHOM BIMSHHH HA
WHAYIUPOBAaHUE PE3UCTEHTHOCTH JIPYTUX OaKTEpUH.

5.8. HAsnsemces au 6ocnanumensHulii npoyecc 6
ObIXAMENbHBIX NYMAX MULUEHBIO OIUMETbHOU
nooodepoicusaioujell mepanuu, U KaxK e2o ciedyem
aequmsy?

Bocmnanenue sBinsieTcss 3HAYNMBIM KOMITOHEHTOM 3a-
OoneBaHMs JIETKMX HPH MYKOBHCIHI03e. Bocnanenue
JIBIXaTeNBHBIX ITyTeH MPU MYKOBHCIHI03€ IPOTEKAET C
npeoOramanieM HeUTPO(UIIOB, U TaKHe IPOTHBOBOCTIA-
JUTETbHBIE MPenapaTsl 00Mero AeHCTBUS KaK KOPTHKO-
CTEpUOABl, KaK CHCTEMHbIE, TaK M WHTAJSIMOHHBIE, HE
nmokazany 3(P(EeKTHBHOCTh y TAIIMEHTOB C MYKOBHCITH-
JI030M 3a paMKaMH JIEYEHHs COITyTCTBYIOLIEH acCTMBI.
Bricokune mo3er nbynpodeHa yMEHBIIAIOT CHIDKEHHE
(GYHKINH JIETKHX Yy MEeIUaTpPUUeCKUX MalUeHTOB C CO-
xpaneHHou (ynkmwmen nerkux [53]. Jleduenne TpeOyer
KOHTPOJIUPOBATh YPOBEHb HPEIapaToB, M, HECMOTPs Ha
MHOTOOOEMIAIOIINE JTaHHBIE, HE TOJyYHJIO IIHPOKOTO
npuMeHeHus. JIpyrue BUABI TPOTHBOBOCHIAIUTEIBHOTO
JIeYeHHs] HaXOJATCS B CTAJWU M3y4YCHUs, MOKA HE MOJ-
KPEIUICHbI JOCTATOYHBIMH JI0Ka3aTeIbCTBAMU U HE MO-
TYT IPUMEHSTHCS [UIS KITMHNYECKOH MOMOIIIH.

5.9. Tepanus CFTR-moo0yismopamu — xakue 8uobl
JIeYeHUsl HANPasiensl Ha OCHOBHYIO AHOMATUIO
npu Mykogucyuooze?

CoBpeMeHHBIE METObl JIEYEHHS B 3HAYMTEIbHOU
CTEIICHH yCTPAHSAIOT CHMIITOMBI, BBI3BaHHBIE e (YEKTHBIM
reHoM, B To BpeMms kak CFTR-¢dapmakorepanust Hanpas-
JIeHa Ha YBEJIMYCHHUE KCIIPECCUH OeJIKa Ha IOBEPXHOCTH
KJIETKH WX YJTy4lLIeHHe ero (PYHKLUH C TIOMOILBIO MeJTU-
kaMeHTOB [32]. [loTeHanbHO 3Ta CTpaTerus JIEUEHUs
MOXET M3MEHHTh MM AaKE OCTAHOBUTH MaTOJIOTHYe-
cKkuil mpouecc. B HacTodiee BpeMst U3y4aeTcss HECKOJIb-
KO MpenapaToB, MpeJHa3HAYEHHBIX JJIsl ONPENEIEHHBIX
kinaccoB CTFR-napymienuii; Ha CeroaHsIHuN 1eHb 1Ba
U3 HUX OPOJEMOHCTPUPOBAIN KIMHUYECKYIO 3(hheKTHB-
HocTh. MBakadrop, CFTR-moreHnmartop, M3HaYaIbHO
W3yUYEHHBIN Y MallMEeHTOB ¢ redTuHr-myranued G551D,
MIPOIEMOHCTPUPOBANl YCUIIEHHE HOHHOIO TPAHCIOPTA,
MIPOSIBUBIIEECS] B YMEHBIIEHUN KOHLEHTPALMK XJIOPH-
JIOB TI0Ta, a TAK)Ke YIy4IIWI TaKhe KIMHUYECKHE MOKa-
3arenu Kak (QyHkuus jgerkux u gacrora JIO [54]. bonee
MO3/IHEE HCCIIEI0OBAHNE, BKIIIOUaBIIIEE TAIMEHTOB C APY-
TUMH T€UTHHT-MYTalUsIMH, TOATBEPINIO 3TH MOJIOKH-
TeJIbHBIE pe3yabrarbl [55]. Macmrad s¢dextuBHOCTH
M3MEeHEHUs (PyHKUMU JIETKUX MPEBBICHI HAOII0gaeMbli
3¢ dexT OT Bcel ocTanbHONW MEANKAMEHTO3HOM Teparum,
JIOCTYIHOM Ul MAllMEHTOB C MYKOBHCIIMIO30M Ha Ce-
TOAHALIHUM J€Hb. XOTs FeUTUHI-MyTallul BCTPEYAIOTCA
TOJBKO Y <5% MaIMEHTOB 110 BCEMY MHUPY, KINHUYECKHE
uccieoBaHus MBakaTOpa JAEMOHCTPUPYIOT HMOTCHLU-
anbHoe BiausiHue CFTR-dapmakorepanuu. /s naunes-
TOB C TEUTHHI-MYTalUsIMUA O100OPEHHBIN PETyINPYIOIIH-
MH OpraHaMH HBaka(Top cieayeT paccMaTpuBaTh Kak
yacTh cTaHjpapra tepanuu. VBakadTop Tarke mpone-
MOHCTPHUPOBaJ 3PPEKTUBHOCTD NP HATMYUHN MYTalUH
¢ ocrarounoi ¢ynkuueit CFTR [56]. beuto noxasano,
YTO JiyMaka(Top, KOPPEKTOP BHYTPHUKIETOUYHOTO Tpad-
¢uka CFTR, B coueTaHuu ¢ MOTEHLUUATOPOM HBaKad-
TOPOM, yaydmaeT (PyHKUHUIO JIerKuX W yMmeHsbmaer JIO
y TaLUMEeHTOB, 'OMO3UIOTHBIX Ul HauOojee pacipo-
crpanenHor mytaruu (508del) [57]. IlepBonauanbHbIe
UCCIIEZIOBAHUS BKIJIIOYAJIM MALlMEHTOB 12 JIeT u crapiie,
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HO TIOJIOKUTEJIBHBIA d(P(EKT JIeYeHHsT OTMEYAJICs TaK-
ke y aereit 6-11 net [58]. Xors Habmonaembiii addexr
JedeHHs: ObLJI MEHee BBIPAKCH, YeM y MBakadTopa npu
TeUTHHI-MyTalMsAX, 3Ta Tepanus JODKHA OBITh J0-
CTyIlHA B Ka4€CTBE BapUaHTa JICYCHUs [UISl NALUCHTOB C
508del/508del reneTnyeckuM BapuaHTOM.

5.10. Kax cnedyem neuums epubkogvle ungexyuu
u msidicenvle/peyuousupyiowue ailepeudecKue
bponxonezounvle acnepeuniesvl (ABPA)?

ABPA sBisieTcs XOpoI10 u3yueHHBIM OCIIOKHEHHEM
y MAIMEHTOB C MYKOBHUCIHJIO30M U JIOJDKEH MPHHUMATh-
Csl BO BHUMaHUE JUIs JTI000r0 MaueHTa ¢ KITMHUYeCKUM
YXy[IIEHHEM, HE OTBEYAIOUIMM Ha aHTHUOHOTHKOTEpa-
nuto [30]. [lnarHocTuyecKre TeCThl BKIIFOYAOT KOJKHBIC
aisepromnpoOsl, uaMepenue ceiBoporounoro IgE u IgE,
cneunuuHbIX ISt Aspergillus, n CHIBOPOTOYHBIX TIpe-
IUIUTAHOB ISt Aspergillus. DTy TeCcThl JOIKHBI IPOBO-
JUTHCSL BO BCEX YUPEKICHHSX, CICHUATUZUPYIOIIIXCS
Ha JICYCHUH MYKOBHCIH03a. JleueHne mpoBoauTCs C
MOMOUIBIO TIEPOPAILHOTO TMPEIHU30JI0HA TUTIOC/MHHYC
npotuBorpruokoBas Tepanus [30].

Aspergillus fumigatus v npyrue TpudbI 4acTo BCTpPe-
YalOTCS B MOKPOTE MALMCHTOB C MYKOBHCIHIO30M. Y
OonbIIMHCTBA 3THX NManueHToB ABPA He pasBuBaercs, a
3Ha4YeHue rpuboB B orcyTcTBre APBA npu MmykoBucIu-
JI03¢ HEe COBCEM SICHO. boree cBekue TaHHbIE MTOKa3bIBa-
0T, 4TO A. fumigatus MOXeT JIefiCTBOBaTh KaK MaTOreH,
M0 KpaifHeil Mepe Yy HEKOTOPhIX MAIlMEHTOB C MYKOBHC-
uuao3oM [59]. Takum oOpa3oM, aHAIU3 KyJAbTYp Ha Ha-
Jau4re rpruOOB TOIDKEH OBITh JOCTYIICH JUIS MAI[MEHTOB C
MYKOBHUCLUIO30M.

5.11. Kax cnedyem konmponuposams 3abonesanue
necKkux?

a. Jlmsa omeHKkr U 0OCY)KIIEHHS BCEX ACIMEKTOB Jiede-
HUSl MYKOBHCIIHI03a TPeOyeTCsi MHOTOIIPO(GUIbHAS
rpynma.

b. PerynsipHpiii MOHUTOPUHT BKIIIOUAET B ce0s aHAIN3
METO/I0B OYMILEHUS JbIXaTelbHbIX MyTeH (KHMHE3H-
Tepanun) U UHTAIALHOHHON TEXHUKH, U KOHTPOJIb
MIPUBEPKEHHOCTH K TE€paInu (CM. MyHKT 9.4).

c. Knmuanveckoe obcienoBanue ciemyeT MPOBOAMTH
HE pee OJHOrOo pa3a B 3 Mecslla, a TaKkKe IPHU CHUM-
NITOMaTHYECKOM yXyameHuu [60].

d. ITockombKy MH(EKITHNS ABIXaTEIbHBIX ITyTeH SBIISCT-
Csl OCHOBHBIM (DaKTOPOM 3a00JIeBaHHS JIETKUX TPU
MYKOBHUCITH/I03€, TIOCEB KYJIBTYP IbIXaTeIbHBIX ITy-
TeH cIliemyeT TMPOBOIUTH MPH Ka)KIOM IMOCEIIEHUN
ximHuKH [30].

e. MukpoOnoIornieckoe uccieaoBanne TpedyeT uc-
MOJIh30BaTh COOTBETCTBYIOIIUE TUTATEIBHBIC CPEIIBI
JUISL BBIJICJICHHSI OCHOBHBIX ATHOJOTHYECKH 3HAYH-
MBIX TIATOTEHOB TPH MYKOBHUCIIHI03€, YTOOBI HJICH-
TUGUIMPOBATH BCE 3HAUUMBIC MUKPOOPTaHH3MBI.

f. Jleuenne CFTR-momynsiTopamu TpeOyeT KOHTPOIS
0e301acHOCTH, KOTOPBIN BKITIOYAET MPOBEPKHU (PYHK-
UM TICYCHU KaK HanOoJiee 4acTo BCTPEUYAIOMIETOCS
J1a00paTOPHOTO OTKIIOHEHHUS, O0CIETOBAHUS TI0 TI0-
BOJIY KaTapakThl Y JIeTeH, U OTCICKUBAHNE BO3MOXK-
HOTO B3aMMOJICHCTBUS MPENapaToB.

g. TectupoBanue (PyHKIUM JIETKUX TPOBOAMTCS IS
KOPPEKIMH Teparvyi U OCYHICCTBISETCS MPH Kax-
JIOM TIOCCUICHUM KJIMHHKH HauyuHas C BO3pacTa, B
KOTOPOM TTaIIUEHTHI CIIOCOOHBI COTPYAHHYATH C Bpa-
yoM (00bryHO crapiie 5 net) [60]. B HacTosiee Bpe-
Msl pa3pabaThIBarOTCS TECTHI JJIs JETeH MIIaJAIIero
Bo3pacra. PerymnspHoe TectupoBanue (QyHKIIHH JIeT-
KHX JIOJDKHO BKJIFOUATh CIIMPOMETPHIO, BBIMOJHSIC-
Myt0 B coorBeTcTBUM ¢ Kputepusimu ATS/ERS [61],
KpOME TOT0 TECTUPOBAHUE JOHKHO MPOBOIUTHCS 10
Y TI0CJIE IPUMEHEHUST OPOHXOIMUIIATaTOPA.

h. PerTreHorpaMmbl TPYIHOH KIETKH JENAlOTCS B
OOJNIBITMHCTBE IIEHTPOB MYKOBHCIIHI03a €XKETOI-
HO, a TaK)Ke B MEPHUOJIBI KIIMHUYECKOTO YXYIIICHUS.
Taxke MOMKHBI OBITH TOCTYIHBI IPYTHE METOIBI
BH3yann3anuu, B ToM uncie KT Beicokoro pasperie-
HUS1, KOTOPbIE B HEKOTOPBIX IIEHTPaX MYKOBHUCITHIO-
3a UCTIOJIB3YIOTCS B TUTAHOBOM TIOPSIIKE.

6. ITutanue 1 MeTa00IHYECKHE OCTOKHEHUSA

Anne Mrionk (@panuus), Capa JDxeiin llIBapuen-
oepr (CILA), Crio Bynde (BenuxoOpuranus).

HyTpuTuBHBI CTaTyc Npu MYKOBHUCUUIO3€ HMEET
HETIOCPEACTBCHHYIO CBS3b C (DyHKUMEH JIETKUX W BbI-
JKuBaeMocCThi0 [62]. ObGecrneueHne HOPMaIbLHOTO PO-
CTa y JeTed M aJleKBaTHOTO HYTPUTHUBHOIO CTaTyca BO
B3POCJION KM3HU — 3TO OCHOBHBIC L€ KOMaHIbI IO
MYKOBHCLIIO3Y.

6.1. Kaxoewi yeiueesvle nokasameiu HympumueHoco
cmamyca nayueHmoes ¢ MyKO@uCI/[I/l003OM?

MoazieHIIpl B IeTH TOJDKHBI PAaCTH HOPMaJbHO, MPH
9TOM MUIIJICHIIBI JOCTUTAIOT HOPMAJIBHBIX MOKa3aresei
MIPOIIEHTHJICH Beca M POCTa, CXOXKHX C MOMYJIsIued 0e3
JMarHo3a MYKOBHUCITHI03, K JIByM rofam. Jletu crapime-
T'O BO3pacTa U MOJAPOCTKHU JAOJDKHBI PACTH KaK 3710pPOBbIC
CBEPCTHUKH, YTOOBI TOCTUYb 50-T0 POICHTUIIS NH]IEK-
ca maccsl Tena (MMT). V B3pocnbix abcomotbiii UMT
JIOJDKSH TOAIepKUBaThes Boie 20 kr/m?, B uacane 22
Kr/M? (KeHIUHBI) U 23 Kr/M? (My)4uHbl). Bee nanueH-
THI JIOJUKHBI UMETh HOPMAJIbHBIN YPOBEHb COJCPKAHUS
JKUPOPACTBOPUMBIX BUTAMHUHOB W MHKPOIJIEMEHTOB.
Heo0OxoquMo KOHTPOIHMPOBAaTH YPOBEHBb COICPKAHHS
HE3aMEHUMBIX YKUPHBIX KUCIIOT, €CJIM TaKOW aHaJU3 J10-
CTyreH. PyKoBOZsIIIIME MPUHIUIIBI OLEHKA U KOHTPOIIS
HYTPUTHBHOTO CTaTyca ObUIM OMYOJIUKOBaHBI paHee [,
13, 63-71].

6.2. Kax konmponuposams HympumueHsliil Cmamyc
npu 00blYHOM JleyeHuu?

Jlo Tex mop moka pocT He OCTAHOBUTCSI, P KKIOM
MOCEUICHUH OOJILHUIIBI CIIEAYET H3MEPATH Bec (KT), pOCT
(M) ¥ OKpYKHOCTB TOJIOBBI (cM) (110 2 J71eT). Y B3pOCIbIX
POCT clleyeT U3MepsTh eKEroAHo. M3MepeHust HeoOxo-
Mo nipeoopasoBsiBaTh B UMT (craprie 2 siet) u cpas-
HUBaTh C HAlMOHAJbHBIMH HOopMaMH. Ocoloe BHHMa-
HUE HYXHO yAeNATh AeTAM 1-3 JIeT U MoaApOoCTKaM M3-3a
YCKOPEHHOTO POCTa. YPOBEHB KUPOPACTBOPUMBIX BUTA-
MHUHOB CIIelyeT MPOBEPSATh HE PeXke paza B TOM, YTOOBI
BBISIBUTH JIEUIUT MM W30BITOK Ha paHHeM dtarme [13,

60, 63-70, 71-73].
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6.3. Kak onpedensmo 3K30KPUHHYIO
HEOOCMamo4HOCHb NOOICENYOOUHOU JiCene3bl
(OHIDK) u adexeammuyro 3amecmumenbHyo
mepanuio npenapamamii hepmenmog
n00JHCETYOOUHOU dicene3bl?

