Kypnan o kucrozHomy ¢udposy [Journal of Cystic Fibrosis] 23 (2024) 187-202

Crmcku comepkaHus JOCTYIHEI IO aapecy Ha ScienceDirect .58

Journal of
Cystic Fibrosis

Kypnain no kuctoznomy Gpuoposy

JloMariHss CTpaHuIa )KypHana: www.elsevier.com/locate/jef

Opurnnan crateu "Standards for the care of people with cystic fibrosis (CF); recognising and addressing CF
health issues" onmy6nmkoBan B "XXypHaine o mykosuciunosy", Tom 23, ['masa 2, ctp.187-202, Mapr 2024.
Ccpbutka Jyist 10CTyIa:

https://www.cysticfibrosisjournal.com/article/S1569-1993(24)00005-5/fulltext#seccesectitle000 1

CranaapTsl 0Ka3aHMA MeAULUHCKON MOMOIIY JIIOASIM, 00JbHBIM
MyKoBHCcHu1030M (MB); npu3HaHnue U penieHue BONpPOCoB 310poBbs npu MB

bep-Pesxu Bypxens?, Kepun Y. Caysepn®, Illapnorta Daau’, Ansdepro barrenuatu’, Kiop beppu®, XKau-
®umunn Bymapa’, Dnsun Bpokaap®, Yurau Bpayn", Ilumap Asesemo’, Mzabens [liopwe’, Mukenn
Dkkenenkamm®, ®emucutu unneiicon', [Ixynuan dopron™, xoanna Iapaexu”, ITapma Xomkopa®,
Jixuna Xour?, XKaxmuu Jloymond, Cy Mok, Knemanc Maprun®, Dasapa Makkoys', Jun Myrk", Yu FO
Ooit", JIrocu Ileppem”™, Amanna [laiinep®, Duapro [peiin’, @enuxc Parben”, Maprapet Pozendensa™, on
B. Cannepc®, Kapcren IlIBapu®, Jlxosanau Tawuertn™, Kmop Vaitupaiit®, Hatamu 9. Vacr™, Mukaens
Bunsmancku®®, Amanna besan™, Kapno Kacrennanu®, ITaen Ipesunex”, Cunbsus Taptaep™, Aunpea
I'pamenss®, Dusa Jlamveptun™™, Duau (Dnsuna) Cu. Jaupay™, Bappu Jix. ITnaut®, Anan P. Cmut®,
Cunke Ban Konunrcoprorren-Purtmens™, I[Turep Jx. Mugmiton™

¢ Hayuonanenulii cnpagoynblil yeHmp pecnupamophot Meouyuisl u Mykogucyuoosa, Kouunckas 6onvnuya, Jupexyus cocyoapemeennuix 6onvhuunbix yupescoenui Iapuoica (AP-
HP), Kouunckuit uncmumym, Inserm U1016, Ynusepcumem Ilapuxc-Cume, Iapuic, Ppanyus

b Henapmamenm 300poevs oicenuun u Oemeil, Hncmumym ¢ napke, JJemcxas 6omvnuya Ondep-Xeil, Jlusepnynvckuii ynusepcumem, Hmon-Poyo, Jlusepnyno L12 2AP,
Benuxobpumanus.

¢ BceyanbcKuill yenmp MyKosucyuoosa y e3pocivlx, Yuusepcumemckas bonvnuya JInanooy, Cosem no sopagooxpanenuto Ynusepcumema Kapoughgha u Beiina, Kapougpep,
Benuxobpumanusi

4 Omoenenue xnunuueckozo numanus, kagedpa smdokpunnoii u memabonuueckoii meduyunsl, IRCCS Istituto Auxologico Italiano, u ICANS-DIS, Kagedpa nuwesvix nayx,
okpyarcaioweli cpedvt u numanus, Munanckuii ynusepcumem, Munan, Hmanus

¢ lenapmamenm numanus u ouemonozuu, emckas 6onvnuya Ondep-Xeti, pono Hayuonansnoii crysc6ur 30pasooxpanenus, JTusepnyns, Benukoopumanus

! Vuusepcumem Bpecma, Omoenenue uccredosanus 2pubrosvix pecnupamopnolx ungexyuti, SFR ICAT, Ynusepcumem Anoice, Anoce, Opanyus

& [lenapmamenm ap u, Yuebnas 6o. Xaea, I'aaza, Huoepranov

" Pono Mmykosucyudosa, Bonvnuya Aiinosa @apgpaxc, Bemecoa, Mopuneno, CLUA, @onc-Yepy, Bupoocunus, CLLIA

! Cnpasounviii yenmp no myxosucyuoosy-Centro, Hospitalar Universitario Lisboa Norte, [lopmyzanus

/" Cnpasounviii yenmp no myxosucyuoosy (Constitutif), Cnyocéa enympenneii meduyunvl u cocyoucmoi namonozuu, Ipasxcoanckue xocnucvr Jluona, Boronuya JTuon-Cioo,
Hccneoosanus no sppexmusnocmu 30pasooxpanenus (RESHAPE), INSERM U1290, Vuusepcumem Knooa Bepnapa Jluon 1, 8 asenio Poxgennep, 69373 Jluon Cedexc 08,
DOpanyus; Eeponetickas cemb meduyunckux yupesicoenuti no sabonesanusm seckux ERN-Lung no myxosucyudosy, @pankgpypm, Iepmanus

£ Omoenenue meduyuncroii mukpobuonozuu, Ynueepcumemcxuii meouyunckuii yenmp Ympexma, Ympexm, Hudepranovt

! Omoenenue pecnupamopnoii meduyunvl, Bonvnuya Anvgpeda, Menvbypn, Ascmpanus

" Hemckasn 6onvnuya Yonvca, Kapouge, Benukobpumanus

" Llenmp MB npu Yuusepcumeme I'eme 6o @panxgypme,

DOpanxdypm-na-Maiine, I'epmanus

¢ Llenmp MB npu ) >pcumemckoti 6o. ye Momon, Ilpaea, Yexus

? Henapmamenm meduyunvi, Meduyunckuii pakyrvmem Ilepenvmana Iencunveanckozo ynusepcumema, Q@uiadenvpus, Hencunveanus, CLIA

9 Knunuyeckuil cneyuanucm no numanuio oemeii ¢ Mykosucyudozom, Jemcxas 6onsnuya Jluoca, Benuxobpumanus

" Koponesckas 6onvnuya Bpomnmona, omoenenue Iaii u Cenm-Tomac, Jlondon, BenuxoGpumanus

* Kouunckuti uncmumym, Inserm U1016, Ynusepcumem Iapuic-Cume u Hayuonanshwiii cnpagounsiii yenmp no mykosucyuoosy, Kouunckas 6onvnuya,

Hupexyus 2ocyoapcmeenvix 6onsnuunslx yupesicoenuti Iapusca (AP-HP), Cemv ERN-Lung no myxosucyuoosy, IHapuoc 75014, @panyus

! Viusepcumemckas 6onvnuya Ce. Buncenma u J[yonunckuil meouyunckuil gpakynemem Ynusepcumemckozo koaneddxca, JJyonun, Upnanous

“ Focnumansnetii yenmp Hexxep-Angan-Mansio, AP-HP, yenmp MB, Ilapudicckuii ynusepcumem [exapma, Hapuow, Opanyus

¥ Llkona Knunu4eckoll Meouyunsl, CReYuanbHOCHb neduampuil u 300poebs oemell, Gaxyiomen Meouyunsl U 30pagooxpanenus, omoenenue sacmposumeponoeuu, Cuonerickas
Odemckas bonvnuya, Ynusepcumem Hoesozo FOoxcnozo Yonvca, Cuoneit, Hogwuii FOoxcnoiii Yonve, Ascmpanus

Y @akynomem pecnupamopnoii meduyunst, Cryscéa demckoeo 30pasooxpanenus Upnanouu, [Jyonun, Hpranous

* [Jenmpanvnas knunuyeckas wikona, Meouyunckui gpaxynvmem, Cuonetickuil ynusepcumem, Cuoneii, Ascmpanus

Y Henmp uccneoosanus 300poses demeil, nPOOOIICUMENLHOCIU HCU3HIU U 300p06bs Hacenenus u Hommunzemckuii yenmp Guomeduyunckux uccredosanuti, Meduyunckuii
parynemem, Hommunzemckuii ynusepcumem, Hommuneem, BenuxoGpumanus

* Omoenenue pecnupamopnoii meouyunsl, Kageopa neduampuu u mpancisyuonnoi meouyunst, Hayuno-ucciedosamensckuii uncmumym, bonsnuya ons 6onenvix demeti, Toponmo,
Kanaoa

“ Kagpeopa neouampuu, [Jemckuii nayuno-ucciedosamensckuil uncmumym Cusmana, Meouyunckuil (pax) B OHCKO20 7% , Cusman, Bawunemon, CLLA

@ Kagpedpa neduampuu, Meduyunckuii paxyromem Yuusepcumema Hnouanwvi, Hnouananonuc, Unouana, CIIIA

“ Omoenenue myxosucyuoosa, Llenmp MB, Knunuxa Becm6panoen6ype, Ynusepcumem 3opasooxpanenus u meouyunst HMU, Ilomcoam, Iepmanus

“ Hayuno-uccredosamenvckuil kiunudecxuti uncmumym, Jemckas 6onvnuya Meiiep, Pecuonanshviii cnpagounslii yenmp no mykosucyuoosy, Mmanus

“ Vuusepcumem Keuncienoa, FOoxcnwiii bpucten, Keuncaeno, Ascmpanus

' Meouyunckuii paxynsmem Ynusepcumema Jowconca Xonkunca, Banmumop, Mopuneno, CLIIA

% Jlemckoe 2acmposnmeponozuueckoe omoenenue, Lenmp MB, Meouyunckuii yenmp Xaoacca, Hepycanum, Hzpauns

 Viugepcumemerasn 6oavnuya Caymzemnmona, Josepumenvuwiit hond Hayuonanvnoti cayocévt 30pasooxpanenus, Caymeemnmon, Benukobpumanus

“ Hayuno-uccneo KUl KJ kutl unemumym, Uncmumym [ocannunsl I'acnunu, Bua Joceponamo Iacnunu 5, 16147 enys, Umanus

1



https://www.cysticfibrosisjournal.com/article/S1569-1993(24)00005-5/fulltext#seccesectitle0001

Kypnan o kucrozHomy ¢udposy [Journal of Cystic Fibrosis] 23 (2024) 187-202

Crucku cofepkanus JOCTYIIHBI 10 ajipecy Ha ScienceDirect L4

Journal of
Cystic Fibrosis

Kypnain no kuctoznomy Gpuoposy

y

ELSEVIER

JloManrHsist cTpaHUNa KypHana: www.elsevier.com/locate/jef

Y Kagheopa meduyuncroti mukpobuonozuu, Bmopoii meduyunckuti paxyromem, Yuusepcumemckasn 6ononuya Momon; Kapnoe ynusepcumem, Ipaza, Yexus

* Omoenenue myrosucyudosa u demckoti nyivmonono2uy, Yuusepcumemckas 6onvnuya Bans 0" d6pon, Bapcenona, Henanus

! Omoenenue namogpuzuonoauu u mpancnaanmonozuu, Omo PecRupamopibix 3a6¢ 1 1 yenmp Mykogucyuoosa y e3pocavlx, Munanckuii ynueepcumem, @ono Hayuno-
uccnedosamensckozo kiunuveckozo uncmumyma Ca’ Granda Ospedale Maggiore Policlinico, Munan, Hmanus

o [enmp mykosucyuoosa Esponei, bpioccens, Benveus, u benveutickas accoyuayus MB, Bpioccens, Benveus

@ [enmp MB I'pay6a, Hncmumym nezounvix 3abonesanu, Jemckuii meOuyunckuil yenmp [lnaiioepa, Iemax-Tuxea, H3pauns

“ Kopxcxuii yenmp myrosucyuoosa (3CF), Vuusepcumemckas 6onvnuya Kopka, Meouyunckuii paxynomem Kopka, Hpranous

@ Dakynemem Mmeduyunbl, cmomamono2uu u Guomeduyunckux nayk, Bengacm, u Hommuneemckuii yenmp 6uomeouyunckux ucciedosanuti Hayuonanvnozo uncmumyma
uccnedosanuil 8 obnacmu 30pasooxpanenus, Koponesckuii ynusepcumem 6 Beagpacme, Ho Benukxobp

“4 [Jenmp MB ¢ Kénvne, 0emckas 6onvhuya, meouyunckuil gpakyivmem, Ynusepcumemckas 6onvnuya Kénvna, Kénon, epmanus

" Knunuueckuti ¢paxynomem Becmmuo, Kagpeopa pecnupamopnoii meduyunvt u meduyunsl cna, Becmmuockasn 6onvnuya, Cuonetickuti ynusepcumem, u CITRICA, Becmmuo,
Ascmpanus

* ABTOp JJIS1 KOPPECTIOHICHITUH
Anpec anexktponHoit mouThl: kwsouth@liv.ac.uk (K.V. Cayseph).

https://doi.org/10.1016/1.icf.2024.01.005

[Moctynuino 6 HostOpsa 2023 r.; mocTynuio B fopadoTanHoM Bue 2 stHBaps 2024 r.; NpuHATO B evath 9
sHBaps 2024 r.

Ony6nukoBano B Mutepuete 16 staBapst 2024 r.

1569-1993/© 2024 Atopsl. OmyonukoBano Elsevier B.V. or umenu EBporetickoro o0mecTBa mo
KHCTO3HOMY (prOpo3y. DTa cTaThs pa3MelieHa B OTKPBITOM fgoctyrie 1o jurnensuu CC BY
(http://creativecommons.org/licenses/by/4.0/).

Jist uuTUpoBaHUS:
[Ieep-Pexu Bypxkens u coast., Kypran no kucmosnomy ¢uoposy,
https://doi.org/10.1016/1.1c£.2024.01.005

HepeBo;[ Ha pyCCKI/If/’I SA3BIK BBIITOJHCH ITPU MOAACPIKKE Bbaar OTBOPHUTCIILHOT'O (I)OHI[EI «OCTpOBa».

Pemakrop mepeBoma H.FO.Kawupckas, npod., A.M.H., TJIaBHBIA Hay4HBIH COTPYIHHK JabopaTopuu
reHeTHyeckol snuaeMuoinoruu (rpynna Mykosucuunosa) ®I'BHY «Meanko-reHeTHUECKU Hay4YHBIN
LeHTp», I.MockBa, Poccus.

NHOOPMALIMSA O CTATBE AHHOTAIUA

KiroueBsie crnosa: DTO TPEThs U3 YETBIPEX CTaTeil, OOHOBIAIOMNX CTaHAapThl EBponeiickoro obmecTsa Mo KHCTo3HOMY (Gubpo3y
MyxkoBucIuI03 (ECFS) B OTHOIICHNH OKa3aHNs MEAULMHCKOM ITOMOIIH JTroasM ¢ MB.

Wupexuus rerkux B nmaHHO# cTaThe OCHOBHOE BHHMAaHHE Y/EsIETCsl BBIBICHHUIO U PEIICHHIO MPOOiIeM co 310poBbeM mpu MB.
CFRD Pexomennanun ObutH pa3paboTaHbl MPH MIMPOKOM YYaCTHH 3aWHTEPECOBAHHBIX CTOPOH, B TOM YHCIIE
Ieuens nmpencraBuTeneit coobumecta MB, ¢ ucmone3oBaHMEM HaydHO OOOCHOBAaHHBIX IPHHIHUIOB. ABTOPBI
Icuxuueckoe 310poBbE MPEIOCTAaBHIIN PA3/ICNbl U KPaTKHE YTBEPXKICHHS, KOTOPBIE OBIIIH PACCMOTPEHBI B PAMKAaX IKCIIEPTHBIX OL[CHOK.
TpaHcranTaus MOHHUTOPUHT U NedeHHe HH(EKIUH IBIXaTeIbHBIX MyTeH, BOCHAlICHHH M OOOCTPEHWH Ierkux Io-
Kowerr xun3un MPEKHEMY Ba)XKHBI, HECMOTPS Ha LIHPOKY AOCTYMHOCTH MoxayastopoB CEFTR u comyTcTByoee ymyduieHue
Jlerounsrit 310p0oBbst. COXPaHSIOTCS BHEIETOYHBIC MPOOIEMBI CO 300pOBbeM, crienuduyunse 11t MB, Takue kak auaber,
Jlpixanue 3a00JIeBaHus MEYCHH, KOCTEH, KaMHH M JApyrHe NpoOIeMsl ¢ MOYKaMH, a TAKXKe KUIIEUHAash HEMPOXOIHUMOCTb.
OcnoxHeHUs Ot mpobieMsl CO 3A0pOBbEM TPeOYyHOT MHOTOMPO(MHIBHON MOMOMIM TMPH YYaCTHH COOTBETCTBYIOIIHX

crennanucToB. Pak wame pasBuBaercs y moneil ¢ MB mo cpaBHEHMIO ¢ HAacelIE€HHEM B IIEJIOM M TpedyeT
peryasiproro ckpunuHTa. JKn3HeHHsiit myTs npu MB TpeGyeT yMCTBEHHOW M YMOIMOHANBHOM afanTalfu K
TICUXOCONMANBHBIM M (PU3HUECKUM TPYAHOCTSIM IPH TOAAEPIKKE KOMaHIbI MO yxoxy mpu MB u mcuxonora,
CIeNHAIH3UPYIONIErocs Ha nanuenTax ¢ MB. DTo 0coGeHHO Ba)KHO, KOTJa )KM3Hb CTAHOBHUTCS CIOXKHOM, KOTIa
mporpeccupoBanue 3abonaeBaHus TpeOyeT Ooee HHTCHCHBHOTO JICUCHHS, MOAACPKKH ABIXaHHS H, BO3MOXHO,
TpaHciulaHTanuy. [ITaHMpoBaHHE KOHLA JKM3HM OCTaeTCs HEOOXOJMMBIM AacleKTOM YXO#a M JOKHO
00CYKIaThCsl OTKPBITO, YECTHO, C YyTKOCTBIO M COCTPAJaHUEM K 4esloBeKy ¢ MB u ero cembe.