OK30KpUHHAsi HENOCTATOYHOCTh IOIXKEITYI0OUYHOMN
Kenes3pl TpeOyeT moarBepkaeHus. Koaddumment abd-
cop6ruun xupoB (KAX) ocraercs «3070TBIM CTaHIAp-
TOM», HO SIBIISIETCS CITUIIIKOM TPYIOEMKHM.

Ananm3 (exampHOW TMaHKpeaTHYeCKOW 3JacTasbl-1
(FE1) mpencraBiseT coboif pOCTON M HAICKHBIA Map-
Kep HayMHas C ABYXHEIEIHHOTO BO3pacTa MpH OTCYT-
CTBUH JKUAKOTO CTYyIa.

[MareHTsI ¢ COXpaHHON (QyHKIMEH MOIKETYT0UHON
JKEJe3bl JOJDKHBI MPOXOIUTH €KErOHOE KOHTPOJIBHOE
oocnenosanne FE1 B MitajieHuecTBE 1 IETCTBE, a TAKKE
B TIEPHUOIBI 3aICPKKH B Pa3BUTHU, TIPH MTOTEPE Beca WU
Jiiapee.

AJICKBaTHOCTh 3aMECTHTEIBHON (PEPMEHTHOH Tepa-
1Y MIpenaparaMu nojpkenynouHoi sxenessl (3O TIITDK)
OmpeeNsieTcs] KIUHUYECKU, C MOMOIIBI0 KOHTPOJIS HY-
TPUTHBHOTO CTaTyca, IPU3HAKOB U CUMIITOMOB Mallba0-
copOImu, a TakXke NpU IUI0OXOM Habope Beca Ha (oHE
Ype3MEepHOro ammeTuTa. V30bITouHbIe 03Bl MaHKpea-
TUYECKUX (DEPMEHTOB MOTYT BBI3BIBATH OOJIM B KUBOTE
u 3anopsl. PexoMmengaruu no tectupoBanuio DHIDK u
JIO3UPOBAHHIO PEPMEHTOB JOoCTymHEI |13, 63-65, 67-70,
74].

6.4. Kakoswi 0cHOGHblEe cmpamezu NPODUIAKMUKY
HapyuileHull Hympumueno2o cmamyca?

LleHTpbl MYKOBHUCIIH/I03a JTOJIKHBI OBITh O3HAKOMJIC-
HBI C peKOMeH):[aHI/ISIMI/I 110 BO3paCTHLIM JueraM, KOTO-
PbI€ KOPPEKTUPYIOTCS IUETOIIOTAMHU CO CIICIHAIn3aIuei
B obOnacTu MmykoBucIao3a [5, 13, 60, 63-68, 70, 74-77].
B ux uncio Bxogdr:
a. O6caenosanue DHITK n naznauenune 3OTOITK.

b. Beibop moaxoasiieil 1ueThl, KOTOpas TOKHA CO-
JIEPKaTh 3HAYUTEIBHOE KOJTUUYECTBO KUPOB.

C. KOppCKI_[I/IH INOBECACHUA — YTOOBI TOMOYb MNanueHTy
HCIIBITBIBATH YAOBOJILCTBUEC OT IIpHUEMA ITHIIIH.

d. ITpr HEOOXOTUMOCTH — TIOTYICHHUE AOTTOTHUTEITh-
HOTO HaTpHs, PU 3TOM 0COO0TO BHUMAHUS TPeOy-
IOT MJIAJICHIIBI, BBISIBIICHHBIC MIPH CKPUHUHTE HOBO-
POXJICHHBIX.

e. JIonoJHUTENbHOE Ha3HAUYEHHUE >KUPOPACTBOPUMBIX
BUTaMHUHOB 110 pe3yJibTaraM J1abopaTOPHBIX HCCIIe-
JIOBaHMH.

f. JKeHIIMHBI ¢ MyKOBHCIIUI030M, KOTOPBIEC TUIAHHUPY-
0T 6epeMeHHOCTI), JOJIKHBI MMOJIYYUTH KOHCYJIbTa-
LU0 I10 YIYYIICHUIO HYTPUTUBHOIO CTaTyca Imepes
3auatueM [75].

6.5. Kakue ¢haxmopul cnedyem oyernusans y
NAyUeHmos ¢ 3aMe0leHHbIM POCHOM?

O6cnenoBanne JOKHO MPOBOAUTHECS B CIIydae IO-
TEpU MACChI, CHIDKCHUU MacChl Tella WIIM TPOLEHTUIIS
JUTHHBI/pocTa (Mitaame 2 JIeT), CHUKEHHUS TPOIEHTHIIA
HUMT cormacHo BO3pacTy | Moy (crapiie 2 JieT), IIo-
XOT0 JIMHEWHOTO pocTa (Myaame 18 jeT) niu CHIKEeHUS
UMT (crapue 18 net). PanHee BMemaTeabCTBO UMEET

BR)XHOE 3HAUCHUE JUIS MPEJOTBPAILCHUS 3HAYUTEIbHON
MOTEPH MAacChl Tena win pocra. [IpuuuHbl HapylIeHUs
MATAHUS BBISIBIISIOTCS C ITOMOIIBIO TINATEILHOIO 00-
CJIEJIOBaHUS U MYJIBTUAMCIUIUIMHAPHOTO TIoaxoaa. Bos-
MOYKHBIC TPUYUHBL: HEJIOCTATOYHOE MOTPEOICHUE MTUIIIH,
W30BITOYHBIE ITOTEPH MUTATEIBHBIX BEIIECTB CO CTYJIOM
(neanexBarHast 3OTIIIDK umu HecoOMrOMEHUE MTPABIIT
npuema ¢pepmenToB), unpexuus Giardia, nueanakus, ru-
nepkaradbomu3M u3-3a 3a00JIeBaHUs JICTKUX, PBOTA WU
ractTporapes, NIMKO3YpHsl U NICUXOJIOTHYECKHIE MOCIIEe-
cTBUA MyKoBHUCIUA03a [13, 63-65, 67-70, 74].

6.6. Kaxoeswl sapuanmsl 00NOIHUMENbHO20 1e4eOHO20
numanus?

BwMmemiarenscTBo ciieyer mpoOOBaTh MOATANHO B
TEUYEeHHE OrPaHMUYEHHOTO MEepPHOAa BPEMEHH WU JI0 TeX
TOp, TIOKA HE YIYUYIINTCA HyTPUTUBHBIN CTaTyC — C yde-
TOM CTEIEHH €ro HapyIlleHHs U Bo3pacTta manueHTa. He
TpaTbTe CJIUIIKOM MHOTO BPEMEHHU Ha OAHY CTPaTeruio,
€CJIM OHa HE IPUHOCHT PE3YJIbTaToB.

a. [IpenBapurensubie ykazanus. bornee ctporoe co-
ONIoIeHUE JTUEThl U PEKOMEHIANUN 0 HATPUIO U
(epMeHTaM, TIOBEJACHUYECKOE BMEIIATEIBCTBO ISt
KOPPEKIMH Mpo0IeM MPH KOPMIICHUH MIIAICHIICB
JeTell Miaamero Bospacta [78] WM MOTHBAIMOH-
HbIe Oecellbl ¢ TAIlMeHTaMU CTapIIero BO3pacTa.

b. YMepeHHOE CHIDKEHHWE HYTPUTHBHOTO CTaryca.
JI7is MOBBINIICHUST KAJIOPUHHOCTH B TEUECHHE OTpa-
HUYCHHOTO BPEMEHH CJICAYET HUCIOJIb30BaTh MUTA-
TENbHBIC MEPOpaNbHbIC TOOABKH, KOTOPBIE MOTYT
BPEMEHHO 3aMEHSAThL €1y JUIS MalueHToB. B aToM
cllydae MOTYT MPHUTOIUTHCS BPEMEHHBIC Ha30Ta-
crpanbnble (HI')/Hazokumeunsie (HK) 30ma61 mi1st
KOPMJICHHUS.

c. BolpaxkeHHOE CHM)KEHHE HYTPUTHUBHOIO CTaryca.
OHTepasnibHOEe nuTaHue uyepe3 HI' 3oHaBI wiM ra-
CTPOCTOMHYECKHE TPYyOKH OOBIYHO YAy4lIaeT u
MOAJICPKHUBAET COCTOSTHUE MALEHTa C MyKOBUCIIH-
JI030M.

d. llpyrple BUIbI JICYCHUA: OUIIPOTrCHITaIUH U TOPMOH
pocTa HC BXOAAT B CTAHAAPTHYIO CXEMY JICUCHUS.
HapeHTepanLHoe IMUTAaHUEC TMPUMEHACTCA, TOJIBKO
€CIIM DHTEPAIbHOE THMTAaHHE HEBO3MOXKHO WM HE
JIaeT Pe3ysIbTaToB.

¢. PeabumuTaryst ¢ MOMOIIBIO HYTPUTHUBHOW TOJ-
JEPKKH MOXKET 3aHATh 3-6 MecsIeB, T0O3TOMY €CIIH
MAIUEeHTy TPEACTOUT omeparus (HarpuMep, TpaHc-
IUTaHTaIMs), ceyeT HayaTh BOCCTAHOBUTEJIBbHBIN
Kypc 3abimaroBpeMenHo [63-65, 69, 70, 76].

6.7. Koeoa u xax nposooumcs CKpUHUHE Ha CaxapHulil
ouabem?

Hauwras ¢ 10 et Bce marueHThl ¢ MyKOBUCITHI030M
0e3 yCTaHOBJIICHHOTO TUarfo3a auabder/ muadeT, CBs3aH-
HBIM ¢ MykoBHcHI030M (JICMB), BKITIO9ast TeX, y KOTO
MOYKET OBITh T€CTAIIMOHHBIN TUA0ET, JOIKHBI €KETOTHO
MIPOXOANTH CKPUHUHT B TIEPUOA KIMHHYECKOW CTaOMIIb-
HOCTH Ha 0a3e ctaHgapTHOTO IIpoTokoia BO3. OTkione-
HUS, BBIIBIICHHBIE B XOJI€ €AMHUYHOTO OPAITBLHOTO TITO-
KO30TOJIEPAHTHOTO TECTA, JOJDKHBI OBITH TIOATBEPKICHBI
MOBTOPHBIM TECTOM. HeKoTophle HEHTpHI B Ipolecce
JMUATHOCTHKHU WCTIOIB3YIOT HETPEPHIBHBIA MOHUTOPUHT
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ypoBHs Tit0K03kI [79, 80]. JlonoaHuTtenbHy0 nHpOpMa-
LU0 MOKHO HAaWTH B OITyOJMKOBAHHBIX PYKOBOJACTBAX.
Ony6nukoBaHHble pykoBoxacTBa [81-83] mpeamonara-
10T MpoBeseHne 0ojiee 4acToro CKpUHHUHIA C 3aMEPOM
YpOBHS TJIFOKO3bI Tociie npuema nunwm w/wiu OI'TT B
CIICAYIOIINX CIy4asx: 000CTPEHHUE JIETOUYHOro 3a00JieBa-
HUS, Ha4aJlo MpUEMa IIIOKOKOPTHKOUIOB, SHTEPAIBHOE
KOpPMJICHHE Yepe3 30H[, IUIaHUPOBaHUE OepeMEHHOCTH,
nepuoj 0epeMEeHHOCTH, TUIAHOBAasi TPAHCILIAHTALUS Op-
raHoB U HaJIMYME CUMIITOMOB Jja0eTa.

6.8. Kaxoso coepemennoe newenue ouabema,
ces3ann020 ¢ mykosucyuooszom ({CMB)?

Jleuenune marmentos ¢ JICMB 1015KHO COOTBETCTBO-
BarTh CTaHIapTaM MMOMOIIM BCEMH MAIlMCHTaM C auade-
TOM; 0COObIe TPeOOBaHHS K JICUCHHIO MAMEHTOB C MY-
KOBHUCITU030M IIpHUBENCHEI HIKe [81-83].

[Tauuentsr ¢ ICMB A0MmKHBI IEUUTHCS y CIieLAa-
JMCTOB MHOTOIPO(GHUILHON KOMaHJIbl, HIMEIOIIEH OIBIT
paboter ¢ ICMB, u nipu 3TOM noaepKUBaTh KOHTAKT
U KOHCYJIBTHPOBATHCS C KOMAHIOM 10 MYyKOBUCLIUIO03Y.
Pexomennayercs neunts JJCMB nncynunoM, a He nepo-
paIbHBIMH HAa0ETHYECKUMU MpenaparaMu. KoHTpoib
IJIFOKO3bI TPeOyeT JOMONHUTENbHBIX YCUIMHA BO BpeMs
000CTpEeHHUIl JIETOYHOro Ipolecca, KOoraa MPUXOJUTCS
yalie IpoBEPATh YPOBEHb Caxapa U MOBBILIATH 1036l UH-
cynuHa. PexomeHganuu mo NUTaHWIO MALUEHTOB C My-
KOBHMCIIMJI030M MPUMEHNMBI U K manueHtam ¢ JJCMB.
Wzmenenune notpebneHus KaaopHid, )KUPOB, OEIKOB HIIH
COJIM B pe3ylbTaTe TUarHOCTHKHM nuabeTa He AOIMycKa-
ercsa. Monutopunr ocinoxHenuit JICMB ananorunuen
MOHUTOPUHTY Ipyrux ¢opm auadera. Crnenyer BHUMA-
TEJIBHO CJIEIUTH 3 MALMEHTAMU ¢ MyKOBUCLIU030M IIPH
HapyleHnu TonepanTHocTH K miroko3e (HTI), ocoben-
HO KOT/1a OHHU OOJICIOT, MOCKOJILKY UM BPEMS OT BpeMeHH
MOXET TOTpeO0BaTHCSI MHCYAMHOBAs Tepanus [79].

6.9. HystcHO it npo8ooums CKpUHUHE NayueHmos
Ha 3ab0nesanue Kocmetl npu MyKOBUCYUOO3e,
u ecau oa, mo Kakum oopasom? Kaxue
Gaxmopol nomozarom npedynpeoums CHUNCEHUe
MUHEPATbHOU NIOMHOCHU KOCIMHOU MKAHU?

Huskass mMuHepasibHas IUIOTHOCTb KOCTHOM TKaHU
(MIIKT) sBnsieTcst pacrpOCTpaHEHHBIM OCIOXKHEHHEM
y TOJIPOCTKOB M B3POCIBIX MAIMEHTOB U MOXET BO3HH-
KaTh y JeTed Npu yXyALIEHUH KIMHUYECKOTO COCTOSf-
Hus. B ciydae camkenust MIIKT B Bo3pacte oT BocbMu
JI0 JIECATH JIET PEKOMEHAYETCs MPOBECHHE MJIaHOBOTO
CKPHHMHTA C HCIOJb30BAHUEM JBYXIHEPreTHYECKON
peHTreHoBcKoi abcopounomerpun (DXA), kak ykazaHo
B OITyOJTMKOBaHHBIX PYKOBOJCTBaX [84-86].

LeHTpBl TOKHBI OBITH OCBEJOMIICHBI, Kakue (ak-
TOpBI, crioco0cTBYtoT cHIKeHnto MITKT npu mykoBuc-
LU/103€, U KaKUM 00pa3oM MOKHO CHH3HTBH 3THU PUCKH.
OcHOBHBIMH (DaKTOpPaMH PHCKa SIBISIOTCS JICTOYHBIE WH-
(exyn, MI0Xoi pexkuM MUTAaHUS, HEAOCTATOK BECOBON
HAarpy3KH, 3aMeIJIEHHOE I0JI0BO€ CO3PEBAHUE, JICUCHHE
DITFOKOKOPTHKOMIAMHU, TUTIOTOHAM3M, a Takke AeuiuTt
BuTamuHa D, kanbiusa u BuTamMuHa K [84-86].

6.10. Kaxoeo cospemennoe neuenue CHUNCeHUS
MUHEPATLHOU NIOMHOCIU KOCIMHOU MKAHU?

Crenyer MHHHMHU3UPOBATH HW3BECTHBIC (AKTOPHI
pHUCKa U ONTHMHU3UPOBATH MOTpeOIeHNE KalbLUsl U BU-
tamMuHa D Juis ynmydineHus 310poBbsi kocTed. Bompoc
0 mpuMeHeHnu OuchocdoHaTOB pelacTcss B WHIUBU-
JIyaJbHOM TOPSAKE C YYETOM MUHEPAIbHOW MIIOTHOCTH
KOCTHOM TKaHH, MaJOTPaBMAaTHYHBIX IIEPEIOMOB B aHa-
MHE3€ U TPAaHCIUIAaHTAIlMOHHOTO cTaryca [84-86].