Komanns! o yxoxy npu MB, conpoBoxnas mogeit ¢ MB u ux cemMbH Ha X )KU3HEHHOM IyTH, JOJDKHBI
AKTHBHO pACMO3HaBaThb M peEIIaTh NMPOOIEMBI CO 3I0pOBbEM, CBA3aHHbIE ¢ MB, a Takke mommepKuBaTh
MICUXMYECKOE U IMOLMOHATBFHOE GIAaronoyuse CBOMX MOAOMEYHBIX.
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ABJIA Anneprudeckuii OpOHXOJIETOYHBII acTIeprunIe3
MOJII MeTo/bl OYHIIIEHHS TBIXATENbHBIX Ty TeH
BAJI BpoHxoanbBeoIIpHBII JIaBaxK
MIIKT MusepanbHas IIIOTHOCTb KOCTHOM TKaHU
UMT Hnpexc macchl Tena
MB MyxkoBucuuao3
CFLD MB-o00ycnoBieHHOE 3200JIeBaHIE TTIEUCHH
CFRD MB-00ycnoBeHHBII caxapHbIii qrabeT
CFTR Perymsrop TpancMeMOpaHHON MPOBOAUMOCTH IIPH MyKOBHCIIHI03€
HMI' HenpeprpiBHOE MOHUTOPUPOBAaHUE ITTMKEMUU
XBIT Xponndeckast 60Ie3Hb OUEK
KT Kommbroreprast Tomorpadust
cano CHHAPOM ITUCTANBHONW MHTECTUHATBHON 00CTPYKIIUHI
JDOPA JIByxaHepreTudecKkast peHTT€HOBCKasi abcopOImoMeTpus
ETI Onekcakadrop—Te3akadrop—uBakadrop
OB, O61BeM popcrpoBaHHOTO BBIIOXA 33 OJHY CEKYHIY
FIT HMMMyHOXMMHWYECKHIA aHAITM3 KaJla
CKo CKOpOCTB KIIyOOUKOBOH (hHITbTpanii
HFNO BricokomnoTounas Ha3anbHas OKCUT€HOTEPaIus
BPKT Beicokopaspenraromast KOMIBIOTEPHAS! TOMOT AU
noJ Hnpexc ounIeHnst JIETKUX
MBW Tect BbIMBIBaHUSA UHIUKATOPHOI'O ra3a B MHOIOKPATHBIX LIMKJIAX JIbIXAHUS
MPT Mar=auTHO-pe30HaHCHAst TOMOTpadus
MRSA MeTHIWUIMHPE3NCTEHTHBIH 30JI0TUCTHII CTa(hMIIOKOKK
HUB HeunpasuBHas BcrioMoraresibHasi UCKYCCTBEHHAs BEHTUIIALUS JIETKUX
HTM HetyGepxyne3nbie MUKOOaKTepHH
OTTr IlepopapHblil TECT TONEPAHTHOCTH K IIIIOKO3€
bAJl Buomornyecky akTUBHBIE JOOABKU
PERT 3amecTHTeNbHAS TepaIus IpenapaTaMy GepMEHTOB ITOPKEITYTOTHOH JKeJIe3bI
oJIC Ob6ocTpenue IeroyHbIX CHMITOMOB
PKU PannomMu3upoBaHHbIE KOHTPOJIUPYEMBIE UCCIICIOBAHUS
PTH PacTBOp TOOpaMuUIMHA TSI MHT AN
1. Beenenue MPEICTAaBUTh COOTBETCTBYIOI[HE PAabOTHI M YTBEPKACHUS M PAacCMOTPEN

OT0 TpeTbs M3 UETHIpeX CTaTell, OOHOBIAIOMMX CTaHAAPTH B
OTHOIICHHH OKa3aHHs MEJUIUHCKOH moMontn moasm ¢ MB. B nepBsix aByx
CTaThIX PACCMATPHBAIUCh «CBOEGBPEMEHHAs M TOYHAs JMATHOCTHKA» H
«obecriedeHne W MHOQJepKaHHe 300poBbs» [1]. B oaT0if cratbe MBI
Pa3MBIILIsIEM O MPobIeMax, ¢ KOTOPBIMU JTI0AM ¢ MB MOTyT CTONKHYThCS Ha
CBOEM XU3HEHHOM ImyTH. OHHI YacTo cnenuduyHs! st mozeii ¢ MB, otpaxas
MYJIBTHCHCTEMHOE BO3/ICHCTBHE nedekra TeHa perynsTopa
TpaHcMeMOpaHHO#T npoBoguMocTH npu MykoBucuuaose (CFTR), a nHorna u
SITPOTEHHBIC ~ITIOCNEACTBHSA HEOOXOAMMOTO JIeUeHHs. BaxHo, YTOOBI
poOIeMBI CO 310pOBbeM, crenuduynbie st MB, BBISBISIMCE H PELIATHCH
ObICTPO U d(P(EKTUBHO, B TOM uHCIe I jrofei ¢ MB, Haxopsmuxcst Ha
Tepanun Moxynstopom CFTR.

IMepBblii pa3aen cTaTby MOCBSAIICH BBIBICHHUIO U JICYCHUIO0 HHPEKINH 1
BOCTAJICHUH JbIXaTelIbHBIX IyTeH, OTpaKAIOMMX Haubonee BaXKHYIO
NpPUYNHY HApyLUICHWH 3710poBbsA cpeau HaceneHus ¢ MB. Dtor pasmen
OCHOBAH Ha KOHIENINH (PU3HICCKUX YIPAKHEHUH M OUMCTKH JBIXAaTEIbHBIX
MyTel, MPeUIOKEHHONH BO BTOPOIl cTaTbe («oOecreueHne M MOAnepiKaHue
30I0pPOBbS»), W TOMYEPKUBACT BAKHOCTh  INOMNEPKAHUS  (IUCTOTHI
JIbIXaTEeIbHBIX TyTei» Jaxe B onoxy Tepanuu moxyiastopamu CETR, Briouas
CTpaTernd  aHTHOMOTHKOTepamuu. OIHMCAaHbl 3HAYUMBIC  HEJICTOYHBIC
OCJIOKHEeHUs, BKIo4as MB-o0ycnosnennsiii caxapubiii auaber (CFRD),
MB-o6ycnoBnennoe 3aboneBanue meuenn (CFLD) u MB-oGycrnoBneHHOE
3aboneBaHne KocTeil. MbI Takke pasMBIILIAEM 00 OSMOLMOHAIBHOM H
TICHXOJIOTHYEeCKOM IyTH mropeil ¢ MB u o Tom, kak komanga MB moxer
MOIePKaTh UX B TMPEOJOTICHHN TPYTHOCTEH, MOUEPKUBas KIIOYEBYIO POIb
TICUXOJIOTa, CIELHANH3UPYIONIerocs Ha mamueHTax ¢ MB. B mocnennem
paszene paccMaTPHBACTCS NMEPUOJ JKH3HH, KOTAa IMOTPEOHOCTb B JICUCHHH
BO3PACTAET, a XKU3Hb CTAHOBUTCA Oonee coxkHOi. [TyTh K TpaHCIIaHTAaLMH
MApPEeHXMMATO3HBIX ~ OPraHOB  BKJIIOYAaeT OOCYXKAEHHE yXoja IOCIe
TpaHCIUIaHTanuu. HakoHel, MblI pasMBINIIAEM O TOAAEPXKKE H 3abore,
HEOOXOIUMBIX B KOHIE XKU3HH, TTOAYEPKUBas HEOOXOAUMOCTh MOATOTOBKU H
UH(POPMAILIMOHHON OTKPHITOCTH.

TMocnenuss CTaThs cepun («IInanupoBanue YBEITHUCHHS
TPOJODKUTEIBHOCTH KH3HM») OyAeT ONMHpaThCsi HA MHOTHE BOIPOCHI,
3aTPOHYTHIE B OTOH M MHPEABIAYIIMX CTaThsX, M HMCCIEOBATH MPOOIEMBI,
BO3HHUKIINE B PE3YIIBTATE JOCTHKEHHS OOMbIIEH POAOIKHTEIBHOCTH KU3HH
[3].

Panee OblTa omucaHa METOZOJOTHS, HCIIONB30BAHHAS I CO3MAHHS U
JIOCTIIKEHHS] KOHCEHCYCa 110 9TOMY OOHOBJICHHIO U PACIINPECHUIO CTAHIAPTOB
ECFS B oTHouleHMH OKa3aHHs MequuuHCKoM mnomomu [1]. Bxparue,
MEXKAUCUUIUIMHAPHBI ~ NMPO(QUIBHBI ~ KOMHTET — IOPYYHI  aBTOpaM

nony4yeHHsle Marepuansl. Unenst ECFS u wnenst coobmectsa MB,
ompeneneHHble 4epe3 ueHTp MB  EBpombl, ObUIM NpUIIANICHBI IS
PaccMOTPEHHUS! yTBEPIKACHHIT MOCPEACTBOM HKCIIEPTHBIX OLEHOK (mopor >80
% yka3biBaeT Ha KoHceHcyc) (tabmmma 1). ITogpoGnas uupopmarms 06
YYaCTHHKAX M pe3ylnbTaTax OKCIEPTHBIX OLCHOK MpPEACTaBICHAa B
JIOTIONIHUTEIBHBIX Tabnumax 1 u 2.

2. BoisiBileHHe U JleyeHHe HH(eKIMii 1 BOCTaJIeHHIi AbIXaTeJbHbIX My Tel
2.1. Monumopune yxyouieHus 300po8bs 1e2Kux

Denuxc Pamven, Anopea I'pamenss, Jliocu Ileppem, D06apo MakkoyH

MOHHUTOPHHT 370pOBbsSl JIETKUX BKIIIOYAET OLEHKY 3((heKTHBHOCTH
METO/IOB OYHCTKM AbIXaTenbHbIX myTeit (MOJIIl) u MeTonoB MHramsimuu, a
TaKKe MOHHUTOPHHI COOJIONCHMS HAa3HAYEHHOTo jedeHus. KnumHudeckyio
OLICHKY CIICAyeT MPOBOAMTH HE PEKE OJHOTO paza B 3 Mecsla HIM NpPH
BO3HUKHOBCHHH  CHMIITOMOB, OCOOCHHO KalIs, YKa3bIBAIOIIMX Ha
obocTpeHre MH(EKINH ¥ BOCIHATCHHE IbIXaTeNbHBIX IMyTel mpu MB [4].
BupryanbHble OCMOTPBI U JMCTAHIHOHHBIH MOHUTOPHHI MAl[UEHTOB MOTYT
o0ecreunTh OKa3aHME MOMOIIM, AaJaNTHPOBAHHOH K KIMHHYECKHUM
CHMIITOMAaM YeJIOBEKa M CTETCHH MOPaXKEeHHs JErkux [2].

CrupoMeTpHIO cleyeT IPOBOAUTD y mofei ¢ MB Ha kaxaoM npueme
B KJIIMHHKE, YTOOBI OMpPEAeTUTh NOTpeOHOCTH U 3G deKTHBHOCTD Tepanuu [4]
(yrBepxkaenue 1). OmHAaKO CITHPOMETPUS OTHOCHUTEIBHO HEUyBCTBHTEIbHA
JUISL BBISIBICHHS pPAHHUX CTPYKTYpHBIX 3a0oneBaHuii nerkux. bomee
YyBCTBUTENIbHBIC TECThI, TaKHE KaK BBIMBIBAHHE HHAHKATOPHOTO Ta3a B
MHOTOKPATHBIX IUKNax Abixanust (MBW) nus n3mepenus HHISKCA OUUIICHUS
nerkux (MOJI), Bce yamie MCIONb3yOTCSA, 0COOCHHO y AeTeil M B3pOCIBIX C
HOPMAJbHBIMU TI0KAa3aTEeIIMU CIHHPOMETPHHU, MOCKOIbKY HX KIMHHYECKas
3HAYUMOCTh U JOCTOBEPHOCTH PacTyT [6].

V nanueHToB J0IKeH ObITh JOCTYI K PEHTTeHOrpahuH rPyIHOI KICTKH,
XOTSl IOKa3aTeIbCTBA B MONB3Y €€ PYTHHHOTO HCIIONb30BAHHS HE SBILSTIOTCS
HageKHbIME [7]. Bonee 4yBCTBUTENIBHBIE METOBI BU3YaTH3ALMH JULSI OLIEHKH
CTPYKTYPHBIX 3a00N€BaHHH JIETKMX, TaKHe KaK BBICOKOPa3peIIaiomas
kommnbroTepHas Tomorpadus (BPKT), perynsipHo HCIIOIB3YIOTCS B HEKOTOPBIX
LEHTPax U AOJKHBI OBITh 1OCTymHEI [8]. CrieyeT npuHATE BCe MEpbI, YTOOBI
00ecrevnTh MHHHMAIBHO BO3MOXHYIO 03y OOIydeHHs I KaXIoro
CKAaHMPOBAaHMS M PEHTreHa. TEXHONOTHSA CTPYKTypHOH MAarHHTHO-
pesonancHoit Tomorpadun (MPT) HaxoauTes B CTaauK pa3paboTKH H MOXKET
NpPENOCTaBUTh  (QYHKUHOHANIBHYI0 M CTPYKTYpHYIO  HH(OpMAIHIO.
Heobxoanma nanbreiimas onenka MPT juis onpeaeneHus poiu 3Toro Metoaa
B KIIMHHYECKO# npakTuke [9].
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2.2. HneansayuonHwle MyKOAKMUGHbLE 8CUYECMEA

Denuxc Pamven, Doeun Bporaap, Hzabens [Hopve

MyKoaKTHBHAsI TEparnus, BKIIOYAsi MYKONIHTHKH W THAPATOPHI, UTPaeT
BOXHYIO POJIb B JICYCHHH PECIIHPATOPHBIX 3aboieBanuil y mromeit ¢ MB
(yrBepkaenue 2). B Hacrosmmee Bpems JopHaza anbda SBISETCS
€TMHCTBEHHBIM MYKOJIHTHYECKHM CpeICTBOM c JIOKa3aHHOI
s¢pdexruBrocTer0 mpu MB  [10], ymydmarommm  QYHKIHH — JIETKHX,
ymenbmatonmm dactory OJIC M CHIKAIOIMM TPOLEHTHBIE ITIOKa3aTenn
CHIDKEHHUS TIPOTHO3MpPYeMOro o0beMa (OPCHPOBAHHOTO BBINOXA 3a OAHY
cexynny (O®BI1) y mauneHTOB B BO3pacTe OT 6 JIeT HE3aBUCHMO OT TSDKECTH
3aboneBanus [11]. TpebyeTcs AnuTENpHOE MOAAEPKUBAIOLICE JICUCHHE,
MOCKONBKY JOCTUTHYTBIH d(QEKT yTpauuBaeTcst IOCHIe TNpPEeKpalieHus
neqenns [10]. Bpems exeaHeBHOH OMHOKPATHOH HHTralsmuu (YTpOM HIH
BEYEPOM), IO-BHANMOMY, HE BIHAET Ha 3 PeKTHBHOCTD. TeM He MeHee, ocie
mpueMa AopHa3bl anmbha mopsaM ¢ MB ciexyer nmogoxnmare He MeHee 30
MUHYT, pexae 4eM Boimonasts MOJIL. Kpome Toro, Mexay npuMeHeHHEM
HeOynaii3epHbIX aHTHOMOTHKOB M JOpHA30i anb(a jKemaTelbHO OCTaBHTH
TepephIB He MEHee Yaca. YUHThIBask 9TH COOOPaKEHMUS, OOIBIIMHCTBO TIOACH
¢ MB npunuMaroT gopHasy anbga Bedepom [13]. CormacHo nelCTBYOIINM
PEKOMEHIALUSIM, MyKOAKTHBHYIO TEPANUI0 HYXKHO HCIONB30BaTh y BCEX
mereit ¢ MB crapme 5 ner [10], u CymiecTBYOT [OKa3aTelbCTBa,
MOATBEPKAAOIINE TI0/Ib3y HHIAIALHOHHOTO THIEPTOHUYECKOTO PacTBOpa y
nieTeii 6omee Miaamiero Bospacta [14].

Tabaununa 1
VYTBepkaeHus

No YTBepkaenue

1 Crietyer perymsipHO IPOBOAUTE TECTHPOBAHHE (QYHKIUH JbIXaHHUS
U BU3YaJIM3aLHIO COCTOSIHUS JICTKHX, KaK yKa3aHO B IPEIbIIYIICM
pykoBozcTse [4].

2 HWHransnnoHHas MyKOaKTHBHASI TEPAIis MTPaeT BaXKHYIO POJIb B
JIeYCHNH PECTTUPATOPHBIX 3a00neBanuii y mroneit ¢ MB.
3 Komanger mo neyennio MB 1omkHbI paboTaTh COBMECTHO C

JIOABMH, cTpajaomumMu MB, 1 UX ceMbsMH, YTOOBI ONPENETUTh
Hanbosee MOAXOAAMMNH PEKXUM HHTAISLMOHHOH MyKOAKTHBHOIM
Teparnuu.