7. JleueHue 0CJI0KHEHUH

Iappu Xeitepman (Hunepmanaer), Bappu Ilnant
(Upnannus), JxuoBanau Tayuertn (Mtanus).

7.1. Jlecounwle ocnooicnenus:

YV nanueHToB ¢ MyKOBUCILIMI030M MOTYT pa3BUBAaThCS
Ppa3IM4HbIE OCJIOKHEHHUS, KOTOPbIE BCTPEUAOTCA MOBCE-
MECTHO, XOTs M HE O4€Hb 4yacTo. LleHTp MyKoBUCIIH103a
JIOJDKEH OBITh XOPOIIO TMOATOTOBICH K JICUCHUIO TaKUX
naiureHToB. Huke M3510&KEeHbl CTaHIAPThl IUArHOCTUKU
Y JIEYEHUs 3TUX OCIIOKHEHUM, U TIEPEUHCIIEHBI PECYPCHI
C JIOTIOJIHUTEJIbHBIMU PEKOMEHIalIUSIMU.

7.1.1. Kaxoe naunyuwiuti cnocob ieuenus
NHeBMOmMopaKca y nayueHmos ¢
MYKOBUCYUOO30M?

[THeBMOTOpaKC — 3TO OCIOKHEHHE, KOTOPOE HaIlle
BCTpeYaeTcs y TMAIMEHTOB C TsDKEITOW OOCTPYKTUBHOM
(hopmoii 3aboeBaHms ABIXaTeIBHBIX MyTel [87]. LleHTp
MYKOBHUCIIHI03a JIOJDKEH BCErAa TMOJ03peBaTh HaJH-
YHe 3TOTO OCJIOKHEHHUS y TAIMeHTOB C OCTPOH OO0IBIO
B TPYIHOW KJIETKE M OIBIIIKON M OBITh TOTOBBIM MOCTa-
BUTH JINArHO3 C TIOMOIIBIO PAHOIOTHIECKUX HCCIIEI0-
BaHWH (peHTreH rpyauoi kinetku, KT rpymHoit KieTkm).
OmyOIMKOBaHBI PYKOBOIICTBA TIO JICUeHHIO [88]; meHTp
JIOJDKEH OBITh TOTOB OKa3aTh 0a30BYIO MEIUITMHCKYIO
MOMOITE (TIEBpabHAS IpeHAKHAS TPyOKa, KyIHpOBa-
Hue 0onn). [l marmeHToB, KOTOPhIe HYKIAIOTCS B 00-
Jiee CIIOKHBIX TPOLEAypax (HampuMmep, BUIE0ACCHUCTH-
pOBaHHasl TOpakajJbHAs XHUPYPrusi), B LEHTPE IOIDKHA
CYIIIECTBOBATh COIIACOBAaHHAs MPOIIEypa HaIpaBICHUS
MAIIEHTOB B OT/EJICHHE TOpPaKaJbHOW XUPYpPTHH, TIe
TaK)K€ MOTYT TOTPEeOOBATHCS JOTIOITHUTEIHHBIE HOBBIE
crpareruu [89].

7.1.2. Kaxoe naunywwuii cnocob6 ieuenust
2eMONMU3UCA Y NAYUEHMO8 C MYKOBUCYUOO30M?

I'emonTu3uc — 3TO pacHpoOCTpaHEHHOE OCIIOXKHE-
HHE, UMEIOILEEe PA3HYI0 CTENEHb TAKECTU — OT CKY[-
HOTO 710 00muMpHOTO (oTmpenensiercs Kak >240 Mi/cyTku
wi >100 MII/CyTKH B TeueHHE HECKOIbKUX JHEH) [90].
OnyOIMKOBaHbI PYKOBOJISAIIME TPHHIIAIIBL JJedeHus [88].
LleHTp mOMKEH YETKO MPOMHCTPYKTHPOBATH MAlMEHTa
U €ro POACTBEHHUKOB, KOIZA 3BOHHUTbH, €CIH IPOUCXO-
IUT KPOBOXapKaHbe, U OJDKEH OBITh TOTOB OKa3aTb pe-
KOMEHIYEMYI0 MEIUIMHCKYI0 MoMoub. [Ipu cunbHOM
KPOBOTEUEHUH LIEHTP JOJDKEH MMETb JOCTYH K HHTEp-
BEHIIMOHHOW pajnoJoruu (Hampumep, >SMOoIM3auus
OpOHXMAJIBHOM apTepun) /UK TOPAKAIbHOW XHUPYPrUH.

7.1.3. Kaxos naunyuwiuii cnocob evenus
ObIXAMeNbHOU HeOOCMAMOYHOCIU Y NAYUEHIN 08
€ MyKo8uUCyuoo3om?

EctecTBennbIi MpouecC pasBUTUA 0OJIE3HH JIETKUX
IIpu MYKOBUCHHUA03€ — 3TO O6CprKLlI/II/I JABbIXAaTCJIbHBIX
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ImyTel Ha OoJiee MO3HeH CTa UK U B KOHEUHOM UTOTe —
JIbIXaTebHAs HEAOCTaTOYHOCTh. LIeHTp nomkeH ymerb
pacro3Harh HACTYIUICHUE 3TOW CTAJIMH U MPOBECTH 00CY-
JKCHHE BOIIPOCA O TPAHCIUIAHTAIIMU JIETKHX U O JIPYTUX
MIePeIOBBIX peKOMEeHIanusX (cM. paszaen 8). Ha mo3aaux
cTamusx 3a00JeBaHUS CIEAYyeT OLEHHUTh IMOTPEOHOCTh
MaIMeHTa B JOMOJIHUTEIBHOMN Ioja4ye Kuciopoaa (00b-
eM (opcrpoBaHHOTO BbIZIOXa 3a 1 cekyHny <40%) Kak B
COCTOSIHUHM TOKOSI, TaK M NIPU (PU3NYECKOi Harpyske [76].
BenTunsiipionHas nojiepkka (HarpuMep, HeMHBa3UBHAS
BEHTHJISIMS) JIOJDKHA OCYIIECTBISITHCS B COOTBETCTBHH
C TMOXKEJaHUSIMU TalMeHTa O CHWKEHUHU ONbImKH [60].
LeHTp M0OMKEH UMETh BOBMOXXHOCTD OLICHUTH CUMITTOMBI
Y HEOOXOIMMOCTh MPUMEHEHHS OITUATOB JJIsl OOJIeTueHHS
OJIBILIKY M 00JICH Ha MO3aHEH cTaauu oone3nn [91-93].

7.2. Ocnoosicuenust co cmopoubl neueHu u
1002CenyO0UHOU Jicene3bl

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

MHorue manueHTsl ¢ HeJOCTATOYHOCTHIO TTO/IKEITy-
mounoi skene3sl (HIDK) mpm MykoBHCImoze MMErOT
MPU3HAKU 3a00JICBaHWIA TICUEHW pa3HOW CTETeHH Ts-
JKECTH — OT JIETKOH (opmbl OmmrapHOro ¢hudposa 1o
LUppO3a B KOHEUHOH crtaauu. CBSI3aHHOE C MYKOBHC-
numo3oM 3aboneBanne meuenn (CFLD) mpencrariser
c00o0¥ OMTMapHBIN MUPPO3, KOTOPBI OOBIYHO MPOSIBIIS-
ercst B Bozpacte 10 20 JIeT ¥ MOXKET MPUBECTH K IOp-
TaJHHON THIEPTEH3UH W TTEYEHOYHON HEAO0CTATOYHOCTH
[94]. LeHTp OJDKEH KOHTPOIMPOBATHh BCEX MAIIMEHTOB
C TIOMOIIBI0 (PU3UKATHFHOTO OCMOTPA U TIEPUOANIECKOTO
aHaian3a (hepMEHTOB TTCUCHH.

Pexomenmanmu o wcmonp3oBanuio Y3 u mpume-
HEHUIO YPCOJE30KCUXOIEBON KUCIOTHI («YPCO»), a Tak-
K€ OCHOBAHHMSA JUIA OMOTICHUH TI€YCHH JOCTYIHBI B OITy-
ONMMKOBAaHHBIX PYKOBOACTBAX [94-97].

ITanmeHTOB € MOPTAJBHOW THUIEPTEH3UEH CleayeT
HANpPaBUTh HAa KOHCYJBTAIUIO K TaCTPOIHTEPOIOTY/Te-
MaToJyIory JUIsl TIPOBEJCHUS CKPUHHUHTA, SHIOCKONHH U
JICYEHUs OCJIO)KHEHUI JIETOYHOU TUIIepTEH3UU. Perymsp-
HOE JIeUEeHHE TMAIlMEeHTOB C IIMUPPO30M NPH MYKOBHUCIIH-
J103€ JOJKHO BKITIOYaTh MMMYHHU3ALIMIO TIPOTHB BUPYCOB
rernatuta A u B, uckmouenue npuema HIIBC u renaro-
TOKCUYHBIX BEIIECTB (HAIIPUMEp, aJIKOTOJIsI) U KOHTPOJIb
(YHKIIMOHAJILHOTO COCTOSIHUSI TeueHH (KOaryJisiiusi,
IBEOyMUH).

HenaBHo Obutn mpesicTaBieHBl MOLYIATOPBI U KOP-
pexropsl CFTR. Bakadrop u komOuHanus mymaxadrop/
nBaKaTOp MOTYT BBI3bIBATh MEYCHOUHYIO HEJOCTATOY-
HocTh. [Ipu Hammuum 3aboneBaHus MMEUEHH JO3UPOBKA
9THX TpenapaToB TpedyeT koppekTupoBku [98]. Llentp
JOJDKEH UMETh TOATOTOBJICHHBIHN My Th 1151 HATIPaBIICHUS
Ha MPOrpaMMy TPaHCIIAHTAIMH TIEYCHH IS TAlUCHTOB
C IO3/1HEH cTaauelt 3a00/1eBaHys IEUEHH, KOTOPOE BeJleT
K MEYCHOYHON HEAOCTAaTOYHOCTH.

7.2.2. Kaxog naunyuwuii cnocob neuenus
XOnenumuasa y nayueHmos ¢
MYKOBUCYUOO30M?

Xosenurras MOXKET MPOTeKaTh 0eCCUMITOMHO [99].
CHeI_[I/IaJII/ICTI)I HOCHTpa AOJDKHBI MMOAO3PEBATH 3TOT AWa-

THO3 IpU 00CIeJOBaHNH MAMEHTa ¢ HecTIeHUpHYEeCKOH
a0JIOMUHABHON 00JbE0 U TOWIHOTOM. LleHTp noimkeH
UMETh J0CTyM K yinbrpacoHorpadguu u HIDA-ckanupo-
BaHMIO (XOecUuHTUTpagun) U1t 00CIEeAOBAHUS HKEIY-
HOro my3bIps. [Ipy HaMMYMK CUMIITOMOB >KE€TYHOKaMEH-
HOW OOJIE3HH YPCONE30KCHXOJIeBas KUCIIOTa SIBISIETCS
Hed(h(HeKTUBHOM, U 0OBIYHO TpeOyeTcs HalpaBICHUE Ha
KOHCyNbTaIuo k xupypry [100].

7.2.3. Kaxos naunyuwuil cnocoo nevenus
NanKpeamuma y nayueHmos ¢
MYKOBUCYUOO30M?

[TankpearuTt sBISETCS MEHEE pPACIpPOCTPAHEHHBIM
OCJIO)KHEHHEM IPHU MYKOBHCLH03€, HO MOXET Oecro-
KOUTh HEKOTOPBIX MAalMEeHTOB 0e3 MaHKpeaTn4ecKon
HenocrarouyHoctu [101]. PeumauBupyrommuii ocTpsiit
NaHKpeaTuT Ha (JOHE MYKOBHUCIIH03a MOXKET TPUBECTH
K 9K30KpHHHON HEJOCTATOYHOCTH M3HAYaJIbHO COXPaH-
HOM MOMKEITyI0YHOM skefe3bl. OHO U3 MPOSBICHUN —
Hecnenuduueckne 00JId B JKUBOTE, MMOATOMY CJCIYET
MOJI03peBaTh MaHKPEaTuT Npu OO0CIeIOBAaHWU MalleH-
TOB C PEIMIUBHPYIOMICH OOJIbI0 HEU3BECTHOM 3THOJNO-
TUH, CONPOBOXKAAKOUIEICS TOINHOTON U pBOTOM. LleHTp
JIOJDKEH MMETh BO3MOKHOCTH TPOBECTH CTaHIAPTHBIC
nabopaTopHble aHajau3bl (Ha aMumiasy, Jumnasy) U aua-
THOCTUYECKYIO BU3YyaJIN3alMIO (HarpuMep, YIbTPAaCOHO-
rpaduro, KT i MPT). [IpuHuumb! gedeHus Takue xe,
KakK IpY JICYEHUH MTaHKpPeaTuTa B OTCYTCTBHE MYKOBHC-
nuno3a. TeM He MeHee OCTPBIN MaHKPEaTUT MPUBOIUT K
Cepbe3HOMY 00€3BOKMBAHUIO, YTO Y MALIMEHTOB C MYKO-
BUCIIMJI030M TpeOyeT MPHUCTAIILHOIO BHUMAHUS K PEeru-
JIpaTal ¥ KOHTPOJIA YPOBHS 2JIEKTpoIuTOB. HemaBHO
paspaborannbie CFTR KoppeKkTopsl W MOTEHIMATOPHI
MOTYT WIpaTh OMNPEAEICHHYIO pPOJb B JIEYEHUU PElH-
JTUBUPYIOIIETO MAaHKPEaTuTa, MOCKOJIbKY CTUMYIUPYIOT
OMKapOOHATHYIO U BOJAHYIO CEKPELUIO B IMOKEITYHI0Y-
HoM xkenese [102].

7.3. XKenyoouno-kuueunvie 0CL0MCHEHUS

7.3.1. Kaxoe naunyuwuii cnocob6 neuenust
2acmpoazohazeanvHol peghiokCcHOU
oonesnu (I'2OPF) y nayuenmog ¢
MYKOBUCYUOAO30M?

I'OPb gacto BcTpeuaeTcsl y MallMEHTOB ¢ MYKOBHC-
UI030M, Topaxkass Oonee 36% [26]. LleHTp momkeH
3HaTh NpU3HaKUd U cuMOTOMbl 'OPB 1 ObITH TOTOBBIM
o0ecreunTh NPH HEOOXOAWMOCTH COOTBETCTBYIOLIEE
JUarHOCTHYEeCKoe oOcnenoBanue (nmnenanc u pH-mpo-
Oy, PHIOCKOIUIO BEPXHUX OTIEJIOB MUILEBAPUTEIHHOTO
TpakTa) U Ha3Ha4uTh Jederue [103-107].

7.3.2. Kaxog naunyuwuii cnocoo eyenus
3an0po8 y NAyueHmo8 ¢ MyKogucyuoo3om?

3arop pa3BUBAETCs TIOCTENIEHHO, HAYMHASICH C COKpa-
mieHust gactotel cryna [108]. On uwacto BcTpeuaercs y
IManMEeHTOB C MYKOBUCHHUIO30M U MOXET YCYT Y6H$1TI)C$1 C
NPUMEHEHUEM HApPKOTUKOB. B OONBIIMHCTBE CilydacB 3a-
MOp pearupyer Ha TUAPATAIMOHHYIO TEPAITHIO, CITA0UTENb-
HBIC CPEACTBA WJIM JIAKCATHBLI (HaHpI/IMep, TIOJIMDTUIICH-
mHKonb). Knusmbl ucnons3yrotes peaxo [106, 107, 109].
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7.3.3. Kaxoe naunywwuii cnocobd pacno3Haganus
U 1eveHUs CUHOPOMA OUCTAILHOUL
Kuweurou nenpoxooumocmu ({KH)?

Cumvriromer JIKH HaumzaroTcss ¢ octpoil 6o B
npaBoMm HuxkHeM kBajapanTe [108]. TloaHas u HemonHast
JKH onucana [109]. LleHTp I0OMKEH yMETh PACIO3HAThH
9TH OCIIO)KHEHUSI U UMETh CTaHJAPTHBIE TPOTOKOJIBI JIIS
MMaTHOCTHKHM W JIeYeHHWs Ha OCHOBE OIMYOJIMKOBAaHHBIX
pexomennanuii [60, 107, 108, 110]. ITanpieHTHI MOTYT OT-
BeYaTh Ha MEPOPATBHYIO PETHIPATALMIO B COUETAHUHU CO
CITAaOWUTENFHBIMU TIperapaTaMu, HO JIJIs OoJiee TSHKENbIX
CIlydaeB MOXET IMOTpeOOBaThCs B/B THIIpaTalns, Ha30Ta-
CTpasbHas acruparys u KIu3Mbl. [lanmerram, KoTopsie
HE OTBEYAIOT Ha TAKHE KOHCEPBATHBHBIC METO/IbI JICUCHHUS,
HEOOXOTUMO OOPATHTHCS K TaCTPOIHTEPOIIOTY C OIBITOM
nedenus JIKH. 3amecturenbHas Tepanusi maHKpeaTrhye-
ckuMH QepMeHTamu y Takux nanueHToB ¢ JIKH tpebyer
nepecmotpa [106, 107]. 3amozaanasi rocnutanu3aiusi rno-
CJIe TIOSIBIICHUS HAYAIbHBIX CHMIITOMOB MOYKET TIPUBECTH
K CephEe3HBIM OCIIOKHEHUSIM. MeTMKaMeHTO3HOE JIeISHHE
MOXET He JaTh PEe3yJbTaroB TOJBKO B CIIydae MOIHOW
JAKH. Xots xupyprudyeckoe BMELIATENbCTBO SIBISIETCA
Kpaifaeit mepoii [111], B eHTpe AOIKHBI OBITH XUPYPTH,
KOTOPBIE 3HAIOT 00 ATOM OCJIOKHEHHH MYKOBHCITHI03a.