4 [Ipo6er Ha Hamuuue MHOGEKIMU CIeAyeT OpaTh W3 JbIXaTENbHBIX
OyTe TpU KakKJIOM IIOCCIIEHHM KIMHUKA H TPH  KaKIOM
000CTPEHNH PECIUPATOPHBIX 3a00I€BaHUH (IPEANOYTUTETbHES
6paTh 00pa3Ibl OTXaPKHUBAEMOI MIIH MHIYLHPOBAHHOH MOKPOTHI;
B IIPOTHUBHOM CITy4ae — M3 POTOIVIOTKH).

5 HccnenoBanne HHAYIUPOBAHHONH MOKPOTHI CJIEyeT IPOBOIHTD HE
pexe omHOro pasza B rox y moaeii ¢ MB, kotopble HEe MOryT
OTXapKHBATh MOKPOTY, Ja)Ke €CIIH Y HUX HET CUMITOMOB.

6 Cnenyer paccMOTPETh BO3MOKHOCTH B3SITHS HPOO W3 HIDKHHX
JIBIXaTeIbHBIX MyTeH MOCPEACTBOM OPOHX0AIBBEOIIIPHOTO JIABAXKa
y mozieii ¢ MB, y KOTOPBIX COXPaHSIOTCS CHMITOMBI, HECMOTPSI Ha
COOTBETCTBYIOIIYIO KYIBTYPAJIbHYIO TEpalHi0 OTXapKHBAEMOil
WM MHIYIUPOBAHHOH MOKPOTHI.

7 Hmerorcs  yOenuTenbHbIE — [0KAa3aTelIbCTBA B TOAAEPIKKY
MPOTOKONOB dpaaukanuu Pseudomonas aeruginosa (CHHErHOHHOI
MaJIOUKH), BBISBICHHOI TIPH NOCEBE PECIHPATOPHON KyIbTYph
mo60ro o6pasia AbIXaTelIbHBIX MyTei.

8 Pa3yMHBIM ~ sBICTCSA  YNPEXKAAIOMMIT TOAXOA K  JICYCHHUIO
nHpekunii npu MB, BbI3bIBa€MBIX BO30YIUTEIISIMH, OTIIHYHBIMU OT
Pseudomonas aeruginosa, mpu 3TOM BBIOOp AHTHOMOTHKA
OTIpENIeNAeTC  MECTHBIMU  IPOTOKOJIAMH, MEPEHOCHMOCTBIO
ManueHTa u moOoYHbBIMHU ddeKTamMu.

9 Komanga mo yxomy nmpu MB pomkHa TeCHO COTpyAHHYATh C
MHKPOOHONOTUYECKMM  OTAENECHHEeM,  4ToObl  00ecreduTh
TapreTHYIO TEPANuIo, IPABHIBHOE MPUMEHEHHE aHTHOMOTHUKOB U
COOTBETCTBYIOIIHE CTPATETMH Ha  ClIy4ail  TepeKpecTHOi
nHpeKunu.

10 He pexe oxHOTO pasa B rox cieayeT 6path MpoObl U3 AbIXaTEIbHBIX
myTei (MoKpoTa, MHIYLHPOBAHHAS MOKpOTa i
OGPOHXOANBBEOAPHBIIT J1aBaX<) AJIs BBISABICHHS HETYyOSpKyJIEe3HBIX
MHKOOAKTEpHH.

11 JluarHo3 — aqIepruyeckoro  OpOHXONETOYHOrO  acHmepruiues’a
(ABJIA) cnenyer paccmarpuBare y nropei ¢ MB, nmerommx
CHMIITOMBI U HE PEarHpyIomuX Ha aHTHOHOTHKOTEPATIHIO.

12 OduimanbHelii  ©XKCTOAHBII  CKPHHHHT  Ha  HapyIICHHE
TOJICPAHTHOCTH K TTIOKO3€ TOKEH TPOBOAUTHCS C JECSATHICTHETO
BO3pacTa 11 Jogeit ¢ MB, XoTsS npum HanuuMu KIMHHYECKH
3HAUMMBIX (JAKTOPOB CIEAYeT HMPUMEHATh Oojlee HU3KMH Topor

CKPUHHHTA.
13 Jleuenne MB-o0ycnoBnenHoro amabera TpeOyeT MOMOIIH
Pa3INYHBIX CIICLHAIICTOB, BKJIFOUAs, Bpadeif,

CHCHUANM3UPYIONINXCS HAa Jua0ere, W HEOOXOAMMO OKa3bIBaTh
HOMNCPXKKY  demoBeKy ¢ MB  wu3-3a  3Ha4MTENBHOIO
IICHXOJIOTHYECKOTO BO3ACHCTBHSI 9TOTO AHATHO3A.

14 Teparmus mpu  MB-o0ycnoBnenHoM [uabere OCHOBaHa Ha
UHCYIHHE W JO/DKHA OBITh HAampaBleHa Ha CTaHAAPTHBIH
ITHKEMIYIECKHIT KOHTPOJIb, HO HE 32 CYET AUCTHUCCKOM TOIICPIKKI
C BBICOKHM COJICP)KAHIEM [UTATCIbHBIX BEIICCTB.
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15 VY moneit ¢ MB pexoMenyeTcs pyTHHHAsI IpOBEpKa Ha MPEAMET
3a00/ICBaHN TI€UEHH, BKIIOYAS E€XKETONAHbIC AHAIM3BI KPOBH H
peryasipaoe Y3U.

16 Pannee HampaBleHME K TacTPODHTEPONOTY HIM TeHaTolory,

crenuanu3upylonemMycs Ha MB, cienyer HauMHaTh B Ciydae
CTOMKUX OTKJIOHEHHII OT HOPMBI NMPH CKAHHUPOBAHHH, TMPU3HAKOB
MOPTaIbHON TUMEPTEH3UH HIIH CTOMKOTO TPAaHCAMUHHTA.

17 JIByXOHEpreTH4ecKyl0  PEHTTCHOBCKYIO  abcopOLMOMETpHIO
(JIDPA) ciemyeT mpoBOAUTH ACTAM U B3poCibiM ¢ MB, y koTopsix
€CTh PHUCK HH3KOH MHHEPAIbHOH IIOTHOCTH KOCTHOH TKaHH,
Hanpumep: Huskuii UMT, unskuit O®B1, creponanas Tepanus B
aHaMHe3e, TUIIOTOHAIH3M B aHAMHE3e.

18 Bucdoconarer cnenyer paccmarpuBath mns moneil ¢ MB, y
KOTOPBIX 0OHAPYKUBACTCS BBIPAXKEHHBII ocTeonopos mpu JDPA,
HECMOTPS Ha CTaHJAPTHYIO Tepamuio (afeKBaTHOE IUTaHHE,
¢u3nyeckass ~ aKTUBHOCTb M JIOTIONHUTENBHBIH  TIpHeM
Kanplust/BuTamMuHa D).

19 Komanzpsl o yxoxy npu MB 10mKHBI IPUHAMATh aKTHBHBIE MEPhI
JUISL MMHAMH3AIUHM PHCKA TOPaXKeHHs I0YeK WIM 00pa3oBaHHs
KaMHeH y mofeit ¢ MB, BkIiodast peryisipHyIo OLEHKY OCTPOif
MOYEYHOI HEJOCTATOYHOCTH M XPOHHYECKOH OOIe3HM MOYeK,
MOIM(UKALNIO MOTCHIHAILHO HE(YPOTOKCHYHOTO JICUCHHS H
obecreueHne 10CTaTOYHOI THAPATaLHH.

20 3anop " cuo SIBTISTIOTCS pacmpocTpaHEHHBIMU
COIYTCTBYIOIIHMHU 3a00JIeBAHUAMH, u BpavH,
crenuanu3upylonuecss Ha MB, JOIKHBI PeryaspHO TpOBEPATS,
UCHBITHIBAIOT JIH JIOAK ¢ MB cHMNTOMBI, yKa3bIBaloIIHe HAa 3TH

COCTOSIHHUSL.

21 CKpUHHHT Ha KOJOPEKTalbHBIH pak y mromeit ¢ MB ciemyer
HAYMHATh B 60JIee paHHEM BO3pAcTe, 4eM B OOIIei Iomysauum.

22 Kononockonust  siBnsiercss  HauOonee TOAXOASAIIMM — METOAOM

CKPMHHUHTA, APYrHe MEHEe HHBA3MBHBIC CKPMHUHTOBBIC TECTHI
(MMMyHOXUMHYECKHii aHann3 kana 1 KT-komoHockomus) TpeOyoT
JaJbHENIIENH OLIEHKH.

23 Icuxonor, crnenmanu3upyrommiics Ha MB, cmocoGerByeT
YKPEIUICHHIO TICHXHYECKOTO 3[0pOBbSl M KauecTBa IKU3HU
MOCPEICTBOM ~MPOCBEIICHHS, NPOMHIAKTHKH, CKPHHHHTA H
BMEIIATEIbCTBA; TOMOTast 00€CTIeUNTh H0JIee LETOCTHBIH IOAX0T K
00palleHUIO ¢ TIOABMH, CTpafaomumMu MB, 1 ux ceMbsaMu.

24 Jlioqm Ha OGonee mo3mHMX cTaausx MB 1OmKHBI HOTy4aTh
KOMIIIEKCHYIO HMHANBUYaTU3UPOBAHHYIO TIOMOIIIb,
obecreunBalonyo 6anaHc MeXIy KaueCTBOM JKH3HHM, JIeUeOHOi
HArpy3Koi U KIHHUYECKHMH HCXOJaMU.

25 Jlromeit ¢ mporpeccupyromuM  MB  HEoOX0mHMMO  perynspHo
obcrnenoBaTh Ha HAJIMYHE JBIXAaTENbHOW —HEJOCTaTOYHOCTH,
UCHOTB3Ys codyeTaHue KIMHAYECKOTO obcnegoBaHms,

MyJTbCOKCUMETPHU M aHAIIM3a Ta30B KPOBH (BKIIOYAs HOYHBIC H
aMOyaTOpHbIE TOKA3aTEeNNn).

26 YToOBl yNydIIMTh CHMITOMBI M Ka4eCTBO JKH3HM Iofei ¢
MPOrPeCCUPYIOIIUM 3a00IeBaHHeM JeTKuX npu MB, nmanuentam ¢
MB u XpoOHHYECKOH THIIOKCEMHEH CcIeayeT Ipeanararb
JIOTIONHUTENBHBI  KMCIOPOA, a  TaKKe  HEHMHBA3HBHYIO
PECIHUPATOPHYIO TOANEPKKY B HOYHOE BPEeMs IPU HAIUIHU
MPHU3HAKOB XPOHUYECKON TUIEPKATHUH.

27 Ilpu  ocTpoit  maM  JIEKOMIEHCUPOBAHHOM  XPOHHYECKOH
TIbIXaTeTbHON HEJ0CTaTOYHOCTH CleayeT  paccMOTPEeTh
BO3MOJKHOCTh HEMHBA3MBHOH BCIIOMOTATENbHOH MCKYCCTBEHHOM
BEHTHJIALMH JIETKUX C COCTaBICHHEM COOTBETCTBYIOIINX ILUIAHOB
TI0 SCKAJIAIMH, BKIIIOYAst PACCMOTPEHHE BO3MOXKHOCTH HHBA3UBHOI
BEHTHJIALNH JICTKHX, €CIIH 9TO HEOOXOANMO.

28 TpaHcrmaHTanus JerKuX H (WIK) TEYeHH MOJDKHA OCTaBaThCS
JOCTYIHOH Juid ofeil ¢ TepMHUHAmbHOH cragumeir MB-
00yCIIOBIEHHOTO 3a00/ICBAHMS JIETKUX WM MEUCHH.

29 Komanzer o yxomy npu MB 1 1eHTpbI TPaHCTLIAHTALHN JOTKHB
COTPYAHHYATh APYT C APYroM JUIs OOECTeUeHHs ONTHMAIbHO
OLICHKH BO3MOKHOCTU TPAHCIUIAHTAL[MH U MEAULHHCKON MOMOIIH
HOCJIe OIepalHu.

30 Jlns mromedt ¢ MB Ha mo3mHuX cTagusx 3a00NeBaHUS BaKHO
TUTAHUPOBAHKE YXOJa B KOHIIE KH3HH.
31 BaxHo obecnieueHne 4eTKOM KOMMYHHMKAIUH MEXKITYy KOMaHIaMH

MaJUIMATHBHOM — ToMom ©  yxoma npu  MB,  4to0bI
MUHHMH3HPOBATh TPEBOTY H cTpecc s yiofei ¢ MB 1 ux cemeid.

Cokpamenusi: ABJIA — amnepruyeckuii OpOHXONETOUHBI acmepruies,
UMT — wusobpaxenne maccel Tema, MB — wmyxoBucrmaos, KT —
kommbioTepHas — Tomorpadms, CAUNO —  CHHAPOM  JIHCTANbHOMR
UHTECTHHANBHON  oOcTpykmmu, JDPA  —  gByxdHepreTHueckas
peHTreHoBckas abcopbumomerpus, OPBl — o6wvem QopcupoBanHoro

BBII0XA 34 OHY CEKYHIY

Cunraercs, 4TO THAPATOPH YBEIUYMBAIOT O0BEM JKHUAKOCTH Ha
MOBEPXHOCTH JbIXaTelbHBIX IIyTeif, CO37aBas OCMOTUYECKHIl TIPagHEHT.
MexaHU3M AEHCTBUS THIEPTOHUYECKOTO COJIEBOTO PAcTBOPA OTIHYACTCS OT
MexaHH3Ma JeiicTBHA JOpHa3bl anbda, M OTH TOAXOABI CUHTAIOTCS
B3aUMOJIOTIONHSIOIIUMH. CucreMaTnueckuit 0030p TIO3BOJIHIT
chopMynHpoBaTh 3aKIIOUEHHE, YTO pachblieHHe 7 % (QH3HOIOrHYECKOro
pacTBopa (TMIIEPTOHHYECKHH pPacTBOP) MOXET YMEHBUIUTh OOOCTpPEHHS
neroyasix cuMnToMoB (OJIC) u yny4nmTs (GYHKUMIO JIETKHX y AeTeit
cTapurero Bospacta u B3pocisix ¢ MB [15]. [Tocnenyromme ncciaeaoBanus
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TPOJEMOHCTPUPOBANH  yyumienne mokasareneii MOJI u  ymeHblneHne
3aKyHNOPKH CIM3bI0 TIpH KoMmbioTepHOit Tomorpaduu (KT) y mereit
JIOMIKOIBHOTO Bo3pacTa ¢ MB [14][16]. Mcnonb3oBaHne THIIEPTOHHIECKOTO
COJIEBOTO PacTBOpa, MO-BHANMOMY, Oe3omacHO y MmaaeHnes ¢ MB [17].
Hcnonp3oBanue Gonee HU3KOH KOHLEHTPAUU (pU3HOIOTHIECKOTO PacTBOPA
SIBJISICTCSl BAPMAHTOM YITy4YIICHHS TMEPEHOCUMOCTH, HO HEJABHHE IaHHbIC
CBHJCTENBCTBYIOT O Oonee BBICOKOH 3P(EKTHBHOCTH 6-TIPOLEHTHOTO
pacTBOpa IO CPABHEHHIO C 3-TIPOLIEHTHBIM THIEPTOHHYECKHM PAaCTBOPOM
[18].  Cyxoif  mOpomIOK  MAaHHHTONA  SIBIAETCS  albTEPHATHBOU
THIEPTOHUYECKOMY PAacTBOPY, HOCTYMHOM B HEKOTOpPBIX cTpaHax [19]. OGa
mpenapara MOTYT pa3paXkaTh AbIXaTeNbHBIC MyTH, TOATOMY PEKOMEHIYETCs
MEepPBOHAYAIBHOE TECTHPOBAHHE MEPEHOCUMOCTH, YacTO C HCIOIb30BAaHHEM
OPOHXOIUTHYECKUX CPEACTB Mepe] ICUCHHEM.

Io manubiM uccienosanust SIMPLIFY, y moneit ¢ MB, momyuaromux
Tepanuo  moaynstopamu  CFTR  anekcakadrop-Ttesakadrop—uBakadpTop
(ETI), npekpaieHie MyKOaKTHBHON HHTAISIIMOHHON TEpariy He CBSI3aHO C
KpaTKOBPEMEHHBIM yxXyaireHneM ¢yHkiun jerkux [20]. Bakno, 4T00BI
MYKOAKTHBHAs Tepamnus, BKIIOYas AOpHa3y anb(a M THIEPTOHUYECKHit
pacTBop, ocTaBanach AOCTyNmHOU ais mopeit ¢ MB Bo Bpems mpuema ETL
Xots maunbie SIMPLIFY o6ecriednBalOT yBEpEeHHOCTh B KPAaTKOCPOYHOI
MEePCIeKTHBE, HEOOXOUMBI TOMOTHHTEIbHBIC JaHHbIC ISl OLEHKH BITHSHUS
MpEKpalleHHss TEeparmuyd Ha JONTOCPOYHBIC pE3ylbTaThl, M B paMKax
HECKONBKMX IPOEKTOB HCCIEIOBATeNN aKTHBHO OLEHHBAOT d3T0 [2].
JlnuTenbHOE MOAZEPXKMBAIOIIEE JIeYeHHEe JOpHa3oi ambda wu  (Wim)
THIEPTOHNYECKUM PAacTBOPOM BaXKHO JUIsl BCex joneil ¢ MB, xoTopsie He
nony4atoT Tepanuo moayastopom CFTR. Komanmer mo neuennio MB
JIOJKHBI pab0TaTh COBMECTHO C JIOABMH, CTpafaomumMu MB, u ux cemMpsimu,
4TOOBI ~ONpEAeINTh Haubonee MOAXOMIMNNA PEKHM HHTAISIHOHHOM
MYKOAaKTHBHOM Tepanuu (yTBepxkaeHue 3).