7.3.4. Kaxoe naunywwuii cnocob
npedomsepamums Guopo3uUpyIouyIo
xkonononamuto (PK)?

OTO JOBOJILHO PENKOe OClOKHEHHE. B Hacrosiee
BpeMsl IMHCTBEHHON YETKOM pekoMeHAalreH 1o npeaoT-
Bpaiienuto OK sBrsieTcss Ha3HAYCHHE COOTBETCTBYIOIICH
JI03bI PEPMEHTOB TIOIKETYIOYHON KeJe3bl, KOTOPYIO He
CJIElyeT YBEIWYMBaTh 0€3 YETKHUX MMOKAa3aHWH, MPU 3TOM
oOmrast 103a pepMEeHTOB He JIobKHA rpeBbimarb 10 000
JIMIA3HBIX SAMHUI/KT MacChl Tena B cyTkH [112-115].

7.3.5. Kaxog naunyuwuii cnocoo eyenus
anneHouKyIApHO20 MyKoyeie?

Huarno3 yrounsiercsa ¢ nmomompsio Y3U [116]. IIpu
HAJIMYUUA CUMIITOMOB BBITIOJHSETCS aNMeHIIKTOMHS C
pe3eKiyell KpaeB amnmeHAMKCa M pe3eKIreld KOHYMKa
CJICTION KUILKHU, YTOOBI H30€kKaTh pUCKa PELUANBA.

7.3.6. Kaxoe naunyuwuii cnocob neuenus
U30bIMOUH020 OAKMEPUATLHO20 POCMA 8
monkom kuweuruxe (MBPTK) y nayuenmos
€ MYKOBUCYUOO30M?

Huarnoz UBPTK crnenyer nomo3peBarb, €ciiu y mna-
UEHTOB HaOmromaeTcst TUQQy3Hast WIH OKOJIOITYIIOY-
Hasg OONb B JKMBOTE, YpE3MEpPHOE ra3zoo0pa3oBaHHUE B
KUIICYHUKE, AWapes, TOIIHOTa M MajababcopOmmsi, He-
CMOTpsI Ha aJIeKBaTHYIO 3aMECTUTEIbHYIO (PEPMEHTHYIO
Tepanuio. Pruck BhIIe y MalMeHTOB, KOTOPHIE MPOILIH
yepe3 XHPYpPrudeckoe BMEIIATeNIbCTBO Ha KUIIEYHHKE
WM TPUHUMAIOT HapKOTHKH. HecmoTps wucmombs3oBa-
HUE psijla HEWHBA3WBHBIX MPOLEAYD A JUArHOCTHKH,
«30JI0TOTO cTaHAapta» Meronuku BbisiieHus MBPTK
He cymectByet [107, 117]. Pekomenmyercs cTaBUTh Ju-
ar"o3, Ha3zHadas MpoOHBIN Kypc MeTpoHnmaszoma [118].
Jleuenne BKITIOUAET MUKIMYECKAN MTPUEM TIEPOPATHHBIX
aHTHOMOTHKOB, dddekruBHbIX B KK-nipocsere, npe- n
MPOOMOTUKOB, CIIA0MTENBHBIX U TMpOoKUHEeTHKOB [107].
N3-3a paznuuuii B Ju3aiiHEe MCCIECIOBAHUM U KpUTEPH-

siX 3(pPEKTUBHOCTH JTAaHHBIE O BIUSHUM TPOOHMOTHUKOB Ha
neyenue UBPTK sBnstoTcs HenocTtarounbiMu [119].

7.3.7. Kaxos naunyuwuil cnocoo nevenus
MEKOHUEBOI HENPOXOOUMOCTNU KUULEUHUKA
(MHK) y nayuenmog ¢ mykogucyudo3om?

MHK — 3T0 HEOTJIIO)KHOE COCTOSTHUE HOBOPOXKICH-
HBIX, KOTOpOE JydYllle pa3peuiarh B IEHTPE C OIBITOM
JICUCHUS MYKOBHCIIHMJI03a, TNI€ €CTh JETCKUM XHPYPT,
KOMIICTeHTHbIM B oOmactu sieueHuss MHK. JKusnenuno
HEOOXOIMMO PaHHEE HAIPABJICHUE B LICHTP C IKCIICPTH-
301 HEXUPYPTrUIECKOTO U XUPYPTUICCKOTO JICUCHUS JaH-
HO¥ maromoruu [120-122].

Ocnoxuennyto MHK neuuTs TSKeo U CI0KHO, MO-
KET MOTpeOOBaThCsl AMUTEIbHAS rocnuTanu3anus. [pu
MOCJICOTICPAIMOHHOM JICYEHHUH MOXKET MOTPeOOBaThCs
KOHCYJBTAIUs LIEHTPa, KOMIETEHTHOIO B JIEYEHUH KO-
potkoro kumeynuka. MHK ne npenpacnonaraer k pas-
Bututo JIKH, onnako onepanuu JIKH nposoasres y ne-
teit ¢ MHK ware, yem y octansubix [111].

7.3.8. Cywecmeyem iu nogululenHbvlll pUCcK
3710KauecmeeHublx H080o0pazosanuti JKKT y
NAYyueHmos ¢ MyKoGUCYuoo3om?

VY manueHToB ¢ MYKOBHCUHIO30M 3JI0Ka4eCTBEH-
Hble HOBOOOPA30BaHMUs JKEIYIOUHO-KUIIIEUHOTO TPaKTa
BCTpEYAIOTCS Yallle, 4YeM Y 370pOBOT0 HaceleHHs. Ps
WCCIIEZIOBAaHUI CBHJIETENILCTBYET O MOBBIIMIEHHBIX T'OJ0-
BBIX ITOKa3aTeNsX 3a00J1eBa€MOCTH KOJIOPEKTATBHBIM pa-
KOM U MepepOKICHNS aJleHOMATO3HBIX KOJOPEKTAIbHBIX
TIOJIUTIOB B KOJMOpeKTanbHbIA pak [123-126]. HenaBuee
WCCIIEZIOBAaHUE TOKA3bIBAET, YTO CKPUHUHT Ha KOJIOpPEK-
TaJbHBIN paK OKyMaeT 3aTpaThl U JOJKEH MPOBOJUTHCA
HauuHas ¢ 40 net.

7.4. Ipyeue ocnoorcrenus

7.4.1. Kaxoe naunywwuil cnocoo
npedomsepauyetust MOKCULeCKo20
8030€liCmBUsL JIeKApCMBEHHbIX NPenapamos?

Jleuenue OOE3HU JIETKUX MPU MYKOBUCIIHI03€ MO-
JKET TPUBOJUTH K OCJIO)KHEHUSM, CBSI3aHHBIM C TOKCH-
YECKUM BO3JEHCTBUEM TpPENapaTroB, 0COOCHHO aMHUHOT-
JIMKO3UII0B (Hampumep, Hepo-, OTO- U BeCTUOYIISIPHOU
TokcnuHocTh) [128]. B3ammopeiicTBue mpenaparos,
0COOEHHO TIOCIE BBEICHHSI KOPPEKTOPOB M MOAYJISATO-
poB CFTR, BBI3bIBa€T OCIIOKHEHUS, O KOTOPBIX CIIEAYET
3HATh U MIPHU BO3MOKHOCTH NPENOTBPAIIATh UX, KOPPEK-
TUPYs 103bl. BaxkHO, 4TOOBI B COCTaB KOMaH[bI IO MY-
KOBHCIIMJ03Y BXOJMJI KBATU(HUINPOBAHHBINA (hapMaleBT.
LleHnTp mosxkeH MCTONB30BaTh CTAHIAPTHBIE MPOTOKOJIBI
JUIsI MOHUTOPUHTA KOHIEHTPAUH JIEKAPCTBEHHBIX TIpe-
MapaToB B KPOBU NPHU HA3HAYEHUU aMHUHOIIIMKO3HJIOB U
cienoBaTh pekoMeHayemon go3upoBke [30]. IIpu nazuna-
YEHUU BHYTPUBEHHBIX (B/B) aMHUHOTIIMKO3UAOB CICIYET
n3berars npumenenus: HIIBC, 4toObl mpenoTBpaTHTh
HE(PPOTOKCUYHOCTh. LIeHTp mo/mKeH MPOBOANTH OLEHKY
OTOTOKCHUYHOCTH C HCIIOJIb30BAaHUEM ayJUOJIOTMUYECKO-
TO TECTHPOBAHUSA JUIsl MAMEHTOB € MOTEPEN ciyxa WIH
3BOHOM B YIIaX WJIN B paMKaX PyTHHHOTO 00CIIeJOBAHUS
npH ckpuHUHTE. LleHTp Taxke TOMKEeH HMETh JOCTYM K
CHELUAIUCTY C OIBITOM IPOBEICHHUS BECTHOYISPHOTO
o0cren0BaHus.
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7.4.2. Kaxoe naunyuwuii cnocob ieuenus
Hegporumuasa y nayueHmos ¢
MYKOBUCYUOO30M?

Hedpomutnas pacnpocTtpaneH y TMalMeHTOB C My-
koBucu030M [129]. LleHTp A0mKeH 3HaTh MPU3HAKU U
CHUMIITOMBI, CBSI3aHHBIE C HE(PPOIUTHA30M M OBITH TOTO-
BBIM BBISIBUTH DTOT JUArHO3 C TIOMOIIBIO aHAIN3a MOYH
n KT-BBII (BHyTpuBeHHOU mmenorpammsl). Cremyer
BBLABIISITH METaOOJMYECKUE PACCTPOMCTBA, BBHI3BIBAO-
e 00pa3oBaHue KaMHEW B ITOYKaX, YIUTHIBAsI BEICOKYIO
yacTtoTy KumeyHod runepokcaimypuu [130]. ITauueHTs
C KaMHSIMH B TIOYKaX JIOJDKHBI TIOTPEONIATH TOCTATOYHO
JKUJIKOCTH TS TTOJIIEPYKAHNS BBICOKOTO YPOBHS JTUype3a
1 coOII0IaTh HU3KOOKCAIATHYTO JAUETY C BRICOKHUM COZIEP-
>kanueM kanblmst [130, 131]. Lentp A0KEeH UMEThH J10-
CTYH K He(POJIOTY, YPOJIOTY ¥ HHTEPBEHIIMOHHOMY Pafiv-
OJIOTY Ha CITy4ail pa3BUTHI OCIIOKHEHUH He(DpoIuTHa3a.

7.4.3. Kaxoe naunyuwuii cnocob ieuenust
apmponamuu y nayuenmos ¢
MyKo8UCYUuoo3om?

ApTpairuu SBISIOTCS PACHPOCTPAHEHHBIM CHMIITO-
MOM Y MalMEHTOB ¢ MYKOBHUCUHUA030M [26], HO apTpo-
MaTusi OCTaeTCsl HEOCTaTOUHO M3yueHHO. LlenTp non-
KEH 3HaTh 00 3TOH mpobieme. MoxkeT morpedoBaThCs
JICYCHUE aHAJIbIeTUKAMU U MPOTHBOBOCHAINTEIbHBIMU
cpeacTBaMu. [TIIOKOKOPTUKOUABI U aHTHUPEBMATHYECKHE
mpenaparbl, MOTU(PHULIUPYIOIIUE TeueHue 3a00eBanus,
MOXHO paccMarpuBarh B pepaKkTEepHBIX CiIydasx, Mpo-
KOHCYJIBTHPOBABILHUCH C PEBMAaTOJIOrOM, KOMIETEHTHBIM
B JICUEHUU MyKoBUCcIHI03a [132].

7.4.4. Kaxog naunyuwuti cnocoo
JleYeHUs CUHYCUMO8 Y NAYUEHMO8 C
MYKoBUCYUO030M?

XPOHUYECKHI CHHYCHUT C MOJIMII030M HOCa MU 0e3
HEro pacrpocTpaHeH y MalMeHTOB ¢ MYKOBUCIHI030M
1 BCTpeyaeTcs yxke B paHHeM aerctse [26, 133]. Llentp
JOJDKEH PEryJIsipHO OLIEHUBATH 3a00JIeBaHuUE Ma3yX HOCA
u olecreuynBaTh PEKOMEHIYEMOE JIeUeHHUE, yUUTHIBAS
TOT ()aKT, YTO CHHYCUT MOJKET CTATh HCTOUHHKOM HH(EK-
LMW HWKHUX JbIXatelbHbix nyteit [134]. HeoOxomumo
MMETh BO3MOKHOCTh JMAarHOCTUYECKOTO HCCIIeI0BaHUA
(KT ma3yx HOCa) ¥ TOCTYH K OTOJIAPUHTOJIOTY C OIIBITOM
JedeHusl cuHycuTa Ha (oHe MykoBucuuao3a. HempaBHo
paspaborannsie CEFTR-koppekTopbl W MOTEHIHATOPHI
MOTYT CIIOCOOCTBOBATH OOJIETYEHHIO COCTOSIHUS TIPH 3a-
OoneBaHusix masyx Hoca [135].

7.4.5. Kaxoe naunyuwiuii cnocob neuenus
aniepeudecKkux 3a001e6anull y nayueHmos ¢
MYKOBUCYUOO30M?

3a uckmouenneM ABPA (myskr 5.10) anneprudeckue
3a00JieBaHMsl y HALUEHTOB ¢ MYKOBHCLMI030M BCTpeya-
I0TCSI HE 4allle, YeM Yy OCTaJIbHOIO HACEJIEHUs, U JIeuarcs
TakK e, KaKk ¥ TPU OTCYTCTBUM MYKOBHCIIH03a. Y TIaIu-
€HTOB MOXXET Pa3BUTHCS aJUIEPTUUECcKasi peaKiys Ha aH-
THOMOTHKN (0COOCHHO OeTa-aKTambl), YTO TOBBIIIACT
PHUCK DPa3BUTHS >KU3HEYTPOXKAIOUINX PEAKIUH U MOXKET
OCJIOJKHSITh JIEUEHHE MALUEHTOB C IIPOrpeccUpyrolen
0O0JIC3HBIO JIETKUX, KOTOPbIE YacTO IOJBEPrarICsi BO3-
JEMCTBUIO TIApEHTEpaIbHBIX aHTHOMOTHKOB [136, 137].
Jiis moBbIeHns: 6€301aCHOCTH B HaJaJIe JIEUEHUS Tali-

€HTOB 13 IPYIIIBI PUCKA CJIETYET B3BECUTh BO3MOKHOCTh
rocnutaiuzauuu [138]. LleHTp nomkeH 3HAaTh NMPU3HAKU
U CHUMIITOMBI BO3MOXHBIX JUIEPIHUECKUX pEaklUH Ha
TEpanuio ¥ MpU HEOOXOIUMOCTU NPEKPaTUTh JICUYCHHE.
Lentp nomkeH pa3paboTarh MPOTOKOJIBI JUISI JAECEHCH-
OMIM3aMU ¢ YYeTOM PEKOMEHJAlMH ajieproyiora, eciu
Tepanus BakKHA M APYTMX BapHaHTOB JieueHHs HeT [137,
139-142]. [TanueHTbl, KOTOPbIE CAMOCTOSITEIBHO BBOMAST
BHYTPUBCHHBIC aHTHOMOTHUKH Ha JIOMY, JOJDKHBI IOJY-
YUTh MMCBMEHHBIE HHCTPYKLHUM 110 OKa3aHHUIO HEOTJIOXK-
HOM TMOMOIIY B CiIy4ae ajulepruueckux peakuuii [139].

7.4.6. Kaxos naunyuwuil cnocob uzbedxcams
OCNOMNCHEHUL, BbI36AHHBIX NPUMEHEHUEM
NOCMOSIHHBIX 6HYMPUGCHHBIX
(6/8) Kamemepos y nayueHmos c
MYKOBUCYUOO30M?