2.3. Haosop 3a ungexyusmu OvixamenvHoix nymei

JDcynuan @opmon, Iasen [pesunek, Mukens Dxkrenenkamn

Hanzop 3a HH(EKIHUAME IBIXaTENBHBIX MyTell TOMOTaeT BECTH JICUCHHE
nmozeit ¢ MB, make ecinm y HUX HET COOTBETCTBYIOIIMX CHMITOMOB, YTOOBI
OBICTPO OMpPEAENATH HyXKHbIE METOABI dPaUKALNH, (HOPMHPOBATH CTPATETHH
JICUCHHS] XPOHMUYECKOH OakTepuanbHOil HH(ekmuH U  obecrneynBaTh
nHGBOPMALMIO Ul TIPUHATHA Mep MH(MEKIHOHHOro KoHTpous. bakrepun,
BKJIIO4ast HeTyOepKyiesHbie Mukobakrepun (HTM), rpubbl u BUpycbl MOTYT
CIoCcOOCTBOBATh Pa3BUTHIO 3a00IeBaHuii erkux mpu MB.

baxrepun, MIeHTH(PUIHPOBAHHBIE B MOKPOTE, TECHO KOPPEIHPYIOT C
OGaKTepHsIMH, BBIABICHHBIMM MPH MOPAMOM O0TOOpe mNpod W3 HIKHHX
JIBIXaTeIbHBIX MyTel IOCPEICTBOM OpoHXoanmbBeosipHOro naBaka (BAJI)
[21]. MokporTa (kak moayueHHast PSIMBIM 0TOOPOM, TaK ¥ HHAYLHUPOBAHHAS)
OCTaeTcs Ty4IUM oOpa3IoM s Haf30pa 3a COCTOSHHEM uenoBeka ¢ MB.
Mmuorue getn ¢ MB u Bce wame B3pocible, MOMyYaloOMIHe TEPATUIO
monynsatopom CFTR, He cmocoGHBI K CIOHTAaHHOMY OTXapKHBaHHIO.
IMosToMy coxpaHsieTcsl 3HAYMMOCTb 0TOOpa MPob U3 POTOIIOTKHU (Hampumep,
Ma3Ka OTJEIAEMOro IMyTeM OTKAIUIMBAHUS WIIH HEMOCPEICTBEHHOTO 0TOOpa
npo6 u3 porornorku) [5]. TlammenTs! ¢ paHee MPOTYKTHBHON MOKpOTOIf BCe
€Ile MOTYT OTXapKUBAaTh MOKPOTY PaHO YTPOM, Mociie pU3HOTEpATNH UITH BO
BpeMst QH3NUECKUX yNpakHeHHIT. JIomKHa OBITh OpraHH30BaHa BO3MOXKHOCTD
cOopa yCIOBHO-TIATOTGHHOH MOKpOTH. HeoOGxomumo y4uHTHIBaTh BIHSHHE
JIMCTAaHIIMOHHOTO MOHUTOPHHTA U 0TOOpa MPo6 Ha HAA30p 3a JBIXaTeIbHBIMU
MyTSIMH, TTOCKOJIBKY 3TH MOZEIN OKa3aHMs MOMOIIM CTaHOBSTCS Bce Ooiee
pacnpocTpaHeHHBIMH [2].

Ipo6bI OTHENAEMOTO U3 ABIXATENbHBIX ITyTEH CleoyeT MpoBepsATh Ha
HaIUuMe MHQEKIHN NMPH KaKAOM IOCEUICHHM KIMHUKA W TPH KaXKIOM
000CTPEHNH PECIUPATOPHBIX 3a001eBaHMid. [IpenouTuTeTbHEIM 00pa3LoM
SIBISICTCS  MOKpOTA, OTKAlIMBaeMas WIH MHAYHUPOBaHHas  (mocne
NPUMEHEHHsS THIEPTOHUYECKOrO  PacTBOpa, MPOLEAYp MO  OYHCTKE
JIBIXATEIbHBIX MyTed U (Win) (U3HYECKUX YHPAKHEHHUI); B HPOTHBHOM
Ccllydae JOIMycKaeTcst 0T60p Mpod M3 POTONIOTKH (Ma30K OTAENISIEMOrO IIyTeM
OTKAIITMBAHUSI, ACTHPALUs U3 POTOIIOTKU MIIH Ma30K 3 3¢Ba) (yTBEpIKICHHE
4). UccnenoBanue MHAYLIUPOBAHHOH MOKPOTHI CIEIyeT MPOBOANTH HE Pexe
OZIHOTO pa3a B Tof y Jiozei ¢ MB, koTopble He MOTYT OTXapKHBAaTh MOKPOTY,
JlaXke €CIH Y HUX HEeT CUMOTOMOB (yTBepskaeHue 5). ClemyeT paccMOTpeTh
BO3MOXKHOCTB B3ATHS P00 M3 HIKHUX JBIXaTENbHBIX IyTeil MOCPeICTBOM
OponxoansBeonsapHoro naBaxka (BAJI) y miomeit ¢ MB, y kotopsix
COXPAHSIOTCS CUMITOMBI, HECMOTPS. Ha COOTBETCTBYIOILYIO KyJIbTyPAIbHYIO
TEepanuI0 OTXapKHBAEMOil HJIM HHIYIUPOBAHHON MOKPOTHI (yTBepikaeHHUE 6).
OTH MOAXOABl MMEIOT Pa3Hyl0 CTENeHb MHBA3MBHOCTH, HO IO Mepe ee
YBEIMYEHHs ~ TIOBBINIACTCS ~ UYYBCTBHTENBHOCTh  JUIS  BBIABICHHS
GakTepuanbHOI MH(EKINH HIDKHUX IbIXxaTenbHbIX mytedt [22]. IIpouenypa
orbopa mpo6 M3 BEpPXHMX ABIXATENbHBIX MyTeH, 0COOCHHO U3 HOCOIIOTKH,
HETPUSATHA JUTS MIAJICHIEB H JeTeil.

V nereit ¢ MB o160p mpo6 ¥3 HIKHHX ABIXaTeIbHBIX MyTeit yepe3 BAJI
TPUMEPHO B JIBa pa3a UyBCTBUTEIbHEE [UIS BBISABICHHS BO3OYIHTENS, YeM
ot6op mpob u3 porornotky [22]. UHIYKIMS MOKPOTHI MOCIE PACIIBUICHHUS
THIIEPTOHNYECKOTO COJIEBOTO PACTBOPA BO3MOXKKHA Y OONBIIMHCTBA AETEH
obecneunBaeT Oonee BBICOKHII BBIXOJ ITATOICHOB, Y€M COOTBETCTBYIOLINE
Ma3KH OTAEIIEMOro MpH Kauulie. Y NalHeHTOB ¢ CHUMITOMAMU HHIYKIHUS
MOKpOTHI JKkBHBaneHTHa BAJl mns mpentndukanmm naroreHa [26]. Beuto
MOKa3aHo, YTO MHAYKIHs MOKpoTel 1 BAJI nmst o6uapyxenus HTM Gonee
s¢dexruBHbI, gem 0T60p Mpod U3 poTornoTKu [27].

B cocraBe komammsl mno yxony npu MB  mMukpo6uomor,
crennanu3upyonmiicst Ha MB, nomkeH y4acTBoBaTh B pa3paboTKe MECTHOI
cTpaTerny NHPEKINOHHOTO KOHTPOJIS U HAA30pa, ICICHUs] aHTUOHOTHKAMU 1
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pasymHOro ympaeieHus. Ecim y komaHel mo yxomy mpu MB  Her
BO3MOXXHOCTH TECHO COTPYAHHYATh CO CICHHAINCTOM-MUKPOOHOIOTOM,
B&XHO, 9YTOOBI MHKPOOHMOIOTMYECKHE HCCICIOBAHUS IIPOBOAHMINCE B
COOTBETCTBHH C peKOMeHAanmsamu, coemubuyasivu  a1s  MB  [29].
MuKpPOOHOIOr  JOKCH —MOATBEPXKAATh HHTEPIPETALMIO  PE3yIbTaTOB
JIMATHOCTUYECKUX TECTOB M HANpPABIATh HHAMBHIYAIbHYIO TEPaIHio
nmanuenTa [29]. ITatoreHsl, B TOM 4nciae OBICTPOPACTYIIHE MHKOOAKTEpHH,
JOJDKHBL  OBITh HMACHTHGUUHUPOBAHBI B 00pa3max B COOTBETCTBHH C
MEKIyHapOAHBIME CTaHmapraMiu. Metoxst I[P i aHamm3bl Ha CHCTCMHbIC
AHTHUTENAa OOBIYHO HE HCIOJB3YIOTCS, HO MOTYT OBITh IOJE3HBI UL PAaHHEH
JIMAarHOCTHKH HH(EKIMI IBIXAaTCIbHBIX My TCH.

2.4. ITooxo0ul k anmubuomukomepanuu

Mapzeapem Poszengpenvo, Anan Cmum, ncosannu Tauuemmu, Knsp
Vatinpaiim

Hmerorcst yOemuTenbHbIe JOKA3aTENbCTBA B TOAAEPHKKY MPOTOKOIOB
JpajiUKAllMM  CHHETHOHHOH  INajgouky, BBIABICHHOH  INIpH  TOCEBE
PEeCIUpaTOpHON  KynbTypbl — JI000r0  oOpasna  JbIXaTeIbHBIX — ITyTeit
(yrBepxkaenue 7). PasyMHBIM BISETCS YNPEXKIAIOMKN MOIXOA K JCUCHUIO
unpekunii npu MB, BEI3BIBacMBIX BO30YAMTENSAMH, OTIMYHBIMU OT
CHHETHOWHOH TalOYKy, TPH 5TOM BHIOOP AHTHOMOTHKA OINpEAEINSIeTCs
MECTHBIMH MIPOTOKOJAMH, HEPEHOCHMOCTBIO TALMEHTa M MOOOYHBIMH
a¢dexramu (yrBepxaenue 8). Komannma mo yxoxy npu MB nomkna TecHO
COTPYAHHYATh C MHKPOOHOIOTHYECKHM OTJACNCHHEM, 4TOObI 00eCIeuHnTh
TapreTHyI0 TEpamuio, MpPAaBHIbHOE INPUMECHEHHE AHTHOHMOTHKOB U
COOTBETCTBYIOIME CTPaTerMd Ha Clydall MepeKpecTHOil HHQEeKIUH
(yTBepxaeHue 9).

2.4.1. [Ipopunakmuxa

B pannux coobmienusx o0 MB onucbiBaeTcst THOWHBINH OpOHXHT Ha oHe
Staphylococcus aureus (3omotucroro crapunokokka) [32]. D1o mpuseno k
PYTHHHOMY HCHOJB30BAaHUIO AHTUCTA(UIOKOKKOBBIX AHTUOMOTUKOB ISt
MEepPBUYHON MPOGUIAKTUKY B IIEHTpaX MB B HEKOTOPHIX CTpaHaX, HAIPUMEp
B BemnkoOpuranmu, HO 9Ta mpakTuKa He ObLma OOMIENPHHATONH B
GonmpuinHeTBe Apyrux crpaH, Bkarodas CIHA. Cuctemarnueckuit 0630p
MOKa3ajl, 4YTO B TEUEHHE MEPBBIX 6 JET JKH3HH aHTUCTA(HIOKOKKOBAs
NpOQUIAKTHIKA TNPHBOJUT K YMEHBIICHUIO YHCIA JETeH, BBISABISAIONIHX
pectiparopHsie u30mATHL S. aureus [33] (tabmuma 2). 3a TOT e MEpHOT
HaOMofanach HE3HAYNTENbHAs TEHJACHLHSA K YBEIMYCHHIO YHCIA JETEH,
MOMyYalomMUX NPOQHIAKTHKY, C OJHHM HJINM HECKONbKHMH H301iTamMu P.
aeruginosa. KpymHoe mpomomkaromeecs MHOTOLEHTPOBOE MHCCIEAOBAHUE
(CF START, ISRCTNI18130649) onpeaenut, mpeapacnonaraet JIu
npodUIaKTHKa (GITYKIOKCAMUIMHOM K 6ojee paHHeMy MHOHIMPOBAaHUIO P.
aeruginosa u Bimmser snu Ha MOJI. JIaHHBIX B MOIB3Y HCHOIb30BAHUS
AQHTHOHOTHKOIIPO(UIAKTHKY APYTUX Bo30OymuTeneit nndekunii mpu MB Hert.

2.4.2. Opaouxayus

OOHapyxeHHe HadalbHON OakTepuanbHON HMH(EKUNH ONpaBAbIBACT
paHHee JIeUeHHE AHTHOMOTHMKAMH C LENbI0 DPAfHKALUU BO30yauTeNeit
nadexunit mpu MB. HeT nmaHHBIX HCHBITAaHUH B TOAAEPXKKY paHHEH
opaguKannoHHON Tepamuu S. aureus [44]. Uto kacaercs MRSA, omno
HCCIEOBaHNE TMOKA3al0, 4YTO AaKTUBHOE JedeHHe B TedeHue 28 nHeil
MpPEBOCXOAUT — HaOmiomeHHe  Ge3  JIGUeHHs, XOTA  JIOKA3aTeNbCTBA
JIEMOHCTPHPOBAIH HU3KYIO JOCTOBEPHOCTS [45].

IepBuunyio nndexuuio P. aeruginosa 4acTo MOXKHO MCKOPEHHTH, €CIH
HauaTh JICUEHHE PaHO, IPEINOYTUTEIPHO B TedeHHEe 4 HeIenb I0CIe
MONY4YEHHsT TIEPBOTO  MOJNIOKHTEIBHOTO pesynbrata mocea [37][46]
(yrBepxkaenue 7). JlaHHbIE KIHHHYECKHX MCCICAOBAHMII MOATBEPIKAAIOT
HCTIONB30BaHKUE PacTBOpa ToOpamunuua qust uaransuuii (PTU) B Teuenne 28
qHeH miM 10 3 MecsueB HeOynaif3epHOr0 KONHMCTHHA C MEPOPabHBIM
nunpogmokcarmaoM [4], [37][46][48]. Het HuKaKkuX JOKAa3aTEIbCTB B MOTIb3Y
KaKoro-1ub0 OTHOTO peXknuMa 110 CpaBHEHHIO ¢ ApyruM [37]. BHyTpuBeHHbBIE
aHTHOMOTHKH He Oonee Y(P(EKTHBHBI, YeM HHTANALHOHHOE JICYCHHE B
COYCTAaHWH C TNepopanbHbIM munpoduokcanuuom [46]. Ilpemnaraercs
MPOBOAUTH MOCIEAYIOIee MUKPOOHOIOTHIECKOe HAaOMoIeHHe B TeueHne 12
MecsILEB Ul OLEHKH YCTOHYMBOCTH dpaaukanuu [37][46][49]. Dpaankauns
P. aeruginosa MOXXeT 3aMeAINTh CHIKEHNE (YHKIHH JTerkux [51].

XoTs paHHee BBISIBIICHHE OaKTepUAIbHBIX BO30yUTENeH HHPEKIHNI TpH
MB B pecnupaTopHO#l KymbType MOXKET ONpPaBAaTh APaJHKALHOHHYIO
METOUKY, JAHHBIE HMEIOIINXCS KIMHUYESCKHX HCCIIEJOBAaHHH HE MO3BONSIOT
PEKOMEHJOBaTh ~ PAHHIOI JPAJUKALMOHHYIO TEPamuio Ui APYTUX
B030ynuTeneit mpu MB, kpome P. aeruginosa [42][52].

Tabauua 2
Ipodunakruka, dSpaauKauus H TOAABICHHE OCHOBHBIX BO30yauTeneit
uHdexunii npu MB, naHHbIe cHcTEeMaTHYECKOrO 0030pa

Ipodunaktu Dpaankanus Cynpeccus
Ka
S. aureus 3HAYUTENBEHO OtcyTeTByeT Ectp
MEHBIIC CHCTEMATHIECK CHCTEMATHIECK
JleTeit UMET it 0630p uit  0630p, HO

OWH WA HET
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HECKOJIBKO TOAXOASAMINX
U3014TOB ~ S. HCCIICI0BAHUH
aureus g0 6 [34]
ner [33]

MRSA OtcyTeTByeT 3HAYUTENBEHO OtcyTeTByeT
cucTeMaTnye MEHbIIE CHCTEMATHYECK
cKkuit 0630p MalKeHTOB uit 0630p

nvemn  MRSA
gepe3 28 nHeit
AKTHBHOTO
neyenus.  Her
pasHHIBI uepe3
3 u 6 Mecsues
[35]

P. aeruginosa B HeGymnaiizepras JinuTenbHas
cHcTeMaTnye (€3 MHTAJSILHOHHAS
CKOM 0030pe  mepopanbpHas) aHTHOMOTHKOTE
BaKIMH AQHTHOHOTHKOTE panust
TPOTHB P.  pamms yiIydmaeT
aeruginosa JIOCTHTaeT dyHKIHO
HET SpaguKalHn JIETKUX )i
JIOKA3aTeNbCT  3HAYUTENIBHO CHIKAET
B IONB3bI [36]  waie, 4eM  YacTOTy

OTCYTCTBHE obocTpeHnii
JIeYCHMSI. [38]
Buytpusennsie

AQHTHOHOTHKH HE

JIaloT

MPEUMYIIECTB

[371*

Hety6epxye OtcyTeTByeT Ectp OtcyTeTByeT

3HBIC cucTeMaTnye CHCTEMATHYeCK CHCTEMATHYeCK

MHKOOAKTepH cKkuii 0630p uit 0630p, HO  mii 0630p

u HET

TOAXOASALINX
HMCCIEI0BaHHI
[39]**

B. cepacia OtcyTeTByeT Ectp Huxakux
cucTeMaTnye CHCTEMATHYECK JI0Ka3aTeNbCTB
cKkuit 0630p uit 0630p, HO  MONB3BI B

HET CHCTEMaTHYECKO

TOAXOIALIUX M o630pe (ogHO

HCCIICI0BAHNUH MOAXOIIEe

[40] HCCIIEIOBAHHE)
[41]

S. maltophilia ~ OrcyrcTByer Ectp Ectp
cucTeMaTnye CHCTEMATHYECK CHCTEMATHYECK
cKkuii 0630p uit o63op, HO wmi 0030p, HO

HET HET
TOAXOASALINX TOAXOASALINX
HMCCIEI0BaHHUI HMCCIEI0BaHHUI
[42] [42]
Cokpamenus: MRSA —  METHIWIIMHPE3UCTEHTHBIH  30JIOTHCTBIH
CTa(hHIOKOKK
*BapuaHT  MHTOXOHApHanpHOTO  TeHa m.1555A>G  yBennuuBaer

BOCTIPHUMYHBOCTB K HAPYLICHHSM CITyXa, BEI3BAHHBIM aMHHOTTHKO3HAAMH, H
BCTpeuaeTcss pefko B oOmieil momymsuu. ITo BO3MOKHOCTH €ro CleayeT
MPOBEPHUTH MEPe/l HA4aIoM Tepannl aMHHOTIIUKO3UuAaMu [43].