ITocTosiHHBIN KaTeTep CIEAYEeT YyCTaHaBJIUBATh B CO-
OTBETCTBUU C MOKETAHUAMH TAIEHTA, €CIIU CYIIECTBY-
10T TPYAHOCTH TIPY TIPOBEACHUH BHYTPUBEHHON TE€PAITUH.
Lentp nomkeH UMeTh JOCTYN K CHEHaINCTaM, UMEIo-
UM OIBIT YCTAHOBKH IMOCTOSHHBIX KaTeTepoB (Harpu-
Mep, KareTepbl CpelHel JTMHUM, TiepuepruuecKre IeH-
Tpasibhble kKaretepsl [PICC], uMIianTupyembie KaTeTephl
Port-A-Cath). JlocTym kK TOCTOSIHHOMY KaTeTepy JOJKHBI
UMETh TOJBKO CIEHNUAbHO OOY4YEHHBIE JIMIA, KOTOpBIE
COOJIONIAIOT CTaHJAAPTU3UPOBAHHBIC MPOTOKOJBI MH(EK-
IIMOHHOTO KOHTPOJI M yxofa 3a karerepoM. HauGonee
pacmpocTpaHeHHbIE OCIIOKHEHU, BbI3BAaHHBIE TIPUMEHE-
HHEM KaTeTepoB, BKIIOYAIOT COCYIUCTHIC POOIeMbl (Ha-
npuMep, WHPEKLHsI, TPOMOBbI, CHHIPOM BEpXHEH Mool
BeHbl) [143-144]. LlenTp nomkeH NpUCTAILHO CIEIUTD 3a
MPU3HAKaMHU U CUMIITOMaMH OCJIOKHEHHH, CBS3aHHBIX C
MIPUMEHEHUEM KaTeTepoB, 1 UMETh BO3MOKHOCTh MPOBE-
CTH HaJIjIeXkaliee o0ceJOBaHNE, BKITIOYast aHAJIU3 KPOBH,
YIABTPAcOHOTpaHI0 W KOHTPACTHBIE PEHTTCHOJIOTHYE-
CKHE MCCIICIOBAHMS JUTS BBISIBICHUS MH(EKIUIA 1 OKKITIO-
3WM COCYNIOB. BHyTpHCcOCymucThie HHPEKINH, CBI3aHHbIC
C KareTepoM, CIielyeT JICYUTh B COOTBETCTBUH C OIyOJIH-
KOBaHHBIMH peKoMeHmanmsiMu [ 145, 146].

7.4.7. Kaxoe naunyuwiuii cnocob ieuenus
NayueHmox ¢ MyKogUCyuoo30oM Ha ghone
bepemennocmu?

bepemMeHHOCTh MOXKET YCIOKHHTH JIEUCHUE SKEHIIH-
HBI C MyKOBHCTINA030M. [IpH 00ciieioBaHNY JKEHIINH Jie-
TOPOJIHOTO BO3pacTa B IIEHTPE CIEAyeT BCEerya 3aaBaTh
BOTIPOC O BO3BMOXKHOUM OEpEeMEHHOCTH, 0COOCHHO MPH Ha-
3HAUYEHHH JIOTIOTHUTEIIFHBIX JIEKAPCTB, IMPOTHBOMIOKA3aH-
HBIX OepeMeHHBIM. bepeMeHHOCTh Ha (POHE MYKOBHCITH-
J103a CYUTAETCI OEPEMEHHOCTHIO C TIOBBIIIIEHHBIM PHCKOM
W3-32 BO3MOXKHBIX JIETOYHBIX, HyTPUTHBHBIX M MeTa0o-
JIMYECKUX OCIOKHEHMH. Takue manueHTKHA JOKHBI Ha-
OmromaThCs y aKyIiepa ¢ OMbITOM BEJCHHUS OCIOKHEHHBIX
oepemerHocTel. OmyOIIMKOBaHBI PEKOMECHIAITIH JICICHHUS
OepeMeHHBIX MaIMeHTOK ¢ MyKOBUCITHI030M [75].

7.4.8. Kaxoe naunyuwuii cnocob neuenus
becnniooust y nayuenmos
€ MYKOBUCYUOO030M?

JKeHInHBI ¢ MyKOBHUCIIHII030M MOTYT 320€pEMEHETH,
a TpH Xopouer (PyHKIUH JETKUX U TUTaHUH — YCIeIl-
HO BBIHOCHUTH pebeHKa. DepTuibHOCTh MEHEE 310POBbIX
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JKCHIIIMH ObIBAaCT CHIDKEHA, M B Cllydyae IpeArojaracMou
HECHIOCOOHOCTH 3a0epeMEHEeTh UX CIIEAYET HalpaBisTh
K penpoaykroyiory. Y OoibIIMHCTBA MYK4UH (98%)
C MYKOBHCLHIO30M OTMEUAaeTcs a300CIEpMUs, U OHU
JOJDKHBI OBITH IPOUH(GOPMUPOBAHBI 00 TOM B COOTBET-
CTBYIOILIEM BO3pacTe. AHAIN3 CIIEPMBI CIEAYET Mpeasia-
rath TeM MalUEeHTaM, KOTOPbIE HHTEPECYIOTCS CBOMM CO-
crostnieM. [lareHTsl JOJKHBI MOMyvaTh HaUIeKalue
KOHCYJIBTallM O BO3MOYKHBIX BapHaHTaX 3a4aTusi, BKIIO-
Yasi BCIOMOTaTelIbHbIE METO/IbI PEIIPOLYKIIHH.

8. TpaHciIaHTalUA U BONMPOCHI, CBA3AHHbIE C
3aKJIIOYUTEJIBHBIM 3TANoOM KU3HH

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

TpaHcrianTanus — 3TO NPU3HAHHBIA BUJL TEpaIruu
Ha TocieqHed cTaauu OOJNE3HH JITKUX U IEYCHH Yy Ia-
LUECHTOB C MYKOBHCIMZO30M. HampaBnenue B ciyxOy
TPaHCIUIAHTALMN [TPOXOAUT C YIACTHEM CIICIIUAIMCTOB U3
KOMAaH/Ibl 10 MYKOBHCILHJIO3Y, KOTOpasi 3HAET MPOLECCHI,
o0ecreynBaroIie yCIeUIHy0 TpaHCIUIaHTaluio. TpaHc-
IUTAHTALMs KaK METOA JICUCHHUS MOIAXOOUT HE Ul BCEX
MalMEHTOB U MOXET HE OCYLIECTBUTHCS MO Pa3IHUHbIM
MIPUYMHAM, B TOM YHCIIE U3-3a CMEPTH B OKHJIAHUH TO[-
XOISILIMX JOHOPCKUX OpraHoB. D((EKTUBHBIA yXox Ha
3aKJIIOYUTETIHLHOM ATaIe KU3HU MalMeHTa KpaiiHe BaKeH
1 TpeOyeT BHUMaHMS K OOIICHHIO, KOHTPOJISI CHMITOMOB
U MHOTOIUCLHUITIMHAPHOTO TMOAXOAa K YXOMY, BKIIOUas
KOMIIETEHTHOCTB B chepe NaTMaTUBHON ITOMOIIIH.

Pesynbrarhl TpaHCIUTAaHTAIIMH JIETKUX TSl TTAI[UEH-
TOB C MYKOBHUCIIH/IO30M ITPOIOJDKAIOT YITYYIIaThCS, U TTO-
kazarenu 10-eTHell BBDKHBAEMOCTH TPHONIIKAIOTCS K
50% [147] u paxke NPEeBBILIAIOT 3TOT YPOBEHb B OTUETAX
onHoro 1eHTpa [148]. JlaHHble cTaHAapThl BKIIIOYAIOT B
ce0s psJT BOITPOCOB, KACAOIINXCS OIICHKH TPAHCIIaHTa-
MU ¥ yXO/ia Ha 3aKIFOYUTEITHHOM JTarle YKU3HH, KOTO-
pBI€ OCBEIIEHBI C YYETOM OIyOIIMKOBaHHBIX TAaHHBIX U
pexomermanuid. [logpoOHBIN 0030p BCeX aCIEKTOB TEMBI
comepxurcs B nokymenrte «Practical guidelines: Lung
transplantation in patients with cystic fibrosis» («IIpak-
TUYECKHE PEKOMEHIAINW: TPAHCIUIAHTALUS JIETKHX Y
MAIUEHTOB ¢ MYKOBHCITUI030M» ), TIOATOTOBIEHHOM EB-
pONEICKON HCCIen0BaTENbCKOM TPYNION [0 U3YyYEHUIO
mykoBucinosa (ECORN-CF) [149] u B pykoBoncTBE 11O
yXolly Ha 3akiatountensHoM stane xu3Hu ECFS [150].

8.1. Kakoevl pewarowue gpakmopwl 0jisi CPOKOE
BKIIOUEHUS 8 CRUCOK HA MPAHCNIAHMAYUIO
JIe2KUX Y NAYUEHMO8 C MYKOBUCYUOO30M?

Bpemsi mpoBeneHust oOCIIeZIOBaHUS ¥ OXKUIAHHS
MOAXOASIIUX TOHOPCKUX JIETKUX BApbUPYETCs, HO MO-
JKET COCTaBIATH OoJiee ABYX JieT. DaKkTophI, CBsI3aHHBIE C
MOBBIIIEHUEM CMEPTHOCTH, U CIIy4au, KOTJa PEKOMEHTY-
€TCsl HalpaBJICHUE JJIs1 PACCMOTPEHHSI BOIIPOCA O TPAHC-
maHTauu [151]:

a. O0béM (opcupoBaHHOTO BBIOXAa 32 1 CeKyHIY
O®BI1 <30 % ot pacueTHOro mokasaresl.

b. beicTpoe yxymimeHne CoOCTOSHUS, 0COOCHHO Y JKEH-
IIMH ¥ MOJIOJIBIX MAIUCHTOB.

c. Kucnoposnas teparnusi mo npuuruHEe THITOKCHH.
d. M'unepkanHus.

e. YacTeie 00OCTpeHUs, KOTOPBIC ILIOXO IOIIATCS
JICUCHUIO BHYTPUBCHHBIMH aHTUOMOTHKAMU.

Crenyer B3BecuTh OoJiee paHHEe HalpaBieHUE JUIS
MalKUEHTOB ¢ pepaKkTepHbIM THEBMOTOPAKCOM M PEL-
JUBHUPYIOIIMM MAacCUBHBIM KpoBoTeuenueM [152]. Ilo-
BBILLICHNUE BBDKUBAEMOCTH, OTPAaHUYEHHAsSI JOCTYITHOCTh
JIOHOPOB U Pa3IM4Ms B CXEMAax paclpeesiCHHs OPraHoOB
MPUBEJIN K pa3padOoTKe NPOrHOCTUUECKON MOJEITN CMEPT-
HOCTH/BBIKMBAEMOCTH, KOTOpasi MIOMOTaeT ONpPEACIUThH
04epeIHOCTh MIPY PEIICHUH BOIPOCa O TPAaHCIIIAHTAlUN
[153, 154]. [Ipu HampaBieHUH HA TPAHCIUIAHTALUIO CY-
IIECTBYET Psifi IOMEX, B TOM YHCJIe MHEHHE Bpadel o ee
1enecoo0pa3HoCTH, MPOoOIeMbl IPOrHO3UPOBAHUS CPO-
KOB JUISl IPUHSTHS PELICHUS M COLMAIbHO-IKOHOMHYE-
ckue hakrops [155-157]. CnoxkHOCTH CO OTIpeeIeHreM
CPOKOB IpH HANpaBJCHUU Ha TPAHCIUIAHTALHUIO TpeOy-
IOT TECHOM CBSI3M CO CIy»00# TpaHcuianTanuu. Kpo-
M€ TOTO TaKas CBsI3b MIOMOTACT MAallMEHTaM OCMBICIHUTh
CIIOKHYIO MH(OpMAaLIO U caenarh 0CO3HAHHBINA BBIOOD.
Ecnu ontumanbHble CPOKM HalpaBieHUsT KOHKPETHOTO
MalKEHTa BBI3bIBAIOT COMHEHHUSI, JIyUIlle C/IEIaTh BBIOOD
B TI0JIb3Yy 0OOJIee paHHETO BPEMEHH.

JKu3HEeHHO BaskeH pEeTy/SpHBIA W TOAPOOHBINH 0OMeH
uHpOPMAIHEH CO CITy’)KOOH TPaHCIDIAHTAINH, TIOCKOIBKY
OH TIO3BOJISICT PETYIISIPHO OOHOBIIATH HH(DOPMAIIHIO O TIPO-
TPECCHPOBAHNH 3a00JIEBaHNS Y BCEX MAIIMEHTOB, KOTOPHIE
HaXoAsTCs B CHMCKe oxkuAaHus. HenaBHuil aHamu3 naH-
HBIX peecTpa MarueHToB (oHma mykoBucimmo3a CIIIA,
MOKa3aJI, 4YTO MPOTHOCTUYECKUMH (paKkTOpamu JIIs OTKa3a
B HaIpaBJICHUU HAa TPAHCIUIAHTAITUIO SBISTIOTCS CTAPIIAN
BO3PAcCT, HU3KUH COLIMATIbHO-O)KOHOMHYECKH CTaTyC 1 BbI-
SIBTICHHE B. cepacia KOMIUIEKca B IIOCEBE MOKPOTHI [ 155].

OrieHKa U ONpeJieJIeHue OYepeHOCTH JeTel Mia-
IIIETO BO3PACTa ¢ MyKOBHCIIHIO30M TpeOyeT oapoOHOTO
00CYXJIeHUSI ¢ KOMaH/I0M TPaHCIIJIAHTOJIOTOB C OIBITOM
paboter B menuatpun [158]. [let wacto HaxomsaTcs B
XyAumeM KIMHUYECKOM COCTOSHHU IICPE TpaHCIJIaH-
Taluei, a mocjie Hee Yale MoABEeP KeHBI HHPEKIUAM H
3a0oneBanu0 quaderom [159].

8.2. Kakue xaunuyeckue npusHaxy nOGbIUAION PUCK
CMEPMHOCMU NAYUEHMO8, HAXOOSUUXCSL 8 TUCmE
0ACUOAHUS. MPAHCNIIAHMAYUU TE2KUX ?

B mepBoodepenHoM mopsiike Ha TPAHCIDIAHTAIINIO
[152, 160, 161] HanmpaBisitOTCS NALIUEHTHI C MYKOBUCLU-
JI030M B CITydae:

a. KucnopoazaBucumoil pecnuparopHoil He0oCTaTou-
HOCTH.

b. XpoHuueckoi runepKarnium.
c. ['mnepronun nerkux [162, 163].

d. CHmxeHun (uU3MYECKoro (HyTPUTHBHOIO) CTaryca
— 0COOEHHO JKEHILUHBI.

OrpaHn4eHHBIN MyJl TOHOPOB OINpENeNseT KoJlnde-
CTBO BO3MOXKHBIX TpaHCIIaHTauuid. HarmonansHuas mo-
JUTUKA ONTUMM3HUPYET 3()(HEKTUBHOCTD PaCIIpeICIICHHS
JOHOPCKHUX OPraHoOB I0-Pa3HOMY, B 3aBUCUMOCTH OT CH-
CTeMbl WACHTH(HKALUK JOHOPOB U MPAKTHIECKON/Teo-
rpauuecKoi JIOTHCTUKH.

[TpuopuTH3aIus CPOUHBIX CIYYaeB OCYIICCTBISIETCS
Ha HallMOHAJLHOM ypoBHE [ 164, 165]. ArpeccuBHbBIC Me-
TOJIBI BOCCTAHOBIICHHSI HyTPUTUBHOTO CTaTyca CIeayeT
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paccMarpuBaThb y BCCX MALIUCHTOB CO CHIDKCHHOM Mac-
coit TCJIa, KOTOPBIC MOT'YT OBITH HaIlpaBJICHbBI HA TPAHC-
IIaHTallUuIO JICTKUX.

8.3. Kaxue xapakxmepucmuku nayueHma mo2ym
npensimcmensanms 6HECeHU 8 JUCH
0HCUOAHUS HA MPAHCHAAHMAYUIO 1e2KUX NPU
MyKogucyuoose?

Wckmrouenust nasi TpaHCIDIaHTAIMM Jerkux [151]
BKJIIOYAIOT:

. 3JI0Ka4eCTBEHHbIC HOBOOOPA30BaHUsI B TCUCHHE TIO-
cienaux 2 yiet. OObIYHO TpeOyeTcs, YTOOBI TTePHOT
PEMHCCUH COCTABISLT S JieT. MOXKHO paccMaTrpHBaTh
BOIPOC O TPAHCIUIAHTAIMH TPH HAJTHYUH KOXKHBIX H
HEKOTOPBIX YPOTCHUTAIILHBIX BUIOB paKa.

f. Henzneunmast nucyHKLUS APYTOrO KU3HEHHO BaXK-
HOTO opraHa (Harpumep, cepua, NedeHu, IoYeK).

g. XpoHuueckasi BHelleroyHass WHGEKIWs (Hanpumep,
rermatut B, remarut C, BUY).

h. Tsoxenas nedopmanms ckenera.

1. [IpomomxkuTtenbHas HA3Kas PUBEPIKEHHOCTD K JieUe-
HUIO WIH HEPETYIISIPHOE NOCEIECHUE KIIMHUKU.

j- HemsneunMoe mcuxonormyeckoe COCTOSHHE, KOTO-
po€e orpaHMYMBAaET BO3MO)KHOCTh Y4acTBOBAaTh B Te-
parum.

k. OrcyTcTBHE yCTOHUMBOM CHCTEMBI COLMATIBHOM MO~
JEPKKH.

1. TokcuKkoJOrMuecKas 3aBUCHMOCTh (HAIIpUMeEp, ai-
KOTOJIb, TA0AK B TEUCHHE MPE/IIECTBYIONINX 6 MeCsI-
1IeB).

BonbmmHCTBO ciy»0 MO TpaHCIUIAHTAIUK HE TPH-
HUMAIOT Ha 00CJIeI0BaHNE TIAIIMEHTOB C HATMYMEM XPO-
Huueckol nHpeknun Burkholderia cenocepacia w/mnm
Mycobacteria abscessus (M. abscessus).

BosnetictBue undekimu M. abscessus ocTaeTcst Hesic-
HBIM, XOTS HEJJABHHUE UCCIICIOBAHMS TOBOPSIT O MOBBIIICH-
HBIX TIOKa3aTeNIIX MOCTTPAHCIDIAHTAIIMOHHON HH(EKITHH,
TpeOyrolieil HHTEHCHBHON Teparvy, YTO He BCera yBe-
JTUYNBAET CMEpPTHOCTEH [166, 167], M. abscessus dacto
CBSI3BIBAIOT C TMOBBIICHHON 3a00JIEBAEMOCTBIO TIOCIE
TpancmanTanuu. [Ipu paccMoTpeHun Bompoca O COOT-
BETCTBHUH JIJIS1 BKITFOUCHUS B JINCT OXKUIAHUS YIUTHIBACTCS
MOJIOKUTEIHLHBIN pe3ysIbTaT aHAIN3a MOKPOTHI U HAJTHIHE
nonupe3ncTeHTHOro M. abscessus [168].

Peurenvie mpu Apyrux WHPEKHUAX (Hampumep, mo-
JUPE3UCTeHTHble Pseudomonas —aeruginosa, BUIBI
Scedosporium w Clostridium difficile) 3aBUCHT OT MeCT-
HOW TIOJIMTUKU U OMbITa TPAHCILIAHTOJIOTOB M TPeOyeT
Oosiee 1eTaIbHOTO 00CYKICHUSI.

TpancnmanTanusi JErKuX WM KOMOWHUpOBaHHAS
TPaHCIUIAHTALUSl «IIEYCHB/IETKHE» TpeOyeT BCECTO-
POHHETO 00CYX/IEHHsI Y MAMEHTOB ¢ TsHKeJIoH (hopMoit
OOJIE3HM JIETKUX W TMOPTaJbHOW rumeprensueit [169].
TpancnnaHTanys MeYeHW NpPU MYKOBHCLHUI03€ MOXKET
BBI3BATh OoJiee TSKENbIe OCIIOKHEHUsSI, YeM TpU Hallu-
YUK JpyTux nokasanuii [170-172].

[loBTOpHAas TpaHCIUIAHTALUS MOXET OBITH PACCMO-
TpEeHa IPHU ONPEIEIICHHBIX 00CTOATENILCTBAX Y HEKOTO-
pbIX penunueHTos [173].

8.4. Kaxue ocnooicneHuss MyKosucyuoo3a Haoo
JleYUms npescoe 6ce2o npu no020mosKe K
Mpancniaumayuu 1e2kux?

OnTtuMu3zanys HyTPUTUBHOTO CTaTyca SBISIETCS TIPH-
OpPHUTETOM JJIsl TIAIIMEHTOB, KOTOPBIE HAXOAATCS B JIUCTE
OXHJIAaHWA, HO HE JOIDKHA OBITh CyIIECTBEHHBIM (PaKTO-
POM, KOTOPBIH 3aJIep>KUBAET BKIIFOUEHHUE B CIIMCOK [161].

Huaber, cBszannblii ¢ mykoBucimno3om (JICMB),
BeisBIsieTcsl y 40-50% manmenToB mpu o0CieI0OBaHUH 1
pa3BUBaeTCS TOCE TpaHCIUTaHTaruw eme y ~20% ma-
eHTOB. [lOBBIIEHHAs! CMEPTHOCTh, HH(EKIIMK U CBS-
3aHHAs C OTTOP)KEHWEM TOCTHTAIM3AIMsI HaOIIOIaNCh
y nmanuenToB ¢ JICMB npu tpancrurantammu [174, 175].
Onrumuzarmsa koHTposst JICMB umeer Oomnbiioe 3Hade-
HUE IS TAITUSHTOB B JIUCTE OXKumanus [175, 176].

Xponnueckasi 6one3np mouek (XbII) BcTpeuaercs y
MHOTHX B3POCIBIX MAMEHTOB ¢ MyKOBHCIIHIO30M, U TI0
BO3MOXKHOCTH CJIEAYEeT OTPAaHUYHTh 1035l HEYPOTOKCHY-
HBIX TIPErapaToB Mepes] MPOBEACHUEM TPAHCIUIAHTAIIUN
[177]. Bnustare MONMTOBPEMEHHOTO CHCTEMHOTO UCTIONb-
30BaHMs aMMHOTIIMKO3UIOB MEpe] TPaHCIUIAaHTAIel Ha
MOYEYHYI0 (DYHKIHUIO ITOCIIE TPAHCIUIAHTAIINN HEU3BECT-
HO [178]. MHrubutops! KajablIMHEBPUHA, TUIIEPTOHUS U
JICMB 6butu cBsizansl ¢ pa3putueM XbII mocie Tpanc-
TUTAaHTAIUH.

Octeomnopo3 (24%) u ocreonarus (38%) HaOImr0-
JAIOTCA Y TMAalMEeHTOB ¢ MyKoBuciumo3oMm [179]. buc-
(doconarHas Tepanmus MOXET MOTPeOOBaThCS ISt
MOJJICPIKAaHUST M YIYYIICHUSI COCTOSIHUSL KOCTEH rmepen
TpaHCIIaHTalueH.

CucremMHBIE KOPTUKOCTEPOU/IbI HEOOXOAUMBI IJIsl He-
KOTOPBIX MAIMEHTOB € IPOrpeccrupyromiel 00Ie3HbIO Jier-
kux (Hampumep, ABPA). Cuuraercs, 4yto orpaHnveHue
CYTOYHOM J03bI IPEJHN30JI0HA 10 <15 MI//eHb yCKopsieT
MIPOLIECC 3aKUBJICHHS M YMEHBILIAET PUCK ITOCIIEOEpaliy-
OHHBIX MH(EKIMH U AajbHeHIIee CHIKEeHNE TUIOTHOCTH
KOCTEeH, XOTs1 HeOOXOUMOCTh 00JIee BBICOKUX 7103 HE HC-
KJIFoUaeT MpoBeAeHUs TpaHcIuianTanuu [180].

XoTs mporpaMMmbl TPaHCIUIAHTALlMM BO BCEM MHpPE
ONUPAIOTCSl Ha  Pa3Hble PYKOBOISIUE NPUHLUMIBI U
NpEeAyCMaTpUBAIOT Pa3Hble CPOKH, JIMIA, KOTOPBIE 3110-
YIOTPEONISAIOT aJIKOTOJIeM WM UMEIOT HapKOTHUYECKYIO
3aBUCUMOCTb, OLICHUBAIOTCS IJIs1 ONPENEIICHUs IPUT0-
HOCTH. 3aTe€M Jar0TCsl PeKOMEHAALMH O peaOuInTaluu 1
MPOBOASATCS] KOHCYABTALMU IEPEe BKJIIOYEHUEM B JIUCT
OXMJAHUS, MU 00CYKAAI0TCS YCIIOBHS [UIsl BKIIOUCHHUS
B JIUCT OXKHJAHMA. YIy4LICHHE COCTOSHUS C IOMOIIBIO
JIETOYHON peabuInTaluy UM CTPYKTYPUPOBAHHOM IPO-
rpaMMBbl yIPa)KHEHWH CUNTACTCSl BaXKHBIM JJIS1 AlUEH-
TOB, KOTOpPbIE aKTMBHO OXKHJAIOT TpaHCIUIaHTauuio. B
HEKOTOPBIX CITydasiX MalMeHTh! OANNCHIBAIOT KOHTPAKT,
KOTODPbIM O0OS3bIBACT HE YNOTPEONSATH aJIKOTONb WIH
WHbIC 3aNPEICHHbIC MM BBI3BIBAIOLINE NPHUBBIKAHHUE
BEILIECTBA, M COIIAIIAIOTCsl OECCPOYHO MTPOXOAUTH MPO-
BEPKM Ha HAPKOTUKU W/WMJIM aJKOTOJNb KaK B OXHIAHUN
TPAHCIUIAHTALUH, TaK U MOCTIE HEee.

C MCHUXOIOTHIECKON TOUKH 3PEHUS BaXKHO ITOMOTAaTh
MaIIeHTaM COXPaHATh HANIEXKIY, HE aBaTh UM TalaTh
JIyXOM W JOBOAHUTH ceOsI 0 HEpBHOTO HCTOmeHus. [la-
IIAEHTHI, OKUIAIOITNE TPAHCIUIAHTAIINH, U UX POJACTBCH-
HUKH TOBOPSIT, YTO OKHUIAHUE — CaMBIH MYYUTEIBHBIN
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9Tan TpaHCIUIaHTauuu. [loMomp nauueHTaMm mepex
TpaHCIUIaHTALUEH JOJKHA BKIIOYATh MEPONIPHUATHS, Ha-
IpaBJeHHbIE Ha 60pBOY co cTpeccom [181].

8.5. Ilpu kaxux oocmosmenvcmaax ciedyem
nposooums unseazusuyto MBJI y nayuenmos ¢
MYKOBUCYUOO30M?

IIpumenenune wunBazuBHoM WMBJI y nanueHToB C
00JIe3HBIO JISTKMX B TEPMUHAJIBHON CTaJMUU SIBJISCTCS
CIIOPHBIM H CBSI3aHO C IUIOXUMU ucxogamu [182].

Crnenyer B3BECHTH ATy BO3MOXKHOCTH JUIsS TAIMCH-
TOB, Y KOTOPBIX JbIXaTelIbHASI HEIOCTATOYHOCTh Pa3BH-
BaeTCs MPU HAJIMYUU 000CTpsIFOIIero (akropa u B CIy-
YasX, KOTJla MOXXHO PacCYMTHIBATH Ha BOCCTAHOBIICHHE
(HarmpuMep, MAacCHUBHBIM T'e€MOITU3UC, THEBMOTOPAKC,
TpUIII, Oocaeonepauonnbiit yxon) [182, 183].

TpancrmaHTanus Ha anmapare WCKYCCTBEHHON
BEHTHIISAIIMY JIETKUX CBs3aHa ¢ Ooyiee BBHICOKOW paHHEH
CMepTHOCTHIO [184], mpeayaraeTcst TOJIbKO B UHIUBUTY-
ANBHBIX CIyYasX W HE BCEMH CITy)KOaMH TpaHCILIaHTa-
nuu. OOBIYHO ATO MPOMCXOIUT TOJHKO C IMAlMEHTaMH,
KOTOPBIE 3aBEPIIIIN TOATOTOBKY K TPAaHCILIAHTAIIUA JI0
TTOJTKITIOUEHUS K arapary.

Hexortopsie yupexxneHwst, MpOBOISAIIIE TPaHCIIIaH-
TaIUI0, PACCMAaTPUBAIOT TPAHCILIAHTAIINIO y TIAIIMEHTOB,
KOTOPBIM TpeOyeTcsl IKCTpaKopropaibHas MeMOpaHHas
okcureHanus (ECMO) npu Tsoxelroi ApIxareIbHON He-
JOCTaTOYHOCTH. OTYETHI O TAaKWX CIydasX IMPOJAEMOH-
CTPUPOBAIN OTIHYHbIE pe3ynbTaTsl [185-187]. TecHslit
KOHTaKT KOMaH/IbI TI0 MYKOBUCIIHI03Y M CITY>KOBI TpaHC-
IJTAHTAINU SBJsIeTCS 00s3aTenbHBIM 0 Hadata ECMO.
ECMO u BeHO-BEHO3HBIE BCIOMOIaTeIbHbIE YCTPOUCTBA
JUTSL JIETKUX YCTEITHO HCIOIB30BAMCH JIJIS Tepexoa K
TpaHCIUIaHTauu Jerkux [188].

8.6. Kakxue mepaneemuueckue memoovl 8adlcHbl
OJ1s1 NAATUAMUSHOU NOMOWU RAYUEHITY C
MYKOBUCYUAO30M ?

TpeOyercss mpuCTYNUTh K OOCYXKICHHIO 3apaHee
(BKIIOYAs BOBMOXKHOCTD TPAHCIUIAHTALIMH ), YTOOBI 1aTh
BpeMs s TICHXOJIOTMYECKOM ajanTallid U B3BECHUTH
BO3MOYKHBIE BapHAHTBI, MOCKOJIBKY 4acTO UMEET MECTO
HelooHUMaHue. Bpad nomkeH moroBoputh 06 yxozae B
TEPMUHAIBHOMN CTaUH C MAIlUEHTOM U €0 POICTBEHHHU-
KaMH U MPHUBJIEYb K ’TOMY MHOTONPO(QMIBHYIO KOMaHY.
[Ipu 5TOM HyXHa cepbe3Hasi ICUXOIOrnYecKast MOIePxK-
Ka (HarmpuMep, YTOObI TOMOYb CIIPABUTHCS C HECUACTHEM
1 IpoBecTH padoTy ¢ wieHamu cembn) [189].

CHMITTOMBI, KOTOPBIE 3a4aCTYIO TPEOYIOT KOHTPOJIS:
OJIBIIIIKA, OOJh B TPYIH, TOJOBHBIE OOJM, YCTAIOCTh U
mioxoe kadectBo cHa [190]. bonbIioe 3HaUYeHHE UMEIOT
WCTIONh30BAHNE HAPKOTHYECKUX aHAIBI€THKOB, aHKCH-
ONTUTHKOB, TOJJICPIKKA KIMPEHCA JBIXaTeNbHBIX TyTeH,
MIPUMEHEHUE TICHXOJIOTHYECKUX CTPATEeTHH, KHCIOPO-
Hasl 1 HEMHBa3UBHas BEHTWIALMH Jierkux [92, 150, 191].
[TannmaTrBHAS TOMOIII TOJKHA OBITH MHTETPUPOBaHA B
TTOBCETHEBHBINA YXOJI 32 MAIUEHTOM C MYKOBHCITHI030M
[192], mpu »TOM KOMaHJa I0J>KHA NOJy4aTh HOIACPKKY
CTETMAIUCTOB T10 MaJUTMATHBHON ITOMOIIIH, YTOOBI JIy4-
e KOHTPOJIMPOBATH CUMIITOMBI B CITydae HEOOXOIUMO-
ctu [190, 193, 194].

Bananc mexy 3¢ (eKTHBHBIMU, aKTUBHBIMH METO/Ia-
MU JICYCHUS Ha (POHE aJCKBATHOTO KOHTPOJISI CAMIITOMOB,
MOXET OBITh 3aTPy/IHEH, 0COOCHHO Yy MAI[EHTOB, OXKUIa-
roiux TpaHciwianTamumio [ 190, 195]. B ycnoBusix 6sicTpo-
TO YXYAILICHUS, KOTJIa YEJIOBEK TOTOBUTCS K TPAHCIIAaHTa-
L[UU, PCLLICHUE BOMPOCOB, CBSI3aHHBIC C 3AKIIOYUTEIHHBIM
9TaroM >KU3HU, CTAHOBUTCS YacThIO JieueHus. [Ipu Takux
0OCTOSITEIbCTBAX MOXKET TOHAIOOUTHCS KaK aKTUBHAS,
TaK U HaJUIMaTuBHAs nmomouls [ 181].

Jaxxke ecrmu mpeanonaracTcs TPAHCIUIAHTAIUS, Te-
YEHHE MYKOBHCIHI032 MOXKET OKa3aThbCsl HEMpencKa-
3yeMbIM, W CIPOTHO3UPOBATH KOHEI[ JKU3HH ObIBACT
HEenmpocTo. 3a06IaroBpeMEeHHOE MIAHUPOBAHUE TIOMOIIN
MO3BOJIICT TAIMEHTY M KOMaHJE MO MYKOBHCIHIO3Y
HAJICATHCSI HA Jy4Iliee, HO TOTOBUTHCSA K XYILIEMY).
Takoe mIaHUpOBaHHE — 3TO OOCYKICHUE, B KOTOPOM
YUYACTBYIOT MAI[MECHT, KOMaHJa M0 MYKOBHCIHIIO3Y, a
€CJIM HY)KHO — YJICHBI CeMbHU H/WIH PY3bs. Jluckyccus
MO3BOJISIET BhIPAKATh 03a00UEHHOCTh U BBICKA3bIBATH U
3aMUCHIBATh MPOCHOBI MM TOXKETAHUS OTHOCHTEIBHO
OyayIiero yxosua.