**XoTst dpaauMKalMs 4YacTO MNPEANPUHUMAETCS TaM, TIAe MPHCYTCTBYET
Jierounoe 3aborneBanue, Bei3Bannoe HTM.

2.4.3. Cynpeccus

Tlocne moxpTBepkAeHUsT XpoHMueckoil mHOekuun P. aeruginosa [53]
€BpONEHCKHE M aMEPUKAHCKHE PEKOMEHIALMH IpPEIIaraloT JUTHTENbHOE
JIeYCHUEe WHTATALMOHHBIME AHTHCHHETHOMHBIMH aHTHOHOTHKamu [4][48].
Ob6a pykoBozacTsa pekomerayor PTU B kadecTBe Tepamuu MepBOil IHHUH,
MPOBOANMON 28-THEBHBIMH KypcaMi ¢ 28-THEBHBIMH MEPEPHIBAMH, a B
KaueCcTBE PEKOMEHIyeMO albTepHATHBBI — a3TpeoHaM au3HuH. EBponeiickue
PEKOMEHJALNK MPEANAraloT HHTATALNMOHHBI KONHCTHH B  KauecTBE
JIONONMHUTENbHON anbTepHaTuBbl PTU. XoTa U HE BKIIOUEHHBIE B TEKyLIHE
PEKOMEHJALNH M0 METUIMHCKOI MTOMOIIH, a9PO30JIbHEII JIEBOGIOKCAIMH U
JIMIOCOMANIbHBIH ~ AMHKAal[MH ~ OLEHHBAINCh B PAaHAOMU3HPOBAHHBIX
KOHTponupyembix HuccaenoBanusax (PKU) um moryr paccmarpuBaThest B
KauecTBE TEpaluu Yy MAlUeHTOB C CyOONTUMAJIbHBIM OTBETOM Ha
WHTAJIAHOHHbIC aHTUOHOTHKK TepBoil juHuu [54]. U3 MHransiuoHHBIX
aHTHOMOTHKOB, Ha3HA4YaeMbIX Ul CyNpeccHBHOW Tepamuu mpu MB, PTU
HMEeT CaMyl0 CHIIBHYIO JJOKa3aTeIbHYI0 0a3y: yaydlIeHHe (yHKIHH JEeTKHX
u cHIKeHHe 4acToThl ciaydaeB OJIC ObUIO HPOIEMOHCTPUPOBAHO B
WCCIIEIOBAHMAKX, MPOBEICHHBIX 10 9pbl  Moxymstopos CFTR  [38].
VHransiuoHHble MOPOLIKA AHTUOMOTUKOB MOTYT IpPEACTaBIATh CO0Oit
C1oco® MECTHOl JOCTaBKH, albTePHATHBHBIN a9PO30JIbHBIM aHTHOHOTHKAM
[56]. Her Hukakux JoKa3aTeIbCTB, KOTOPBIE MOIIH OBI CIIY’KHTh OCHOBAHHEM
JUISL IPUHATHS peleHni 06 spaankanuu P. aeruginosa mim cynpeccHBHOI
Tepanuu y soaeit ¢ MB, nomydaromumx Tepamuio moayastopom CFTR.
JIaHHBIX ~ HEJOCTaTOYHO,  YTOOBI ~ PEKOMEHIOBAaTh  CYIPECCHBHBIC
UHTAISILMOHHBIE AHTHOMOTHKM B OTHOMICHHM JPYruX Bo30yaureneit
nHpexunii mpu MB.

2.4.4. Pacnosnasanue u neuenue HemyOepKyle3HbIX MUKOOAKMePUanbHbIX
3a60nesanuli 1e2Kux

KynpruBupoBanne HTM wu3 pecmupaTopHsix 00pasmoB Tpebyer
CTeLHaNbHOMH 11ab0paTOpHON MACHTH(HKALMH MHUKpoopraHusma [57].
JluarHoctuka 3aboneBanuii  snerkux npu  HTM  ocHoBeIBaeTcs Ha
KINHHYECKUX, PAJHOTIOTUYECKUX U MHKPOOMOIOTHYECKHX KPUTEPHSX, Kak
OMHCAaHO B MEXIyHapOAHbIX pykoBoactBax [S58]. V mromeit ¢ MB atu
KPUTEPUH TAKKEe HPUMEHSIOTCS, HO TPeOyIoT MpOBEpKH. JIMarHoCTHKa
obycnosnennsix HTM 3aboneBannii nerkux y mozneit ¢ MB moxer ObITh
CIIOXKHOI 3a1aueii u3-3a cymecTylomero MB-o0ycnoBneHHOr0 3a001€BaHUs
JNETKUX ¥ OJHOBPEMEHHOH XPOHMYECKOH WHOGEKIMM  THINYHBIMU
B030Oyrutemsimu mpu MB [59]. He pexe omHoro pasa B rox ciemyeT Opartb
mpoOBI U3 JBIXaTENbHBIX IMyTeil (MOKPOTA, HHIYLHPOBAHHAS MOKPOTA MIIH

OpOHXOANBBCOISIPHBIA ~ JIaBaX)  [UIs1  BBIIBICHHSI  HETYOCPKYIEC3HBIX
mukobakrepuit  (ytBepxkaenue 10). Ilepenq nHaganom newennss HTM
HACTOSITENIBHO PEKOMEHIyeTCs MPOBECTH TECTHPOBAHHE Ha

YyBCTBHTENIBHOCTD K JIEKAPCTBEHHBIM CPEJCTBAM, OCOOCHHO K MaKpOIHIaM,
MOCKONIBKY PE3MCTEHTHOCTh K MAaKpoIuAaM (BKJIIOYAs HHIYLHOCIBHYIO
pe3ucTeHTHOCTh K MakponuaaM rpynmsl HTM Mycobacterium abscessus)
cBA3aHa ¢ MeHee d()PEKTHBHBIM KIMPEHCOM AHTHMHKDPOOHBIX MpEMapaToB
[61]. Jleuenne mpenHa3HAYEHO JUIS MALMEHTOB C NMPH3HAKAMU BBI3BAHHOTO
HTM neroynoro 3a0oneBaHHss M JODKHO HPOBOAHTHCS HA OCHOBE
PYKOBOISAIIMX MPUHIMIIOB M ¢ ONTHMHU3AIMEH BCEX KIMHHYECKUX ACTCKTOB,
BKJIIOUAs OYUCTKY JbIXaTelIbHBIX IyTeH, JICUCHHE JAPYTHX HHOEKIHii
neixarenpHbix myTted, BeaeHne CFRD u konTpons murtanus. Jledenue, He
OCHOBAHHO€ HAa  JAHHBIX  KJIMHHYECKHX  HCCIEIOBaHHHN, JOIDKHO
COOTBETCTBOBATh MEXAYHAPOJHBIM pPEKOMEHAAmusAM [62] M  BKIIOYATh
CIIOXKHBIC KOMOMHAIIMM THPOTHBOMHKPOOHBIX MPEMapaToB B TEYCHHE Kak
MHHHMYM 12 MecsIeB mocie MepBoro OTPHLATENBHOTO Pe3yNbTaTa MoceBa.
OTU CI0XKHBIE METOABI JICYEHUS MOTYT OBITh CBSI3aHBI C KPATKOCPOYHOU H
JIONITOCPOYHON TOKCHYHOCTBIO. [Tl CHUIKEHUSI TOKCHYHOCTH PEKOMEHTyeTCst
MPOBOAUTH TEPANEBTUYECCKHIl JICKAPCTBEHHBIH MOHHTOPUHT, OCOOCHHO NPH
BHYTPHBCHHOM IPHMEHEHHH amuKauuHa (Tabmuua 2) [58]. Abcopbims u
(apmakoknHeTHKa aHTHOMOTHKOB MOTYT pa3iuyarhes y moaeit ¢ MB [63].
Ipomomxatonieecs ucciaenosanne FORMaT (Finding the Optimal Regimen
for M. abscessus, NCT04310930) ompenenauT TydiInii pexuM dpaguKanum
M. abscessus ¢ ycToiuMBOCTBIO K mOO04HBIM dddextam. Jleuenue
moxymsitopom CFTR moxker cHm3uth puck 3apaxenus HTM u moxer
CBITPaTh POJIb B JICUCHUH, HO TEKYIIHE JaHHBIC OTPaHUYCHEI [64].

2.5. Jleuenue ob6ocmpenuii 1e204HbIX CUMRIMOMOS

Hamanu Yscm, Jon Candepc, bappu Ilhanm, ITvep-Pescu Bypocens

OJIC — »TO mepHoAMYEecKOe KIMHMYeCKoe yxyamreHne MB-
00yCIIOBIEHHOTO0  3a00J€BaHMS  JIETKHX, KOTOpOE  OOBIYHO  JIedaT
MepopanbHBIMA WIM BHYTPHBCHHBIMH aHTHOMOTHKamu [65]. Xors He
CylIecTByeT cornacoBanHoro onpeneneHust, OJIC 0ObIYHO OMMCHIBAETCS KaK
OCTpoe KIMHHYECKOE YXyAIICHHE MO CPABHEHHIO C MCXOAHBIM YPOBHEM H
(MIM) OCTPOE CHIDKCHHE (DYHKIINH JISTKHX.

OJIC  sBnsOTCST  OCHOBHOM — MpWuYMHOM  3a0o;meBaeMOCTH U
TPOTPECCUPOBaHUs 3a00IeBaHus, TPUBOAALICH K moTepe (yHKIMH JICTKUX,
YXYALICHHIO KauyecTBa JKM3HM M COKPAIICHHIO BBDKHBaeMOCTH [66]. B
HEJaBHHUX KIMHHYeCKHX uccaenoBanusax OJIC moutH moaoBHHA y4aCTHHKOB
TOTy4any NMepopanbHble U (MIH) HHTAIAIMOHHbIE AaHTHOMOTHKH 10 JICUCHUS.
BHYTPHBCHHBIMH aHTHOMOTHKaMH [65][67], a y 25-35 % ydacTHHKOB He
YAATI0Ch BOCCTAaHOBHUTH MCXOAHYIO (yHKImi0 nerkux [67][71]. Hekotopsie
BMeIIIATEeIbCTBA (Hanpumep, Tepanus MOIYIATOPOM CFTR,
CHCTEMATUUYECKHil IPUEeM a3UTPOMHIMHA, MyKOIHTHKOB M MHTAIAHMOHHBIX
aHTHOMOTHKOB pH P. aeruginosa) camxkarot gactoty OJIC [72].

Jleuenne OJIC 06br4HO TpebyeT nepopanbHOro U (HIKM) BHYTPUBEHHOTO,
a MHOTJIa i MHTAILSIIMOHHOTO BBeAeHUs aHnTHONOTHKOB. [Tpn OJIC, cBa3aHHOM
¢ P. aeruginosa, pexoMeHyeTcss KOMOMHALNS ABYX MM O0ee aHTHOMOTHKOB,
OJIHAKO JIOKA3aTeNbCTBA OTCYTCTBYIOT. IIporpamMma cTaHIAapTH3UPOBAHHOTO
nedeHus 1erouHeix oboctpenuii (STOP) mpoBOANT KIMHUYECKHE HCTIBITAHUS
npu OJIC [65]. Oxxo knuanyeckoe uccienosanue STOP mokasano, uto 6onee
qnutensHas (>14 nHeit) BHyTpHBEHHAs aHTHOMOTHKOTEPAMHNS Y B3POCIBIX C
MB He Oblna cBA3aHa C yMydmIeHHEM (YHKIHH JIETKHX, BOCCTAHOBICHHEM
CHMIOTOMOB WIHM yBenudeHneM mpomexyTtka Mmexay OJIC [66]. Takum
obpaszoM, pasymMHOIl  mpopomkuTenbHocTbio  gedeHns  OJIC  mpu
BHYTPHBCHHOM JeueHnn cuutaercs 10-14 nueit. Jlewenne OJIC moxer
nmoTpe6oBaTh FTOCIUTAH3ALHUH JUIs BHYTPUBEHHOTO BBEICHHS aHTHOMOTHKOB.
B toMm ke nccnenosannu STOP cpennee ynyumenue GyHKIMHT JETKUX ObLIO
BBIIIIE Yy Jtofielt ¢ MB, koTOpbIe Bce BpeMst HAXOAMIIHCH B OONBHHIIE, TIOTydast
BHYTPHBCHHYIO TEPANUIO AHTHOMOTHKAMHM, 110 CPABHEHHIO C TEMH, KTO
JICYHIICST HCKITFOYUTEBHO oMa [68].

VIMeroTcst HEKOTOpbIE OTPaHUYCHHBIE 0KA3aTeNIbCTBA TOTO, YTO PaHHEE
BoisiBieHne u JaedeHne OJIC MoxeT NpUBECTH K oOLIeMY YITydIICHUIO
37I0pPOBbsl JIETKUX, HO HEOOXOAMMBI JONONHUTEIbHBIC HCCIEIOBAHHUS JIS
BBISIBIICHHS M TPOBEPKH OHOMAapKepOB U pPe3ylbTaToOB, COOOMIAEMBIX
ManMeHTaMu, s BHEPEHHs 3ToH cTpareruu [73].

2.6. I'pubkosvie 3abonesanus reckux npu MB
Joicuna Xone, JKan-@ununn bywapa, Kapcmen Llsapy

Aspergillus fumigatus u npyrue rpuOb 00bIYHO ONIPEIEISIOTCS B Tpobax
W3 IBIXaTeIbHbIX MyTeil AeTeil u B3pocibix ¢ MB [74]. 3aboneBanust Terkux,
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CBA3aHHBIC C acmepruie3oM, mpu MB MoryT mnposBaiTbcs B Buie
xomonm3auuu Aspergillus, acneprunne3Horo 6pOHXHTA, CEHCHOMIH3ALNE K
Aspergillus, amnepruueckoro GponxonerouHoro acmepruuiesa (ABJIA) u
penko acmeprmuioMbl. COITacOBaHHBIE —JMATHOCTHYECKHE KPHTEPHU
cymecTByOT Tonbko s ABJIA [76,77). ns Beisenenus rpu6os npu MB
PEKOMEH/IYIOTCSI MUKOJIOTHYECKHE MHUTATeIbHbIE CPEIbl C AaHTHOMOTHKAMH,
BKJIIOUAsl CEIEKTHBHYIO KyIbTypalbHyIO cpemy a1 Scedosporium, XoTs
CTaHJAPTH3UPOBAHHBIC MHKOJIOTHYECKHE JIA0OPaTOpHBIE MPOTOKONBI HE
SIBIISIOTCSL  OOIICIPUHATBIMU. JIJIsl AMATHOCTHKM TPHOKOBOrO OpOHXHTa
HEOOXOANMBI TIOBTOPHBIC MOJIOKHUTEIBHBIC KYABTYpEI [74].

PexoMeHIalMu MO CKPHHHHTY JUIS HAaa30pa TPHOKOBBIX MHQEKUHi
pa3NIuYaloTCs B 3aBUCHMOCTH OT pPETHMOHAa M CTPaHbl, HO B CIy4asx
KIMHHYECKOTO YXYAIICHUS CIEAyeT PacCMOTPeTh TPHOKOBYIO KyIBTypy
MOKpoThI 1 xuakocti BAJI [77]. ABJIA siBaseTcst 4acTbIM OCIOKHEHHEM
y moxeii ¢ MB u xapakrepusyeTcsl KalLleM, CBHUCTSAIIMM IbIXaHHEM,
U3MEHEHUSIMH Ha PEHTTeHOrpaMMe rpyaHoi kineTku nii KT u moBbIeHHbIM
BBIZIETICHHEM MOKPOTHI [79]. Exxeroanstit ckpuauar obuiero IgE B ceiBopoTke
KPOBH PEKOMEHAYETCsl Il MOHUTOPHHIA HCXOAHBIX ypPOBHEH. JInarHocTHka
ABJIA ocHOBBIBaeTCs Ha MOBBIICHHOM ypoBHe o6miero IgE (06sraHo Goee
1000 ME/mi), a TakKe BKIHOYAET KOKHBIE TPOObI Ha aJyIepreHbl, BBISBICHHE
ceiBopoTouHbix antuten IgE n IgG, cnenuduunsix k Aspergillus, n KT [80].
Jluarnoz ABJIA cnemyeT paccMarpuBaTh y MAlMEHTOB C KIMHUYECKUM
YXyAUIGHHEM, Yy KOTOPBIX HET OTBETa Ha AaHTHOMOTHKOTepamuio [77]
(yrBepxaenue 11).