KoHTpOJIb CUMIITOMOB HE MCKIIIOYAET TPAHCILIAHTA-
LIMIO JIEFKMX, OJHAKO HEOOXOAMMO, YTOObI KOMaHIa I10
MYKOBHUCIHI03Y MOIACPKHBAJIa TECHYIO CBSI3b C KOMaH-
Io# 1o TpancmianTanuu [190].

CMepTh TarmeHTa OKa3bIBAeT CEPbe3HOE BO3ICH-
CTBHUC Ha APYTHUX NAUCHTOB U COTPYAHHUKOB LEHTpA.
Crnenyer oka3bIBaTh MOJACPIKKY APYTHUM IAlUEHTaM C
MYKOBHICIIHIO30M M METUITMHCKOMY TiepcoHamy [190].

8.7. Kaxue ¢paxmopwi sasicHvl npu 6b100pe mecma
VX00d 3a YMUPAIOWUM C MYKOBUCYUOOZ0M?

JKenmanus mamueHTa W €ro POICTBEHHHKOB HTPAIOT
KITIOUEBYIO POJIb JIJIS IPUHSTHS PEIISHUH O TOM, T/Ie Clle-
yeT yXa)XUBaTh 32 YMHUPAIOIIAM ITallHEHTOM, U KaKHe
MEPBI CIIEAYET MPUHATH NIl BBITOTHEHHS dTHUX TTOXKEa-
Huii [196]. BaxHO y4UThIBaTh BO3MOKHOCTb MOAIEPIKKU
Ha JIoMy Uit 3G (EKTUBHOTO KOHTPOJISI BCEX CHMITTOMOB
(HarmpuMep, OYMWIIEHUE NBIXaTeIbHBIX IMyTeH, CBOEBpE-
MEHHOCTb KyITHPOBAaHUS CUMIITOMOB).

Bo3MOKHO, MaIMEHT MPearouTeT, YTOObl 32 HUM
YXaXKWBAJIM 3HAKOMBIC WICHBI TIepCOHala B TIPUBBIYHOM
oOctanoBke [197], u, kak 9acTo cirydaeTcsi, IpUMeT pe-
IIeHHUE MOTy4arh oMok B 6ompauUIe 190, 198].

AKTUBHOE BeJ€HHE IAIlMEHTOB IS MAaKCUMAaJIbHOIO
KYIHPOBAaHUSI CUMIITOMOB 4acTO MPOAOJIKAETCS B TE€Ue-
HUE KaKOT'0-TO BPEMEHH, U HEOOXOUMO yUUTHIBATh, YTO
AKTUBHOE JIEYEHUE MOXKET BCTYNHUThH B MPOTUBOPEUHE C
ONTUMU3ALKUEN KOHTPOJISI CHMIITOMOB.

JKusnenHo HeoOXOAMMO, YTOOBI YJIEHBI KOMAHIBI,
MIPEJCTABUTEIN MECTHOTO 3/JpaBOOXPAHCHHUS (B TOM YHC-
JIe OKa3bIBAIOIINE MMEPBUYHYIO MEIUIIUHCKYEO TIOMOIIIH),
MAIMEHT ¥ €r0 POJCTBEHHUKHU IMOJJICPKUBAIN TECHYIO
CBSI3b MEXKJTy COOOH.

8.8. Kak cnedyem cnpagnamscs ¢ 0CIOMCHEHUAMU,
CBA3AHHBIMU C MYKOBUCYUOO30M, 8 MeyeHue
60CCMAHOBUMENLHO20 NEPUOOA NOCIIE
MPAHCRAAHMAYUY Te2KUX?

HOCHC TpaHCHHaHTaHI/II/I JICTKUX BAXKHO HpOI[OJ'I)KaTB
KOHTPOJIMPOBATh OCIIOKHEHHUS MYKOBHCIIHI03a (HampH-
Mmep, ACMB, octeonopo3, IKH). Bo mHOTHX ciydasx
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ciry’k0a TpaHCIUIAaHTALMH OCYIICCTBIISICT TOJHBIA yXOJ
3a nanueHToM. OJIHaKo IEHTP MO0 MyKOBHUCLUA03Y JOJ-
JKEH OCTaBUTBCS JOCTYMHBIM JAJIs OKa3aHUs MOMOILHU B
ciyyae Heobxoaumoctu. Kpome TOro MoxeT MOHaI0-
OWUTBCST COLMATIBLHO-TICUXO0JIOTHYECKAsl TOAJCPIKKA ISt
JICYCHUS TICUXOIIATOJIOTHHU (HAaIlpUMep, NICHX03a, CBSI3aH-
HOTO C HApKOTHKAaM{ WJIH MOCTTPaBMAaTUYECKUX CTpec-
COBBIX pEaKIuil).

Jlaxke KOT/Ia MarueHThl HaXOAATCs B XopouieM (u3u-
94eCKOM COCTOSIHUHM TTOCJIE TPAHCIUIAHTAIUU, OHH MOTYT
CTOJIKHYTBCS € IPOOIIEMaMH 10 BOCCTAHOBIICHHUIO CBOUX
MPEXHHUX COLHAIBHBIX POJICH, HAIIPHMED, C YWICHAMH ce-
MbH U mapTHepamu. [Ipoune GpakTopsl pucKa BKIFOYAIOT
(hvHAHCOBBIE TPOOIEMBI (B TOM YHCIIE MOTEPIO IMOCO-
Owmif), 3aHATOCTh M 0Opa3oBaHue. Ha 310 HaknambIBaeT-
Csl CTpecc OT HEOOXOAMMOCTH M3MEHUTh 00pa3 >KU3HH
(HampuMmep, perynsipHasi Gpuzndeckas akTHBHOCTb, 3710~
pOBOE IUTaHKE, BO3JECP)KaHNE OT aJIKOTONIS M Tabaka) u
CTPOTO MPUACPKUBATHCS PEKUMA JICUSHHUS (HarpuMmep,
CBOEBPEMEHHO MPUHHUMATh JIEKapCTBA, YaCTO TOCENIaTh
Bpaya, COOII0AATh MUIIEBbIE OTPAHUYCHHS X 3aHIMAThCS
pouIaKTHKON HHPEKIHi). B 3TOT mepuos nanuenTy u
YJICHAM CEMBH MOYKET OTPeOOBATHCS TICUX0COLMATIbHAS
TIO/IJICPIKKA.

9. IIcuxoconuaabHas MOMOIIEL

Amucrep Jadd (Benmukobpuranus), [laBma Xoakosa
(Yexwus), Maitst Kupzenbaym (®@pannus), Xenen Oxcin
(BenukoOpuranus).

’Ku3Hb ¢ MYKOBHCIHI030M MOXET OBITH IMOIHO-
HaJbHO W (PU3UYECKH CIIOKHOW ISl TAIIMEHTOB M WX
POICTBEHHUKOB. 3a00JIeBaHNE U €T0 JICUSHHE BIHUAIOT Ha
CIIOCOOHOCTH CTIPABIATHCS C TIOBCEAHEBHBIMH 3a/1a9aMU
Y HEOXKUJIAHHBIMH CHUTYaIUsIMHU. XOpoIasi MCHUX0COIH-
aJbHAs TIOMOIIH TeTleph WHTETPUPOBAHA B KOMAHLy MY-
KOBHCIIH/I032, W CYIIECTBYET OOIIMPHBIA KOPITYyC JTUTE-
patypsl, KoTopas onpeaenser ee 3anadu [60, 199, 200].
OCHOBHOE BHUMAaHHE B 3TOM ITIaBE YIEISIETCS KITFOYEBBIM
TICUXOCOIMANTBHBIAM TIpo0OIeMaM U PEKOMEHIAIUAM TI0
okazaHuio momomu. lloBeneHueckne BMemNIaTenbhCTBA
IpH TIpoOIeMax ¢ MUTaHUEM B MJIaIEHYECKOM U JETCKOM
BO3pacTe paccMaTpHUBAIOTCS B pasaene 6 (6.6). Bompocsr
0 yXOAy 3a HEW3IEYUMO OOJNBHBIMH TAIleHTaMu 00-
Cy’KIaroTcs B paszene 8.

9.1. Kakxosvl ocrogHbie d1emeHmbl H000epIUCKU
pooumeneti 8 nepeulil 200 NOCie NOCMAHOBKU
ouaznosa?

Jnarno3 MyKOBHCIMJIO03 B OOJIBIIMHCTBE CIIy4yacs
CTaBHUTCSl BO BpPeMsI CKPHHUHIAa HOBOPOXKACHHBIX, KOTO-
pBIi HampaBlIeH Ha MHUHUMH3aLMIO 3a00JIEBAEMOCTH U
cMepTHOCTH. ONHAKO CIIEAYeT MPHU3HATh MOTEHIHAIIb-
HbIE HEJI0CTaTKX Takoro rnoaxoja [12]. [locranoBka aua-
HO32 MYKOBHCIIMJIO3 SIBJISIETCS TPAaBMaTU4HOM, 0COOEH-
HO eciM y peOeHKa HeT Ipyrux 3adoneBanuid. Ponurenu
HE BEpSIT, YTO 3TOT JUArHO3 PeajeH, U 3TO MOXKET Mpo-
JoIKaThesl JoBosibHO foiaro [199]. Cnenyer mpoBectn
MIPEBEHTUBHYIO KOHCYJIBTAllMI0O U OKa3aThb POTUTEISIM
SMOLHOHAIBHIO MOJJICPKKY, YTOOBI MOHSTH (1) B KaKou
Mepe OHHM OCO3HaNu MH(popMaruio, (ii) Kak oTpearupo-
BaJIM Ha JUarHo3 M (iii) KakOBbI X PECYPCHI, CTHIIb TIpe-
OZI0JICHUSI TPYAHOCTEH M MOTPEOHOCTH B TIOIJCPIKKE.

Poaurenu nomkHbI U3y4UTh UHGOPMAIUEO O TOM, KaK
pacTteT u pa3BUBaeTCs PEOCHOK C MyKOBHCITHJI030M, U Hali-
TH BEPHBIN OalaHC MEKIY MOJICPIKAHUEM €r0 3I0POBbS
1 (hopMHUPOBAHUEM XOPOIIIeH caMOoIieHKA. OHU TOIKHBI
HAJIEAThCS, YTO UX PEOCHOK CTaHET B3POCIBIM U CMOXKET
BECTH MOJHOLICHHYO JKU3Hb, HE OTCTaBasi B CBOUX JIOCTH-
JKEHHUSX OT 370POBBIX CBEPCTHUKOB. KOHCYJIBTHpOBaHHE
MIOMOTAET PEIINTh CICAYIONINE KIIIOUSBBIC 3a/1a4H:

a. HamaauTe euenne, KOTOPOE AOIKHO CTATh YaCThIO
MTOBCEIHEBHOM H3HU PEOCHKA.

b. ITomoun POAUTEIIAM IMPUHATH U BBIINIOJHATHL BCC HA-
3HA4YCHUA.

c. [IponndopmupoBaTh POACTBEHHHKOB H JIpy3ed O
COCTOSTHUH 37IOPOBBS peOCHKA.

d. O6ecrnieunTh ICUXOCOIMAIBEHOE HAOIOACHIE 3a PO-
JUTENSIMHU, a TIPU HEOOXOMMOCTH CEaHChI TEPariu
JUTSL CYTIPYKECKHX Tap.

e. Obecneunts MH(OPMALUIO O JOCTYIHOW (PUHAH-
COBOM MOJJEPKKE/IBroTax/mocoousx u APYTHX
HCTOYHHKAX MOJICPKKH.

f. [ToMoub COPHEHTUPOBATHCSI B HHTEPHETE M COLIHAITb-
HBIX CeTSAX JJIsI JIOCTyINa K JIOCTOBEpHON MH(OpMa-
LMY O MYKOBHUCLIM/I03€ X HOBBIX METOAAX JICUEHHUSI.

9.2. Kakxum obpazom ciedyem npedomspauamo,
BbISAGIAMD U YCIMPAHAMb NPODTIEMbL
NCUXUYECKO20 300P06bS?

YacroTra mernpeccud U CUMITOMOB TPEBOXKHBIX CO-
CTOSIHMM Yy MAlMEHTOB C MYKOBUCUUIO30M M UX POAM-
tenei mzydanack B 2014 romy [201], mpu aToM ObLIO
YCTaHOBJIEHO, YTO MOBBIIIEHHBIE TOKA3aTEIN CBSI3aHBI C
HU3KOW NMPUBEPKEHHOCTBIO K JIEUEHUIO, Xy/IIINM Kade-
CTBOM JKM3HH U HEOIAronpusTHBIMH UCXoJaMH. B oTBeT
Ha 3T0 MeXIyHapOJIHbIH KOMHUTET MO MNCUXUYECKOMY
3nopoBbio (ICMH-CF) omy6nmukoBasr peKOMEHIAINA TI0
po(UITaKTHKE, OLIEHKE H JICYSHHIO JIETIPECCUU U TPEBO-
JKHBIX cocTostHUH [202].

Komanna mo MykoBUCHUA03Y AOKHA €KETOTHO BbI-
SIBIIATH CUMIOTOMBI TICUXHYECKUX PACCTPOUCTB y Mallu-
€HTOB C MYKOBHUCIM/030M (HauuHas ¢ 12 5et) u poau-
TeJeH eTel U MOJIOABIX JIIOJEH ¢ MyKOBHCLIHI030M. B
PYKOBOJZICTBAX OITHCHIBACTCS TICHXOMETPHYCCKUN CKPH-
HUHT | TIOCTIely olre MeTobl Habmonenus [202]. Ecin
B KOMaHJI€ 110 MYKOBUCUUIO03Y HET MCUXOJIOTa, CIEeAYEeT
paccMOTpeTh HANpaBICHUE B IICUXUATPUUECKUE YUPEK-
nenus. llcuxomor mo MyKOBHUCHHIO3Y TaKKe IOJDKCH
€XKETOTHO OICHMBAThH JIPYIHE CEpbe3HBbIC MW BO3HUKA-
FOIIIHE TIPOOJIEMBI SMOITMOHAIEHOTO 3I0POBBS U IMPoOIIe-
MBI, CBSI3aHHBIE C OpraHu3anuei tedenus (cM. Cranmap-
Tbl okazanus nomouu ECFS, opranuzanust mocryma K
CrelragucTaM-rcuxosuoram [7]).

[Ipu HEoOXoaMMOCTH cledyeT MOAepKUBATh TICH-
XOJIOTHUYECKOE BMEIIATENbCTBO C YYETOM NMPAKTHYCCKHX,
COLIMANILHBIX, 00pa30BaTENbHBIX M MPOQECCHOHATBHBIX
MOTPeOHOCTEH MaMEeHTOB 1 UX onekyHoB [203].

9.3. Kak noooepoicusams ncuxocoyuarbHyio
VCMOUYUBOCIb 8 NEPETOMHBLE MOMEHIbI
U Peodonesamy CEA3AHHYIO C HUMU
RCUXOCOYUATILHYIO YAZ6UMOCTb?

HepCHOMHBIe MOMCHTEI CBA3aHbI C CEPHE3HBIMU U3-
MCHCHUSAMHU JIMYHBIX IJIAHOB U IMEPCIICKTUB PA3BUTUSA
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JJIsL HIOHCﬁ C MYKOBUCIIUZIO30M U C OTBCTCTBCHHOCTBIO,
KOTOPYIO HAKJIaABIBAKOT TAKHUC U3MCHCHUS.

[lepenoMHBIE MOMEHTHI:
a. Apanranusi poIuTeNIeH K THarHo3y MyKOBHUCITHIO3.

b. Hagano oOyuenwust; eTCKUil caf, HadalbHas U CTap-
1rast KoJa.

c. [lepexon oT neueHust pOIUTENIMU K CaMOCTOSITENb-
HOMY JICUEHHIO.

d. ITepexox u3 nenuaTpUYECKUX OTACICHUN MEIUIIUH-
CKOTO YUPEXKACHHS BO B3POCIIbIE.

e. TpynoycTpoiicTBO WM HanpHEiIIee o0y4eHue.

f. TloTepst HE3aBUCUMOCTH (HAIpUMED, BEIXOI Ha TTCH-
cuto, morepsi (PM3NYECKON aKTUBHOCTH U (DyHKITH-
OHUPOBAHUS, POCT OIPAHUYCHUH, CBSI3AHHBIX C JIe-
YEHUEM, 3aBUCHUMOCTH OT JIMII, OCYIICCTBIISIFOIIUX
YXOJ1, HAJIBUTAIOIIASICS TPAHCTUIAHTALINS ).

g. [ToMo11b B KOHIIE KU3HMU.