Jlns maumenToB, momydarommx Tepanuto Moxpymstopom CFTR, y
KOTOPBIX 3aTPYAHEHO OTXapKMBAHUE MOKpPOTHI, OOHApyKeHHE TIPUOKOB B
PeCIIPaTOPHOI KyIbType MOXKET OBbITh Oosee CIOKHOMU 3amadeii [5].

ABJIA nevar nepopaiabHbIMU KOPTHKOCTEPOUIAMHU C IPOTHBOT PHOKOBOH
Tepamueil wim  6e3 Hee [77][79], HOCKONBKY HET YCTaHOBIICHHBIX
JI0Ka3aTeNbCTB UCIIONB30BaHMs IPOTHBOTPHOKOBOH Tepanuu [82]. Tpuazonst,
MPEANOYTHTENbHBIE MPOTHBOTPHOKOBBIC CPEACTBA NI yBCTBHUTEIBHBIX
LITaMMOB, B3aUMOJCHCTBYIOT ¢ Tepanueit moxymsitopoM CFTR, uto Tpebyet
KOPPEKTUPOBKU J03bI MOIYIATOpA. YBENHYMBAeTCS NOKa3aTenbHas 0a3a B
TOIICPKKY HCIONb30Banus aHTH-IgE-Tepanuu (omammsyma® u apyrue
OuoTexHOomOrnUeckue mpemaparsl) ans gedenus ABJA mpu MB u
COKpAIL[CHHS HCIIOIb30BaHMUsI CTepOHI0B [83].

Benytcs cnopsl 0 knuHHYeckoM 3HadeHunu Aspergillus fumigatus u
npyrux rpu6os, momumo ABPA. HekoTopbie faHHBIE CBHIETEIBCTBYIOT O
ToM, uTo Aspergillus fumigatus MoxeT UrpaTte poib B MPOTrPeCCHPOBAHUH
3aboneBanns MB [85]. Nmerorcs crnabbie qokaszarenscTBa 3(GEKTHBHOCTH
nedenns nHdexuunit Aspergillus fumigatus n Ipyrux MunenuanbHbIX TPHOOB
B orcyrctBue ABJIA [78]. CoobuieHus o ciydasx 3aboneBaHums,
omyOIMKOBaHHBIE B OCHOBHOM 10 osmoxu  Momymsitopa  CFTR,
CBHICTEIBCTBYIOT O TOM, YTO MPOTHBOIPHOKOBBIE IPENapaThl KIMHUYECKH
a¢dexruBHb! y moaeit ¢ MB ¢ rpubkoBeiM 6poHXHUTOM U Oe3 npusHakos IgE-
onocperoBaHHOTO 3aboneBanus [88].

3. Cnienuduyeckue npodiieMbl €O 310pOBbEM PH MYKOBHCLH/103€
3.1. MB-o06ycnoenennslil caxaphuiii ouabem

Humep Muooaimon, Knsp Beppu, Anebepmo bammeyyamu

TpagunnonHo BceM monsM ¢ MB OblI0 peKOMEHIOBAHO E€KETOIHO
npoxomutb  ckpuHuHr  Ha CFRD ¢ momompio — mepopasbHOro
nmoko3otonepanTHoro tecta (IITTT), Haunnas ¢ 10 ser [91] (yTBepkaeHne
12). Bce Gompuie ueHtpoB mpoBomiaT ckpuHuHr Ha CFRD ¢ momomsio
gacoBoro IITTI [93] unu HempepsiBHOrO MOHHTOpHHTA rmukemuu (HMI)
[95]. TToporoBbie ypOBHH JUIsl JUATHOCTHKU M JICUCHHS] B HACTOAIEE BPEMs
He ycTtaHOBIeHbl. [nmko3unnpoBanHbld remormobun (HbAlc) me ciemyer
HCHOJIB30BaTh H30MHPOBaHHO Anst ckpuHuHra CFRD, MOCKOIBKY OH SIBISETCS
MeHee 4yBCTBUTEIBHBIM MAPKEPOM TOJIEPAHTHOCTH K INIIOKO3¢ Y Jtozieii ¢ MB,
gem gapyrue Ouomapkepsl. Opmnako HbAlc MokeT mOMOYb OLICHHTH
TITHKEMHYECKHI KOHTPOJb Y Jifofei ¢ MB, momy4aronux HHCYIHHOTEPAIHIO.

Pexomennanuu [92] moagpasymeBaroT 6osee 4acThlif CKpUHUHT TITFOKO3bI
HATOIIAK, TOCTHpaHAManbHON Tmoko3sl u (uwmm) IITTT npu Hanmumn
CHMIITOMOB JHa0eTa U B CIeAyIOIMX KOHKpeTHBIX creHapusax: OJIC, nauano
DIIOKOKOPTUKOMJHOI  TepamuH,  9YHTEpaJbHOE  30HAOBOE  IHTAaHHE,
OGepeMEeHHOCTh M TPaHCILIAHTALUs OpraHoB. HapymieHne TonepaHTHOCTH K
mIoKo3e y mozeit ¢ MB Tpebyer TiaTenbHOro MOHHTOPHHTA, 0COOSHHO ISt
omnpezeneHust HeoOX0IMMOCTH HHCYTHHOTEPAITHH.

Jleuenne MB-o6ycnoBnenHoro auadera TpeOyeT MOMOIIH Pa3THYHBIX
CIIELHANCTOB, BKJIIOYAas Bpauel, CHENUANH3UPYIOIHXCS Ha auabere,
HEOOXOIMMO OKa3bIBaTh MOAIEPXKKY UeloBeKy ¢ MB m3-3a 3Ha4MTEIHHOrO
TICUXOJIOTHYECKOTO BO3/ICHCTBHS 9TOTO AUarno3a (yreepxaeHue 13).

WucynuH siBisieTcs peKkoMeHI0BaHHBIM cpeacTBoM sedenuss CFRD [91],
[96] (yrBepsxnenue 14), HO s HeKOTOPBIX Jrofeii ¢ MB mpo6nemoit Mmoxer
OBbITh MHCYIMHOPE3HCTEHTHOCTb. POIb APYrHX METONOB JedeHus auadera
TpebyeT  JanpHeHWIMX — uccnenoBaHmil.  ONTHManbHBIE — CTPATETHH
MHCYITHHOTEPANHU JOJDKHBI YPaBHOBEIINBATh MTOTPEOHOCTD B MOANCPIKAHUH
MPAaBHIBHOTO THUTaHHA M (PU3NYECKHX YNPAKHEHHAX M JOJDKHBI ObITh
HAIpaBIEHbl HA HOPMAITH3AIHIO NTHKEMHH.

Jltonn ¢ CFRD [OMKHBI MPOXOANTH COBMECTHBIN €XKEKBapTalbHbIN
OCMOTp y CTELHAIIHCTA 110 AuabeTy U Bpadeil u3 KOMaH/IbI 110 yxoxy npu MB,
BKJIFOUAsl IPEJOCTaBICHHE OOYYeHHs MO TOBOAY AnadeTa M MOIICPKKH
nuranust. HeoOxomuma nenxonmornyeckast mopaepxka amst mroxeit ¢ CFRD,
0COOCHHO BO BpeMs TOCTAHOBKU JMArHO3a.

XoTs fJaHHBIC KIMHHYECKUX MCCIEAOBAHMI, KOTOpPble MOIIH OBl
ONpeNieINTh ONTHManbHyto auery mist smopeit ¢ CFRD, otcyTerByroT,
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XOPOIIHiT HyTPUTUBHBIN CTATyC aCCOLUUPYETCS C XOPOIIHMH KITHHHIECKUMH
ucxomamu [97]. JlueTnueckas MOAAEpKKa [OJDKHAa OBITh MmomoOpaHa
HMHANBUJYAIBHO C YIIOPOM Ha KaueCTBO, KOJIUYECTBO M BPEMs IIpHEMa ITHIIH
B 3aBHCUMOCTH OT (DM3MYECKMX YHNPAXKHEHHH M 103bl HHCyanHa. Cremyer
nootpath mofeit ¢ CFRD k npomomkeHno GU3NYECKUX YHPaKHEHUH 1
TPEAOCTABIATE MM HHPOPMALUIO O TOM, KAK KOHTPOIUPOBATH T'UIONTHKEMUIO
u  u30eraTb HEYMECTHBIX OrPAHMYCHMH THTaHHA JUIS  YIydIICHUs
TOJICPAHTHOCTH K TITIOKO3€.

ViMeroTcst HEKOTOpble HAOMIOJAaTeNbHbIE JAaHHBIE O TOM, YTO TEparHs
moxymsitopom CFTR MoxkeT BiusTh Ha MeTabomM3M DIOKO3BI [98], HO HET
HHMKAaKHX J0Ka3aTelbCTB TOro, 4To Tepanus momyiastopom CFTR obpamaer
BCIATH AUArHOCTHpOBaHHBIM auaber. Jlromsm ¢ CFRD wnm HapyuieHnem
TOJIEPAHTHOCTH K TIIOKO3€, HauMHAOIMM Tepamuio Moxymstopom CFTR,
ClIeyeT MPOBOAUTH PETYISPHBIC H3MEPEHUs YPOBHS DToko3bl 1 HMI st
ONTHMH3ALUH 03Bl HHCYITHHA.

3.2. MB-o6ycnogiennoe 3abonesanue neveHu

Yu Ooii, Anopea I'pamenvs, Muxaens Bunvuancku

IIpu MB HabmronaeTcs MMUPOKHIl CIIEKTP TenaToOHINapHBIX SBICHHIL.
Tsoxenoe MB-o0ycnoBnenHoe 3aGoneBaHHE TEYEHHM YacTO MPOSBIAETCS
MOPTaIbHON THIEPTeH3HeH. VcTopuueckn 3TO CUMTANOCh BTOPHUYHBIM II0
OTHOIICHHIO K 3aCTOI0 JKEIYH C MPOTPECCUPYIOIIMM LUPPO30M IMEUCHH H
BO3MOKHOMH  mopTanbHOM  runepreHsueil. bonmee mosanue  naHHBIE
CBHZICTEIBCTBYIOT O TOM, YTO OONHTEpHUpYIONIas IOpTalbHAas BEHONATHS,
TPHUBOAAIIAS K HELUPPOTUYECKOH IOPTANbHOI THHEPTEH3HH, SBISETCS
BOXHBIM  albTCPHATHBHBIM  MMAaTO(H3MOIOTHYECKHM mporeccoM  [99].
Tsxensie MB-o6ycnoenennsie 3aboneBanus nedenn (CFLD) csa3anbl ¢
Gonee TKETONH HArpy3KOH JICTOYHBIX M BHENECTOYHBIX 3a00JI€BaHUH U
yxyaureHneM BbkuBaemoctH [100].

Ipusnaku 3aboneBanus nedeHn y mozeit ¢ MB yacto He3aMeTHBI U He
TPOSBISIIOTCS cuMnToMaMu. CaMble paHHME NPH3HAKH BO3HHMKAIONICH MITH
ycranousuieiics CFLD MoryT nposiBIsThCsl B BUJIE TEMaTOMETalnnuy U (MIIK)
CIUleHOMeTanuu  (IpM  ManblallMd WM BH3Yaldn3alMH) M  CTOHMKOro
TIOBBIIICHUS] YPOBHS NEYCHOYHBIX TpPaHCAMHHA3 B KpoBu. Y mozxeil ¢ MB
PEKOMEHIyeTCsl PYTHHHAs TNpOBEpKa Ha IIpeaMeT 3a00JeBaHMH MEYCHH,
BKJIIOUAsk €XKETOIHbIC aHATIN3bI KPOBH M peryinsapHoe Y3U (yrBepxkaenue 15).
AHanmu3bl KpOBHM I OLEHKH (DYHKIMHM TEYCHHM NOKHBI MPOBOAHTHCS Y
mozeit ¢ MB He pexe OIHOTO pasa B TOJ M BKJIIOYAaTh M3MEPEHHE YPOBHS
TpancamuHa3. Jltomu ¢ MB nMeoT ecTecTBeHHbIE KoneOaHHsS YpPOBHS
TpaHcaMuHa3 Te4eHH. [TOCTOSHHO TOBBINICHHbIE YPOBHH TPaHCAMMHA3
(Gomee uweM B 3 pasa MpPEBHIMIAION[ME BEPXHIOK TPAHUIy HOPMBI) H
aHOMaIllbHbIC KIMHHYECKHE JaHHbIe TpeOyloT mposeaeHus Y3U OpromHoii
nmonoctd. PaHHee HampaBleHHE K TaCTPOIHTEPONIOTY WM TEIaTolory,
crenpanuupylomemycss Ha MB, menecoobpasHO IS BBIABICHHUS
MOPTaNbHONW THUIEPTEH3HH M €€ OCIOXKHEHMil, MCKIIoueHHs 3aboneBaHMit
MEUeHH, HE CBA3aHHBIX ¢ MB, m paccMOTpeHMs HaNbHEHIIEro JeYeHus
(yrBepxkaenue 16). Knuundeckas poab HeHHBa3HBHBIX MapKepoB (Hampumep,
CBIBOPOTOYHBIX OHOMapkepoB [102], smactorpadum [103]) B panHel
JIMATHOCTHKE U nocieayromeM Hadmonennn CFLD npossisiercs, HO ele He
TOJTHOCTBIO YCTaHOBJICHA. PaHHee BBISBICHHE 3HAYHTEIBHOTO TOPAKECHUS
Me4YeHH B JOLIKOIBHOM BO3pacTe CBs3aHo ¢ Tshkenoi ¢opmoit CFLD Bo
B3pocnoit xuszuu [104]. Jlromeit ¢ CFLD crmeayer Kak MOXHO paHbIe
HANpaBIATh B CIELHATH3UPOBAHHBIC LEHTPHI IO JICUCHHIO 3a0oNeBaHMIt
nedeHd. BbiGop BpeMeHH TPaHCIUIAHTALIMH TICUEHH SBISIETCS CIOKHBIM, H
ClIeZlyeT YUUTHIBATh HETATHBHOE BIMSHHE TSHKEIOTO 3a00I€BaHMUS TIEYCHN HA
nerkue mpu MB mo cpaBHeHmio ¢ (yHKuMeil med4eHH, KOTOpas 4acTo
CTabH/IbHA U HE BIIHACT HA KAY€CTBO JKH3HU.

Jlo 25 % moneit ¢ MB, nomyuatonux Tepanuio momynstopom CFTR,
HMEIOT TIOBBILNICHHBI YPOBEHb TPaHCAMHHA3 TedeHH. [IoBbIIeHHE 0OBIYHO
HECTOIiKOe M He HMeeT KIMHHYEeCKOoro 3HaueHus. Koppexuus 10361
mogynsatopa CFTR  pekoMeHmyeTcss MHalMEHTaM C IEPCHCTHPYIOIUM
TPaHCAMHUHHUTOM HITH BBIPKCHHBIM 3a001eBaHueM TTeueHH [2].

JKemunoxameHHast GOJIE3Hb BCTPEYAETCS YACTO M OOBIYHO NPOTEKAET
GeccumnToMHO y stoaeit ¢ MB. Bonb npu jxemqHON KOJIHMKE MITH CHMITTOMBI,
CBA3AHHBIC C KAMHSAMH B JKEIYHOM ITy3bIpe, JOJDKHBI CTaTbh MPHYHHOI
npoBeneHust Y3 KeTYHOTro Mmy3bIps M TemaToOMIIMAPHOTO TpaKTa H
HanpaBlIeHus K crienuanucty [4]. Jirogu ¢ MB nmoaBepikeHsl pUCKy pa3BUTHUS
MAHKPEaTHTa, 0COOCHHO MPH HEAOCTATOYHOCTH (YHKIMH IIOKETYIOYHOIH
JKenme3sl M ompeneneHHbIx Bapuantax rema CFTR [106]. Dtor amarnos
CIlelyeT yYUTBIBaTh y Bcex noneil ¢ MB, y kotopeix HabmonaroTcst 6omu B
JKUBOTE.

3.3. MB-obycnosiennoe 3abonesanue kocmeli

Anopea [pamenvs, [urap Azeeedo

Jlo nagana npumererns moayastopoB CFTR 3a6oneBanns kocteit Obutn
pacnpocTpaHeHsl y Jromei ¢ MB, ocobennHo y B3pocmeix [108]. B
CHCTeMaTH4eCcKoM 0630pe MoozibIX ozt ¢ MB (Mennana Bospacra 28 ner)
€000IIaN0Ch O PACIPOCTPAHEHHOCTH ocTeonopo3a B 10-20 % u octeoneHnn
B 35-45 % [109]. Ilepenomsl MO3BOHKOB (Yalle BCEro B TPYAHOM OTIENE
MO3BOHOYHHKA) Habmonamuck y 5-31 % B3pocasix ¢ MB [109]. C yuerom
YBEITHYEHHs MPOJOIKUTEIBHOCTH JKH3HH HAceleHus, crpaparomero MB,
CBSI3aHHBIE C KOCTSIMH OCIIOXKHEHHSI, BEPOATHO, CTAHYT O0Jee aKTya bHBIMU.

Huskas MuHepanbHas MWIOTHOCTH KocTHOU Tkanu (MIIKT), BeposiTHO,
SIBIISICTCSL  PE3YNBTATOM HECKONBKHX (DAKTOpPOB, BKIIOYAs HapyIICHHE
BCAChIBAHMS KalblUs M BUTaMHHA D, HEZOCTAaTOUHOE MUTAHHUE, OTCYTCTBUE
(u3nyecKkoil AaKTUBHOCTH, XPOHHMYECKOE BOCMAJICHHE HHU3KOH CTENeHH
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TSDKECTH C yBEIMYCHHEM AaKTHBHOCTH OCTEOKJIACTOB M BO3JeiicTBHE
IpenaparoB, OKa3bIBAIOMINX TOKCHUECKOe BIHsAHUE Ha kocTH [110]. daxTopsl
pucka Huskoit MITKT Brirouarot Hu3Kuii nuaeke Maces! Tena (MUMT), Huskuit
O®BI, cTepouaHyI0 TEpamuio, THIOTOHAIM3M M IEPEIOMbI B aHAMHE3e
[108].

Berisnenne Huskoit MITIKT BakHO A7t MPOMIAKTHKH OCTEOIIOPO3a,
CYILIECTBYIOIINE PEKOMEH/IAINH YKa3bIBAIOT HA PAHHHIT CKPHHHHT COCTOSTHUS
xocteit [108][110]. Vcmomp3oBaHue ABYXIHEPreTHYECKONH PEHTTEHOBCKOMH
abcopbupomerpun  ([JDPA) siBiseTcst  «300THIM  CTaHAAPTOM» AT
U3MEPeHUsT MUHEPANBHOTO COACPXKAHHSA KOCTEH M, Kak OBLIO MOKa3aHo,
MO3BOJIACT MPOTHO3UPOBATH PHCK MEPEIOMOB B Golee CTapuieM BO3pacTe
[111]. HIxama JIDPA Gbuta co3maHa Juist KEHIUH B MOCTMeHONay3e 6e3 MB,
U HEeoOXOOMMBI JalbHEHIIME WCCIENOBAHUA JUISI MOATBEPIKICHHS e¢
HCTIONIB30BaHMs Y IeTell U MONOABIX Jroaei ¢ MB.

HUcxomnyto JIDPA crexyet npoBoauTs BeeM ntoasm ¢ MB B Bospacte ot
8 1eT, 0cOOEHHO MpPH BO3ACHCTBUH MEPEUHCICHHBIX BhIIE (PAKTOPOB PHCKA
(yrBepxaenue 17). Yactora Mmonutopunra JIDPA ompenensieTcss HCXOAHBIM
nokasarenem JIOPA, kak pEKOMEHIOBAaHO B MHPEABIIYIIMX PYKOBOICTBAX
[108][110].

Ipodunakruyeckoe j1e4eHHE OCHOBAHO HAa NOOABICHHM KaIbLHS M
BUTaMHHa D, a Takke ONTHMU3ALMHM HYTPHTHBHOTO CTAaTyca U 340POBBS
nerkux [108][110]. Beuto moxazano, 4to GuCHOCHOHATH yBEITHYMBAIOT
MIIKT xak y B3pociblx, Tak u y gaereit ¢ MB [112]. Jleuenue
6uchocdonaramu cnenyer paccMoTpeTh, eciu ONTUMAJBHOE
npoQUIaKTHYECKOe JeueHne He mpuBeno K cHmkennio MITIKT (yTBepikaeHne
18). Korna BMmemarenscTBO TpeOyeT CHENHANIbHOTO PAaCCMOTPEHHS OLCHKH
JIDPA, 3HauMTENIbHOM MOTEpH KOCTHOW Macchl nmpu mociexyromeid 1OPA u
cTatyca Tpancmianrara [110].

3.4. KamHu 6 noukax u opyeue npoonemvi

Duopio Ipeiin, Bappu IThanm

PacnpocTpaneHHOCTb 00pa30BaHuUs KAMHEH B OUKaX coCcTaBIsieT 4,6 %
y moxgeit ¢ MB [113]. Vmerpa3sBykoBoe HCCIEIOBaHHE HCIIOIb30BANOCH
Hanbosee 4acTo I AMArHOCTHKH. OUYEBHAHBIX PA3IHUUiA B 3aBUCHMOCTH OT
T0JIa HET, XUPYPTHIECKOe BMEIIATeIbCTBO MOTPedoBanoch B 38 % cirydaes.
PermauBs OblTH 3aperucTpupoBansbl B 43 % ciydaes [113]. Kamun B moukax
0OBIYHO MOSBIISIOTCS B O3/IHEM JISTCTBE M paHHEM B3pOCIoM Bospacte [114].
Jlronm ¢ MB noxsepikeHsl pucky B 2—4 pasa Belmre, 4eM soau 6e3 MB mo
Bo3pactam [115]. Kak u B obuieii momymsuuu, nodedssle kamuHu npu MB
00BIYHO COCTOSAT W3 OKcadara Kampuus [116], demy cmocoGerByeT
THIEPOKCATYPHUsl KaK CIIEJCTBHE BO3ACHCTBUS CHCTEMHBIX aHTHOHOTHKOB H
XpoHHUeckoi Mampabcopbrmu [116]. Mepsl 1m0  mpemOTBPAIICHUIO
o0pa3oBaHMs KaMHEl B MOYKaxX BKJIIOYAIOT aACKBATHYIO THIPATAIHIO.
Komanaer mo yxomy mpu MB HOMKHBI MPHHUMATh AKTHUBHBIE MEPBI JUIS
MHHHUMH3AIUH PUCKA MOPAXKSHHS TI0UEeK MK 00pa30BaHUs KaMHEH y Jroaeit ¢
MB, Bxmouas peryasipHyI0 OIEHKY OCTPOH IMOYE€YHOH HENOCTAaTOYHOCTU
(OIMH) wu xpoumueckoir Oone3nn mouexk (XBII), wmoandukamuo
MOTEHINAIBHO HE(PPOTOKCHYHOTO JICUCHHS M OOeCIeyeHHe MOCTATOYHOI
THAPATAllMMd W JOCTaTOYHOW 3aMECTHTENBHON Tepamuu IpenapaTaMu
depmentor nomkenynounoii xenessl (PERT) (yreepiknenue 19).

IMoyeunas HemocTatouHOCTh npu MB BO3HHMKaeT B pesynbrare
CHIDKCHUSI CKOPOCTH KITy00uKoBOH (unsTpaunu u (win) TyOyrnonaruu [117].
OIIH y mrozmeit ¢ MB 00bIY4HO HOCHT BPEMEHHBIN XapakTep M B NEPBYIO
odepesib BBI3BAHA TMIIOBOJIEMHUEH, BTOPUYHON MO OTHOIICHHIO K CENCUCY H
TOKCHYHOCTH JIEKapCTB, 4TO BcTpeyaeTcs B 110 pa3 wame y mozeit ¢ MB, gem
B o6mei momymnsiuu [118]. C Bospactom y moaeit MB XBII cranoButcs
Gonee pacnpocrpaHeHHOH. Pacnpoctpanennocts XBI1 3 craguu (pacyeTHast
ckopocTh  KiayboukoBod ¢unbTpaimn  [CKP] < 60 wma/mun/1,73 m2)
YABaMBACTCS ¢ KAKABIM JECATHICTHEM XXM3HH y moneil ¢ MB, mpu stom
PacIpOCTPaHEHHOCTh B TeueHHe rozja cocrasmsteT 2,3 % [120]. dakropsr
pHCKa BKIIOYAIOT TIOKHIOH BO3pacT, AuabeT, NpPOAOKHTENBHOCTD
XPOHHYECKOH  MH(EKIMH, JUIMTENbHOE HpPHMEHeHHe MOympodeHa,
TPAHCIUIAHTALHMIO U TMPOJODKUTEIFHOCTh MPHUMEHEHHS aMHHOTIHKO3MIOB
[121]. PacnpoctpaneHHOCTh mOCTTpaHcIIaHTaroHHOW XBII mpebimraer
50 % uepe3 5 et mocie TpaHCIIAHTAUUHK [123], 1 y HEKOTOPBIX MALMEHTOB
MOXKET NMOTPeOOBATCS TPAHCIIAHTALIUS TTOUKH.

IpocTle  aHAMM3BI  CHIBOPOTOYHOTO KPEAaTHMHHHA MOTYT  OBITH
HETOYHBIMH TIPM MOHHUTOpHHIe 3aboneBanuii mnodek npu MB. Ilpu
momo3pennn  Ha XBIl  dopmanbubiii  Tect Ha CKO  (mampumep,
panuonsotonuslii Meron Ha ocHoBe DJITK wmnmm ATIIK) sBasercs Goriee
TOYHBIM M MOXET ObITh MPOBEACH /Ul oOmpeneneHus Tepanuu [124].
E>xeroaHslif CKpUHHHT JOJDKEH BKJIIOYATh QHAIM3 MOYH Ha OENOK, OLEHKY
CK® u u3MepeHHe apTepUaNbHOIO AaBICHHA. IIpH KaXAOM MOCEICHHH
KIMHUKHY MAlUEHTy CIeAyeT U3MEpATh apTepuaibHOe NaBICHHE, a Y mofeii ¢
HapyIIeHHeM (YHKIMH MOYeK B TEKyLIMH MOMEHT HJIM B aHAMHE3€ CIeIyeT
craBath Mouy Juist aHanu3a Ha O6exok. CFRD moxer ycyryOuTh HapyleHne
(yHKIMM  TIOYEK, TOITOMY €ro  CleayeT BBIBIATH W JICUHTD
COOTBETCTBYIOIINM 0bOpazoM [124].

Mepsl 1o 3amuTe (PyHKIHM MOYEK COCPENOTOUCHBI HAa OOCCIICUCHHH
a/IeKBaTHOH THAPATallMU M NPOAYMAHHOM Ha3HA4eHHHM mpemaparoB. K HuM
OTHOCSATCSA: TEPANEBTUYCCKHI JICKAPCTBEHHBIH MOHHMTOPUHI, PEXHMbI
JI03UPOBAHHS aMHUHOIIMKO3K/IOB OAMH pa3 B JAeHb [46] (ToOpamuuuH, a He
rentamunua) [118] u  orka3 oT KOMOMHAMKM ~ BHYTPHUBEHHOTO
aMHUHOTIMKO3H/a 1 KolucTuHa [125].

3.5. Kuweunas Henpoxooumocmeo
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3anop U CHHAPOM AMUCTAIBHON MHTECTHHANBHOH 06cTpykuun (CANO)
SIBIISIIOTCSI PACTIPOCTPAHEHHBIMH COITY TCTBYIOILIMMU 3a00JICBAHUSAMH, H BPAUH,
crenuanu3upyonmecs Ha MB, TODKHBI pery/IspHO IPOBEPSTh, UCTIBITHIBAIOT
11 monu ¢ MB cuMOTOMBI, yKa3bIBaIOIINE HA OTH COCTOSHUS (YTBEPIKACHHE
20). Onpenenenns CAUO u 3anopa npu MB cnenupuyHsl U MO3BOIAIOT
MPOBECTH YETKOE PA3IH4NE MEX Ly STHMH JABYMSI SIBICHHAMH. 3amop y moaeit
¢ MB omnpenensor o KOHKpPETHBIM KpuTepusuM [126]: mocteneHHOe Ha4aI0
CHIDKCHHUS 4YacTOTBl CTyna M (WIM) YBEIMYEHHE KOHCHCTEHIMH CTyla B
coyeTaHMH ¢ Oonbl0 M (MIM) B3IAYTHEM OJKHBOTA H CHMITOMAaMH,
obneryaeMpIMH  CTaOMTENbHBIME cpefcTBaMH. YacTo KanoBas IpoOKa
PAcIpOCTpaHseTCsl MO BCEH TONCTOH KHIIKE, NPH ITOM MHpsMasi KHUIIKa
3aII0JTHEHA KaJIOM.

3anop — pacnpocTpaHeHHas IpodieMa, ¢ KOTOPOii CTAIKUBACTCS ITOUTH
nonoBuHa mozeit ¢ MB [126,127]. [latorenes, BeposSTHO, CBA3aH C OCHOBHBIM
nedekToM TpaHcmopra coneif MB ¢ HapymeHHeM TpaHCIOPTa BOABI U
HIIEKTPOIHTOB, YTO IPUBOIUT K CHIDKEHHIO IEPUCTATBTHKH KUIIeUHHKa [128]
U JIMTIKOH CITH3U B COUETAHHUH C BOCTIAJICHHEM KHIICUHNKA JIETKOH CTENeHH 1
aHOMaNbHON MuKpOOMOTON KumieuHnka [129]. B orcyTcTBHe HaydHO
000CHOBaHHBIX BMEILIATENBCTB JIGUCHHE OTPAXKACT IEPEAOBYIO NPAKTHKY.
3amop JIeYHUTCS TEepOpaNbHBIMU CIAOHTENBHBIMH CPEICTBaMU (HampuMep,
MONUATHICHITTNKONEM) [126] B codeTaHHH ¢ M3MEHEHHAMH 00pa3a JKH3HH,
WHANBUYaNbHO ITOX0OPAHHBIMH JUIS IPABHIILHOM THAPATALNH, TPABHIEHOTO
CTyla, COOTBETCTBYIOLIETO MOTPEOICHHUS CONH, IPABUIBHOH JO3HPOBKH
PERT u ¢usudeckoil akTHBHOCTH.

CHUO ynukanen aus moneil ¢ MB u BappupyeTcst OT HEHMOTHOU 10
nmonHo# kumreyHoi Hempoxogumoctu. Henonueiit CAVO umeeT KOpOTKuMit
aHAMHE3, B TCUCHHE HECKONBKMX IHEH COMPOBOKIAICS OONbI0 M (WIM)
B3yTHEM JKMBOTA, 4acTO ¢ (heKaTbHBIMH MAaCCaMH, MalbIIHPYeMBIMH B
0071aCTH HICOLEKAIBHOTO OTAea O3 MPH3HAKOB MOIHOH HEMPOXOJUMOCTH.
Tonuoctero 06¢cTpykTHBHBIT CAVIO MOXET OBICTPO MPOSIBIATHCS KETIHOH
PBOTOI 1 (MJIM) yPOBHAMH PAJHONOTHYECKOIT JKHAKOCTH Ha PEHTTEHOTpaMMe
OpronrHoit monocti [126]. Omste ke, MmaToreHe3 OTpaXkaeT HapyIICHHE
TPAHCIIOPTA BOABI M DNEKTPOIMTOB, CBA3aHHOe ¢ MB, moTepio cekpenun
comneil JKEYHBIX KHCIOT B TEPMHHAIBHOM OT/ENE MOJB3IOIIHON KHIIKH H
HapylIeHHe MOTOPHKU H3-3a MaibabcopOimu xupa [130]. daktops! pucka
smm3onoB CIAMO Bxmrowator Tsokensrii renotun CFTR, HemocrarownocTh
TIO/KEITYI0UHOM JKee3bl, MEKOHHEBYIO HETIPOXOANMOCTh B aHAMHE3€, ILI0XO0
KOHTPOJHpPYeMyI0 MaibabcopOimio kupos, mpeasiaymuii smmzox CAUO,
TpaHcianTaiuioo  opranoB, CFRD wu  o6Ge3BoxuBanme  [130].
PacmipocTpanenHocTs Konebnerces ot 5 1o 12 smu3on0s Ha 1000 mamnueHToB B
rox [126][131] u ommuakoBa y mereit u B3pocibix [132]. B HexoTopsix
Cllydasix MOTYT HaOIIOAAThCsl MEHEE XapaKTePHbIe CHMIITOMBI MITH aTHINYHAS
pentreHorpadus, u ans ycraHoBueHus auarHosa CJIUO TpebGyercs
THaTenbHoe  obciegoBanue. JIpyrme  XHPYPrHYECKHE COCTOSIHHS €
QHAJIOTHYHON KapTHHOW BKIIIOYAIOT abclecc amnmeHIuKca MM MyKOLeIe,
MHBArMHALMIO, CTIAHKH WM 3aBOPOT KMIIEYHHKA, 6one3Hb Kpona, Tsokensrii
3aI0p U paK XKeTyIOYHO-KHIIEYHOTO TPAKTA.

XOTs JaHHBIE KIMHUYECKHUX UCCIENOBAHUH OTCYTCTBYIOT, CYLIECTBYIOT
pexomengaumu  mo  sedenmto  CAMO  [130][133].  Hemomusrit
HeobcTpykTuBHBIH CJIUO paspemaeTcss ¢ MOMOILIBIO COOTBETCTBYHOIICH
NEepOpaibHOM  T'MApPATallMM U TPUMEHEHMS CIAOMTENBHBIX  CPEICTB
(HampuMep, TMOJNHMATHICHIIMKONSA) C HCIONBb30BAHMEM IIpemapara ¢
M300CMOTHYECKOH BOZOW M  ONEKTPONUTAMH MM, AaJIbTEPHATUBHO,
TepOpaIbHO Pa3BECHHOTO CIA0UTEIFHOTO JUATPU30aTa METIIIOMUHA HATPUS
(TFactporpadua®). Ipu monHom CAUO pekoMeHIyeTCs TOCIUTANTN3ALHS C
OTIABIXOM ~KHIIEUHHKA, HA30TacTPANbHOI acHupanuel, BHYTPHBEHHOI
perugparauueif, o00e300mMBaHMEM W IIPOMBIBAHUEM  pa30aBICHHBIM
TFactporpaguoM®. DTO  MOXHO  IIOBTOPHTH  TOJ  METHIMHCKHM
HaOMIOZICHHEM, TOCKOIBKY 3TO MOXET BBI3BaTh 3HAYUTENbHBIN d(PheKT
nepeMemienus kuakocteit. B 11 % cay4ae nonnoro o6crpykrusaoro CJUO
MEINKaMEHTO3HOE neueHne OKa3bIBACTCS 6e3yCIeIIHbIM, a
HECBOECBPEMEHHOE OKA3aHHE MEAMIMHCKON IOMOIIM SBISETCS (PAKTOpoM,
MpeapachonaraloiMM K XUpyprudeckoMy BMmematensctBy [132]. B
OTHENBHBIX CIIyYasX, HE MOJJAIONINXCS MEIHMKAMEHTO3HOMY JICUCHHIO,
MOTCHIMAIBHBIM ~ MOJXOAOM  SBIISIETCS  KOJOHOCKOIHSL € JOCTaBKOi
Tactporpaguua® B Crlemyl0 KHIIKYy WIM HPPUTALMS TOINCTON KHILIKH.
XHUpypruueckoe BMENIATeTbCTBO TPeOyeTcsl MPH CTONKOI HENpOXOAUMOCTH
WM TpU3HAKaX Tepdopaluy KUIIEYHHKA, HECMOTPS Ha COOTBETCTBYIOLIEE
MeauiuHCKoe Jtedenue. Jluma, ckiaonneie k  CAUO, kak mpaBuio,
MOJABEPTalOTCS PHCKYy MOBTOPHBIX OIM3070B. ODTHM JIOAAM Tpebyercs
nojnepkuBaronias  Tepanus ¢ afgexBatHeIM PERT, ruaparanumeit u
CIabUTeNbHBIMA  CPeACTBAMH  (TPEAMOYTHTENBHO  OCMOTHYECKUMH
CabUTeNbHBIMU, TAKUMH KaK MOJMMITUICHIIHKONB) [133].