[cuxocoumnanpHasi yCTOWYMBOCTh — 3TO CHOCO0-
HOCTb BOCCTAHABJIMBATHLCS MOCIIE HETaTUBHBIX COOBITUIN
C OTCYTCTBHEM JIUTENBHBIX AMOIIMOHAIBHBIX Hapyllle-
HU. DTO MHOTO(aKTOpHOE SIBJICHUE, U HE BCE €ro dJie-
MEHTBI Toj1aroTcst u3MeHeHuto [204]. OcHoBHOE BHH-
MaHHEe CJIeIyeT YAENSITh YCHJIECHHIO ICUXOCOIHMaIbHON
MOJIEP’)KKH U YKPEIUIEHUIO HaAeXkAbl (B MEPBYIO Ode-
pelb, ¢ IOMOILbIO MTOATOTOBKHU JETEN K B3POCIION KM3-
HH, TOBBIIICHUIO YBEPEHHOCTH B ce0e M CIIOCOOHOCTH
KOHTPOJIMPOBaTh cHUTyanuio). Creayer NpeBEHTHBHO
paboTaTth ¢ 3MOIMOHANBHON YA3BUMOCTBIO B KaXIbIi
MepPEJIOMHBIM MOMEHT.

9.4. Kaxosbvl sadichetiuiue cocmasisaroujue
NPUBEPICEHHOCMU K JICUEHUID, 8 YACTIHOCMU,
071 UH2ANAYUOHHOU mepanuu?

[oBblllIeHHE TPUBEPKEHHOCTH K JIEYCHHIO, OCO-
OCHHO MTPUMEHUTENIBHO K HeOymaif3epaM, — KITFOUEBOM
MOMEHT JUTSI TIPETYTIPEIKACHHSI TIPOTPECCUPOBaHHs 3a00-
JIeBaHUsl. YCIEIHOCTh MCUXOCOIUATBHOTO BMEIIATEIh-
cTBa ompenemnsiercs (i) cTpeMiIeHuEM KOMAaHIIbI TTOMOYb
manueHTy, (i) hbopMHUpOBaHHEM TOBEPUTEITHLHBIX OTHO-
IICHUH C MAIMEHTOM JUISl TIOBBIIICHUSI €r0 MOTHBAIUH
u (iil) BBIABIICHHEM O0apbepOB M aKTUBHOU TOIACPIKKOU
CTpEMIICHHS TIAIIUEHTA TOBBICUTH KAY€CTBO JICUCHUSI.

h. Komanna nomkHa moanepKuBarh TOTOBHOCTH CO-
TPYJHHYATh W CO3HATENBHBIN IENOCTHBIA MOIXON
K COOJFOZICHUIO PEeKUMa TepaITuK, KOTOPBIHA OmHpa-
ercs Ha dQPeKTUBHBIA 00MeH HH(OpMAaLUeH 1 M-
naruio. OTKpeITOe 00CYysKAeHHE JIFOOBIX BOIMPOCOB
obneryaer Oka3aHWe MOMOIIM C YYETOM WHJIHMBU-
JyaJIbHBIX OCOOCHHOCTEH TMallMeHTa, 4To MoMOora-
€T eMy CTaTh YYaCTHHKOM Tpoliecca ¥ MPUHUMATh
oco3HaHHbIe pemieHus. Komanna nomkHa 00CyXk-
JIaTh TIPUBEPKEHHOCTh K TEPaINuy MPH KaXkKJIOM I0-
CEILICHUM, a CICHUAIUCTBl MO MCUXOCOLUAILHOM
pabore — TOMOraTh 4JieHaM KOMaHIbl BOBJICKATb
MaryeHTa B JUalior ¢ MPUMEHEHHEM HaBBIKOB aK-
THUBHOTO CITyIIaHHSL.

i. YOexjeHue MalHueHTOB, KOTOPbIE B TEUCHHE JJIH-
TEJILHOTO BPEMEHU HApYIIAIOT PEXUM TEpaluy,
He pabotaeT. CrienUanucThl MO MCUXO0COUUAIBHON
paboTe MOKHBI YCTpaHITh CyObEKTUBHBIE WIIN
SMOLMOHANBHBIE TPEMATCTBUS Uil COOMIONCHUS

pexumMa MaudeHTaMU, HE JKEeNAIoMMU MPU3HABATh
poOJIeMbl WK HE UMEIOIUME MoTHBanuu [205].

j. Hexotopbie meTonbl 3QQeKTHBHBI, HO HX IMpHME-
HEHHUE 3aBHCUT OT CTaJIUH Pa3BHUTHS MalMeHTa (Ha-
IpUMep, YIPOLIAET U PETYIUPYET JICUSHNE TaM, T
9TO BO3MOYKHO, PacCeNBAET ONMACEHHsI, CBI3aHHBIE C
JIeYeHHEM | IUTaHUPOBaHUEM PEaOWINTHIIVH, U T10-
MOTraeT perreHuto npoodiem). Kinandeckue uccie-
JIOBaHUS BMEIIATEIBCTB TAKOTO Poja U pa3padoTka
ANIEKTPOHHBIX MPUIIOKEHUH BEAYTCSl HEPEPBHIBHO.

9.5. Kakogvl ocHogible KOMNOHEeHmMbl NOOOEPIHCKU
nayueHmos, KOMmopvim OUdeHO3 NOCMAGIEH 8
NOOPOCMKOBOM/83POCIOM B03pacme?

[TocTaHoBKa TMarHo3a MyKOBHUCIIH]IO3 HE B JETCKOM
BO3pacTe BO3MOXHA 10 LENOMY psiay npuduuH. Takue
MAIMEHTH MOTYT HCIIBITHIBATh THEB U TOAABICHHOCTH
n3-3a 00WIHs UHPOPMAIIUU (IUATrHO3, POTHO3, OECILIO-
JTUE) U MPOOJIEM, CBSI3aHHBIX C MyKOBUCIHI030M. Takue
oMU TpeOyroT Oosiee THOKOTO W WHIWBUIYATH3UPO-
BAaHHOTO TIO/XOJ/Ia, KOTOPBIM OTIMYAETCS OT OKAa3aHUs
MOMOIIM TIAIIMEHTaM, JUATHOCTHPOBAHHBIM B PaHHEM
nercrBe. Oco0oe BHUMAaHUE CIENYET YISISITh MPOTHO-
3y, JIMYHOU MOIJepxkKe, MpodneMaM (GepTHILHOCTH H
aHAJIM3y UCTOYHUKOB MH(MOPMAIMH 110 MYKOBHUCIIHJIO3Y
(HEKOTOpBIC UCTOYHUKHA MOTYT BBOJUThH MAI[UCHTOB B 3a-
onyxnenue) [206, 207].

9.6. Hapywenue numanus u npodiemsi ¢
gocnpusmuem ceoe2o mena y nayueHmos
BIUAIOM HA Nledenue u npoeHos. Kaxogul
KH0Ue8ble KOMNOHEHMbL peuleHUs IMUx
npoonem?

PazHoHanpaBneHHble TpeOOBaHMS MIPU JICUCHUU MY-
KOBHUCLIM103a, B TOM 4YHUCJIIE€ KOHTPOJbL HYTPUTHUBHOI'O
cTaryca, HalleJICHHBIH Ha HAOOp Beca B KyJbTypax, IJie
UjieabHbIM CUYMTACTCS XYyIO€ TEJIO0, COMBAOT MAI[MEHTOB
C TOJIKY B OTHOIICHWHU IMTUTAHUS. HNwmerorcs CBC€ICHUA O HA-
PYIICHHSIX TTHIIEBOTO TIOBEJCHUSI ¥ IPOOJIeMax ¢ BOCIIPHU-
SITHEM CBOETO TeJa y Jitofei ¢ MyKoBucimmozom [208].

Juerorepanus J0MKHA YUUTHIBaThH OTHOILIEHUE Ta-
UEHTAa K eJie, CBoel (urype ¥ BHEIIHEMY BHUIY, a HE
MPOCTO COCPENOTOUNTHCS Ha MOTPEOJICHUH KaJlopud u
Habope Beca. OneHKa MOTPEOJICHUSI MHUTATEIbHBIX Be-
IIECTB JIOJIKHA BKJIFOYATh BOIIPOCHI, Kacaroluecs mnepe-
YHCIICHHBIX aCTIEKTOB, M IUETHUYECKUE PEXUMBI Ha OCHO-
BE U/Iel PaBUIBHOTO MUTAHUS.

JomxHbl OBITH IOCTYNHBI 00pa3oBaTeNbHBIE MPO-
rpaMMmbl Uis MH()OPMHPOBAHHS JIOAEH C MYKOBHC-
LUI030M O NHILIEBAPEHUH, MOTPEOJICHUU KaJopui u
pacxXolloBaHUM SHEPruu IpU MyKoBUCIUAo3e. Bpauw,
paloTaromue ¢ nagueHTaMu ¢ MyKOBHUCIIHI030M, JOJIXK-
HBl YMETh BBISBIISITH HAPYIICHHUs [TUILEBOIO OBEACHUS,
YTO TO3BOJIUT CBOEBPEMEHHO MOJKIIOUUTH K PEIICHUIO
npoOJIeM TUEeTOJI0ra U TICUXOJIOTa.

9.7. Kaxk cnedyem pewams Kiiouegvle
RCUXOCOYUATbHBLE NPOOTIEMbI 83POCIOU JHCUZHU C
MYKOBUCYUOO30M ?

OcHoBHBIE MPOOJIEMBI BO B3pociioM Bozpacte: (i)
MYKOBHUCIIMJIO3 YCJIIOXKHSET OOBIYHBIC 3aauu, (il) mpu-
HSTHE CIIOXKHBIX PELICHH (Harmpumep, riaHbl mpodec-
CHOHAJILHOW JKHU3HH, POXKJIEHHE peOCHKA WM PEIeHHUs
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o sedeHun), (iii) 6opp0a ¢ yXyIIIAFIIUMCS COCTOSIHH-
€M 37I0POBbsI, TIOTEPS] MOOMIILHOCTA U HE3aBUCUMOCTH,
HOBBIC OCJIOXKHEHHUs/ JMArHO3bl (Hanmpumep, Juader,
CBSI3aHHBIM C MYKOBHCIUI030M), (iV) HU3Hb C HEH3JIe-
YUMBIM 3a00JICBAHUEM — OXKUJIAHWE TPAHCIUIAHTAIHH
W/WIM OpTaHu3alus MOMOIIHM Ha TePMHHAIBHON CTaHH
(cMm. pazzen 6). C BozpacToM 3TH NPOOIEMbI MOTYT IPH-
BECTU K YCWJICHHIO TPEBOTH W JICIPECCHUHU, CHUIKCHUIO
CaMOOIICHKU U TPYAHOCTSIM B OTHOIIeHHsX. Komanma
10 MYKOBHUCIIHJIO3Y JOJDKHA 3HAThH O JIEMOPAIU3YIOIIEM
BO3/ICMCTBUY MHOTOYHUCIICHHBIX ITPOOJIEM CO 3/IOPOBBEM.
DTO 4eM-TO HAIIOMHUHAET TEPAIHIO JICIPECCUU TIPH JTNY-
HOM BO3JICCTBHH, XOTS ©UMeeT U cBou oTinuusi [209].

KitoueBbie momxomer: (1) ympesknmaromas TaKTHKa
MPU PYTHHHBIX U €KETOTHBIX 00CIEIOBAHUAX TOMOTACT
BBISIBUTh MOTPEOHOCTH B OMOIMOHAIBHOM, MpaKTHue-
CKOH M COIMANTbHOM MoepkKe (HApUMeEp, 3aHATOCTb,
(epTHILHOCTh, PUCKOBAHHBIC MOCTYIKN). [TariueHTh He
CKJIOHHBI HHHUIUMPOBATH OOCYXJICHHE 3THUX MpoOIeM
[210, 211], (ii) paHHee BBIABICHHE TCHXOIOTHUYECKAX
TPYAHOCTEH TMO3BONSET MPEAYNPEIUTh BO3MOXHBIC
poOnemsl, (iii) mooIpeHne KOHCTPYKTUBHBIX CTpaTe-
U TIPEOJIONICHHsI MPOOIeM MoMOraeT 00pecTH dMOIH-
OHAJBHYI0 CTAOWJIBHOCTH ¥ MOBBIIMIACT TCHXOJIOTHYE-
CKYH0 YCTOWYHBOCTB, YTO OCOOEHHO BaxkHO [212], u (iv)
HAMpaBJICHUE K CMEIUATUCTAM-TICHXOJIOraM B COCTaBe
KOMAaH/TbI TI0 MYKOBHCITH/I03Y WJIH B CTOPOHHHE CITYKOBI
MICUXOJIOTUYECKON MTOMOIIIH.

HHTETpHpOBaHHBIE TTOAXOMIBI CIICITHAIMCTOB I10 TICH-
XOCOIMATBHON TIOMIEPIKKE M APYTUX CIEIHATHUCTOB 110
MYKOBHCITHI03y OOCCIICUMBAIOT PEIIICHUE CIIOXKHBIX IIPO-
0JieM, CBSI3aHHBIX CO CTAPEHUEM ITPH MYKOBHCITHIO3C.

9.8. Kakogvl ocnogmbie acnexmol 00yuenus u
Nn000ePICKU MHOLONPODUTLHOU KOMAHObL OJIsL
Pazeumusi NCUXOCOYUATLHBIX HABLIKOG?

k. Bce uieHbl KOMaHABI O MYKOBHCIHUJIO3Y IOJIK-
HBl MIMETh Pa3BUTHIC HABBIKM B Pa3HBIX OONACTSX,
BKJIFOYasi CIIOCOOHOCTh OKa3bIBaTh IICHXOJIOTHYE-
CKYIO TIOJZICPKKY TPU OOIIEHHUH, YMeHHE dPPek-
THUBHO JOHOCUTH HWH(OPMAIMIO M CHOCOOHOCTH
pacro3HaBaTh M pearupoBaTh Ha CTPECCOBBIC Mepe-
JKHBaHMSI.

l. HexoTopsIX 4J€HOB KOMaHIbl 10 MYKOBHUCLHIO3Y
ciemxyer oOy4uTh Oolee crieru(uuecKuM HaBbIKaM,
TaKUM KaK yMEHHE COO0IIaTh IJI0XHE HOBOCTH, BbI-
SBJICHUE CEPbE3HOM IICHXONATOJIOTUH U HalpasJie-
HUE NAlMEHTa B COOTBETCTBYIOIINE YUPEKACHUS, B
TOM YHCJIE B CIYXObl HEOTJIOXKHOM ICHUXUATpHUe-
CKOW MTOMOILIN.

m. Ha criemyromemM ypoBHE TICHXOJOTHYECKOW TIOM-
NeP>KKU HEKOTOPBIC TMOATOTOBIICHHBIE M aKKPEIH-
TOBAaHHBIC COTPYIHUKH MOTYT HCTIOJIL30BaTh TAaKHUE
METOIBI, KaK pelieHue MpooiieM, pelakcarnoHHbIe
TPEHUHTH, JCCEHCUOWIM3aIus K OO0JIe3HECHHBIM
TporeypaM ¥ TICUXOJIOTHUYECKas «IepBasi II0-
MOIIIb» B CIIOKHBIX CHTYAITUSIX WU MTOCJIEC TPABMHU-
PYIONIUX COOBITHH.

n. CroenuaaucTbl B 00JaCTH MCUXUYESCKOTO 310POBBS
B COCTaBE KOMAaH/IbI 10 MYKOBHUCIIU103Y (HAIIpUMeEp,
KJIMHUYECKHUE TICUXOJIOTH WJIM TCUXHATPhI) MOTYT
MPUMEHSATh 3aPEKOMEH/IOBABIIHME CeOsS METOJbl W

CTpaTeruu Tepanuu, BBIABIAL/GopMynIupys mpo-
0J1eMbl 3MOLIMOHAIBHOTO 3J0POBbS U MPOOIEMBI,
BO3HHUKAIOLIHNE B ITPOLIECCE JICUEHUSI.

[Tpodheccronan-ncuxonor B cocTaBe KOMaH/BI I10
MYKOBHCILIMJIO3y TaK)Ke UTPAET BAXKHYIO POJIb B Pa3BHU-
THH HaBBIKOB M TIOJJICPXKKE JIPYTHX WICHOB KOMaHIIbI B
COOTBETCTBYIOIIMX O0NAcTSX (HarpuMmep, MOCPEACTBOM
o0yueHus u HaOmoneHus ). BpeMeHamu 4ieHbl KOMaH IbI
UCITBITHIBAIOT CTPECC, M MPU TaKOW IMOLIMOHAIBHO Ha-
NpsDKEHHOU paboTe HeOOXOANMBI MEXaHU3MBbI MTOIePIK-
ku. Takue KOMIIOHEHTHI, KaK TPYyIMIOBBIE BCTPEUH MOCIe
0COOCHHO TSDKEIBIX COOBITHH, BKITIOYast CMEPTh MallMeH-
TOB, @ TAKXKe BO3MOXXHOCTh OOCYANTH M MPOAHAIU3UPO-
BaTh CIOKHBIE TIPOOIEMBI OKa3aJIUCh TTOJE3HBIMU U JIIS
npyrux npodunbHbX crerpanuctoB [200]. DddexTus-
Has CHCTeMa BBIIBJICHUS MCHXOJOTMYECKOTO CTpecca M
JPYTUX TPOOIeM, CBSI3aHHBIX C MyKOBHCIIHI030M, HEOO-
XOZMMa BCEM CITY’)K0aM 110 MYKOBHCIIUI03Y.
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