3.6. Pannee evisignenue paka

Llapromma D00u, Anopea I pamenwvs

IMoBbIIEHHAs: YAaCTOTA 3I0KaYECTBEHHBIX HOBOOOpa3oBaHHil y mozaeii ¢
MB mo cpaBHeHHIO CO 310pOBEIM HaceiaeHueM [136] mpeamomaraet, 4To
ocHOBHOW JeekT MB MOXeT BBI3BIBATH IMOBBIMICHHBIH PHUCK pakKa, XOTS
BOCTAJCHUE, JueTHdYeckue (akTOpsl MIM JAPYTHE COMYTCTBYIOLINE
3a00JIeBaHus TaKKe MOTYT ObITh (akTopamu [137]. Puck paka emie Gonpie
YBETHYUBACTCS TIPU HCTIONB30BAHMH UMMYHOCYTIPECCUBHOI Tepanuu mocnie
TPaHCIUIAHTALMH MapEeHXUMAaTO3HBIX opraHoB [136]. [lamHele perucrtpa
TOATBEPKAAI0T MOBBILICHHBIIT YPOBEHD 370Ka4€CTBEHHBIX HOBOOOPA30BaHMIT
HKEITyI0YHO-KUIIIEYHOTO TPAKTA, MOYEK, IIUTOBUAHOMN JKEJIe3bl, THUEK, KOXKU 1
kpoBH y mronei ¢ MB [136]. Pak jxeHCKHX pEelpOIyKTHBHBEIX OPTaHOB U paK
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MOJIOYHOH JKele3bl TaKkke MOTYT OBbITh Ooliee pacmpoCTPaHEHHBIMH, HO
HeoOXoAUMBl JaibHelmme uccaegoBanus [140]. 3abomeBaeMocTh pakom
BeIme y sxeHuuH [137][140].

KonopekranbHblii pak — 3TO pak, M KOTOPOTO MMEIOTCS Haubonee
ybenurtensHble OKa3aTeNbCTBA B OTHOWIGHHMM Joxmeit ¢ MB. Puck
KOJIOPEKTANbHOTO paka yBenudeH B 5-10 paz (B 25-30 pa3 mocie
TpaHciianTaiuu) [136] ¢ Gomee panHuM HayaioM y moxeit ¢ MB mo
CPaBHEHHIO CO 340pOBbIM HaceneHueM [ 136]. KoHceHCycHBIE peKoMeHAannu
CHIA pexoMeHAYIOT HAYMHATh NIPOBEACHHE CKPHHUHIOBOH KOJIOHOCKOITHH B
Bozpacte 40 et y mun ¢ MB, He nepeHecIInX TPaHCILIaHTALNIO, H B BO3PAcTe
30 neT y nu1y, epeHecInX TpaHcIanTamuio (yreepxaetue 21). [ToBTopHbIi
CKPHHHUHT CIIELyeT POBOAUTH Yepe3 5 JIET, a €CIM MPH HePBHYHOM OCMOTpE
ObLTH OOHAPYKEHBI MOJHIIBL, TO ITOT CPOK Cokparnaercs a0 3 net [136]. s
9(Q(heKTHBHON BU3yamH3allMM MOJUIIOB IPH KOJIOHOCKOIHH HEOOXOAMMa
Ka4eCTBEHHAs! MOJTrOTOBKA KuIeuHuKa [136]. JIns DocTuKeHUs aJeKBaTHBIX
PE3yIbTaTOB MOXKET MOTPeOOBaThCS MOATOTOBKA KHIICYHHKA, CTIelH(HIHAs
s MB  [136]. MeHee uHBa3uMBHBIC METOABI CKPUHHHIA, BKIIFOYAs
nmMyHoxumudeckuil ananu3 kama (FIT, ot anri. Faecal Immunochemical
Testing) miu KT-KOIOHOCKOMHIO, MOTYT OBITH OOJee MPUEMIICMBIMH TS
nmozneit ¢ MB, HO TpeOyroT manbHelel OIeHKH B ATOi IpyIIe HACEICHUs
[136] (yrBepiknenue 22). Anamu3 FIT sBnsercs Hanboiee SKOHOMUYECKU
9 eKTHBHBIM HHCTPYMEHTOM CKPHMHHUHTA, HO HEOOXOIUMBI
JIOTIONHUTENbHbIC J0KA3aTeNbCTBA JUISL ONPEICICHHS €ro POl B OyaymnX
cTparerusx ckpunuHra [136][141].

Ha ceromusmuuii JeHb He CyLIECTBYET PYKOBOJACTBA MO CKPUHHHTY
JIPYTHX 3JI0KAa4e€CTBEHHBIX HOBOOOpa3oBaHMii, cnemudpuunoro it MB, HO
nmosiM ¢ MB pekoMeHIyeTcst akTHBHO y4acTBOBATh B MECTHBIX, BO3PACTHBIX
U cnenuuYecKux 17st 3a00eBaHus CKpHHUHTaX [136].

4. IoaaepiKKa NCUXHYECKOT0 H IMOLMOHAILHOTO 0J1aronoIyYust
D0ou Jlanoay, Jorcoanna I'apoeku, Ilasra Xookosa
4.1. Ynukanvroie pucku, ¢ KOMmopbimu Cmankueaomes aoou ¢ MB u ux cemvu

JKusnenusiii myth mpu MB TpeGyeT yMCTBEHHOW M IMOLMOHAIBHOI
ajanTalMd K TICHXOCOLMATBHBIM M (u3M4eckuM TpyaHocTsM. K Hum
OTHOCSTCS CEPbEe3HbIC MPOONEMBbI TICHXHYECKOTO 370POBbs, CBA3AHHBIC C
JIMAaTHOCTHKO}, OCOOCHHO KOTZIa OHA HEOXKMAAHHA, KaK 3TO 4acTo ObIBaeT
MOCJIe HEOHATAIBHOTO CKPUHUHTA HOBOPOJKACHHBIX [142]. JIpyrue dakropsr,
BIMAIOE  Ha  OnaromomyyWe,  BKIIOYAIOT ~ Oolee  BBICOKYIO
PacIpOCTPaHEHHOCTh TPEBOTH U paempeccuu [145], 06ecnoOKOEHHOCTH MO
MOBOAY KadecTBa XKM3HU [147], MOCTOSHHBIE TPYJHOCTH C COOMIOCHHEM
TSDKEOH Harpys3ku sedeHust [149] u ajmanTanmedl K HOBBIM JIGKapCTBaM
(TakuM kak Tepamus Mmoxynsatopom CFTR) [105][151], a Takxke aganTarmio K
M3MEHEHHUSIM B )KU3HH, CBSI3aHHBIM ¢ 60m1e3Hbt0 [ 152]. JIromu ¢ MB u ux cembr
MOTYT HCHBITBIBATh TPYAHOCTH C BBIIOJTHCHHEM IMOBCEIHEBHBIX 3aJad Ha
¢oune MB [153]. Ilomaepxka mnorpebHOCTe#t miomeit ¢ MB B obmactu
TICUXMYECKOTO 370POBbs TPEOyeT CIENHANIbHOT0 BHUMAHUS U HABBIKOB BCEil
KOMaH/IbI 110 yxoxy mpu MB [154].

4.2. Hcnonv3oeanue UHCMPYMEHMOS CKPUHUHEA NPOOIEM NCUXUYECKO2O0
300p06b3

BeisiBieHHe — MpOONEM  MCHUXMYECKOTO  30POBbS  IOCPEIACTBOM
PETYISIPHOTO CKPHHHHTA JaeT BO3MOXKHOCTb PaHHETO BMEIIATENbCTBA U
YAy4YIICHHS HWCXOOB HAa MPOTSDKEHMH Bce ku3HM  [142][155].
JIOTOTHUTENBHBII CKPUHUHT IICHXHYECKOTO 3J0POBBSI 10 X BO BPEMs TepartHu
mogynsatopoM CFTR MoXeT BBISIBUTH JIOEH, KOTOPBIE MOABEPIKEHBI PHCKY
JIEIPECCUM MM TPEBOTH MM YKe cTpafaioT oT Hux [105]. MHCTpyMeHTHI
CKPHHHMHTA MOTYT BBIIBUTH DS TNPOONEM MCHXUYECKOTO 3J0POBbSI H
MICUXOCONMANBHBIX  (hakTOpoB  pucka. CKPHHHHI MOXET  BKIJIIOYATh
MHCTPYMEHTBI CAMOOTYETa M MH(OPMALHUIO POAUTENCH/yUHTeNet, a TakkKe
MOXET HCIHOIb30BaThCS B KAaueCTBE BMEIIATENBCTBA JUIS TPU3HAHHSA,
BBISIBIICHHS M YCTPaHCHHUs MPOOIeM ¢ NCUXHYECKUM 370poBbeM [143][156].
OnHAKO CKPHHUHT HE SIBISETCS OKOHYATEIbHBIM AMATHO30M H HE SBIISETCS
CTpaTerueii, 3aMeHsIONIeil KIIOYEeBYIO PONb TIICHXOJOTa B KOMaH/E MO YXOmy
mpu MB.

CymecTByeT MHOXECTBO OECIUIATHBIX HHCTPYMEHTOB CKPHHHHTA,
JIOCTYNHBIX Ha Pa3HbIX s3blKax (gomonHuTendbHas Tabmuua 3) [158]. Dt
HMHCTPYMEHTBl ~OLECHKH MCHXHYECKOTO 3J0POBBSI  HCIIONB3YIOTCS LIS
CKPHHHMHTA, 4TOObI BBISIBUTH cpeau mofeit ¢ MB Tex, kTo HyXkmaercs B
YCHICHHOH IICHXONOTMYecKoi mnomnepskke. OHM OLCHMBAIOT Pa3IMYHBIC
CBOMCTBA M 4YyBCTBAa, HO BCE OHM OOITAfalOT MPEBOCXOAHBIMH
MICUXOMETPUYECKMMHU CBOICTBAMHM, a TAKKEe HX JIETKO HPUMEHATh H
OLICHUBATb.

4.3. Ponb ncuxonoza

TIcuxomor KOMIUIEKCHO p3.60T3.CT CO BCEMH 4YWICHAMHU CEMbU I
TIOAACPIKAHUSA TICUXUYCCKOTO 3J0POBbS U KA4E€CTBA JXKU3HHU ITIOCPEACTBOM
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MPOCBELICHHs, TNPOGMUIAKTHKM, CKPHHHHTa WU BMemaTenbcTBa [155]
(yrBepxkaenue 23). KimroueBble 3amaudl BKIIOUAIOT MOAAEPIKKY MPOLECCOB
amanrarud [105][151] u momomts B JOCTIDKEHHH GamaHca MEXIY JICUCHHEM
MB u «HOpMambHBIMH» JKH3HCHHBIMH moTpeOHOCTAMH [154][159].
IcuxoconunanbHas IOMOIIb HEOOXOAMMA Ha PENIAIOIINX dTanax (Hampumep,
MOCTaHOBKA HarHO3a, MepexoaHblil nepron) [144] u npu o6mux npobiaemax
Ha NPOTSHKCHHH BCEH JKM3HU (HampuMep, COONIONCHHME PEKHMa JICUCHHS,
TpeBOora B CBf3H C MpoLEAypaMH M 0opb0a C HEONPeneNeHHOCTBIO).
Ipo6aeMbl MCHXMYECKOTO 3[0POBbS MOTYT CTaTh CEPHE3HBIMH IS
HEKOTOPBIX Jifofieit ¢ MB, u coTpyaHHYeCTBO €O CIyXO0H MCHXHATPHYECKOH
TIOMOIIM JOJDKHO CTaTh ONOPOIi IS TEPaNeBTHIECKUX BMEIIATEIbCTB.

Ilcuxomor TeCHO COTpyAHMYAET CO Beel KoMaH0i 1o yxoxy npu MB u
YKpEIUIAeT MOHMMaHUE ICHUXONOTMYECKHX achekToB 3abomeBanus [105],
4TOOBI pa3BHBATh HABBIKH OPHUCHTHPOBAHHOTO HA TALHEHTAa OOIICHHS,
pacmmpsTh BO3MOKHOCTH  IAlMEHTa M (OPMHUPOBATH  OTHOIICHHS
coTpyaHudecTBa B komanse [151][160].

5. Korja :XxM3HbL CTAHOBHTCS CJI0:KHOM
5.1. IToooepoicka 6o3pocuux nompebnocmeil 8 1edeHuu
Knemanc Mapmun, llapnu D00u, Kakaun Jloyoou
5.1.1. ITododeporcka crodcHbix nompebHocmell 8 yxooe u 6pemeHu jedeHus

Ilo Mmepe mporpeccupoBanusi 3aboneBanust o ¢ MB  wacto
CTaJKHBAIOTCSL CO BCE OONEe CIOKHBIMU M OOPEMEHHTCIBHBIMH CXEMaMU
neqenns [161]. bamanc Mexny onTUMHU3aIMeil KIMHHYECKUX PE3YIbTaTOB,
Ka4eCTBOM JKH3HH, CHMITOMAMH M BOCIPHHHMACMBIM OpPEMCHEM MOIDKCH
CIOCOOCTBOBAaTh COBMECTHOMY MNPHHSTHIO pEIICHMH TomsmMu ¢ MB un
KoMaHA0# mo yxomy mpu MB [150]. Enqunbii moaxon, BBISBISIOIINH
HEY/IOBICTBOPEHHbIC [OTPEOHOCTH, (HDU3HOTOTUYECKIE U IICHXOIOTUYCCKIE
pOGIEMBI, CIOCOOCTBYET COBMECTHOMY NPHHSTHIO PELICHHH M oberdaet
MpeIBApUTENIBHOE  IUIAHUPOBAHHE  MEAMIMHCKOM  momomu  [162]
(yrBepxacHue 24). MoxeTr noTpeGoBaThCs YCHICHHAS TTOAJePKKA MAUESHTY
JZI0OMa U B OOJIbHULIE.

Crparernu IpeofoICHHs TPYAHOCTEH BIMSIOT HAa COONIOACHHE PEKNMa
JICYCHUS], BBDKHBACMOCTh W CIOCOOHOCTH IIPOXOWTH CIIOXKHBIC CXEMBI
neqenust [163]. IlcuxocornmanbHas MOAJEPKKA MOXKET IMOMOYb JIFOASM
CIIPAaBHUTBCSI CO CIOKHBIMU IOTPEOHOCTAMH B yXOI€, HO HEOOXOMMMBI
JanbHEWIINE HCCIEOBaHUA Ui ONTHMH3alMK BMeniatensctB [164].
VHTerpamust CICNHUaINCTOB MAIHATHBHON MEIUIIHEL X OOYYCHHE KOMaH]
o yxomy mpu MB momoraer ymydImuTh HOLACPIKKY JIOACH CO CIOKHBIMU
notpebHOCcTAMH ipu MB [165].

5.1.2.  Ioodepycanue — HYMpumugHo2o cmamyca U — ORMUMUAYUS
HYMPUMUBHOU NOOOEPIHCKU

IMomomib B muTaHUM TPeOyeT YaCTOH OLEHKH M MOAH(DHKALIMH MO Mepe
nporpeccupoBanus 3abonesanus [167]. OnTuManbHbIil HyTPUTHBHBI cTaTyc
CBA3aH C YIy4lICHHEM KauecTBAa >KH3HM, (QYHKIHM JIeTKHX H Ooiee
MIPOAOKUTENBHON BBDKHBAaeMOCTEIO [ 168]. HyTpuTnBHas mogaepxka MoXeT
noTpe6OBaThCS B TEUCHNE JUTHTENIBHBIX TIEPHOIOB BPEMEHH, YUHThIBas Hosiee
JUTHTENBHYIO IPOJOKUTETBHOCT JKU3HU TIpH MB 1 cTapeHne HaceneHus
[169]. Bomee wuHTeHCHBHas TMOAAEPXKKAa MOXeT moTpedoBarbes st
ONTHUMH3aLlMM HYTPHTHBHOTO CTaTyca y IO Ha MO3OHHX CTaausixX
3a00JIeBaHMS, C XPOHUYECKH CHIDKCHHBIM INEPOPAbHBIM MPHEMOM IHIIH,
CFRD, 4acTbIMH pECHUPATOPHBIMH HH(EKIMAMH M  OTPAHMYCHHBIM
MHTAaHHEM  W3-3a  HCHHBA3HBHON  BCIIOMOTAaTENbHOH  MCKYCCTBEHHOI
BeHTHIAIMH Jerkux [168][170].

Buonornueckn axtuBHble n06aBku (BAJl) MOryT mpHHECTH MOJIB3Y
nrosiM ¢ MB ¥ IIoXuM MUTaHUEM, B IOTOTTHEHUE K YCHITHSM I10 TTOOIIPEHHIO
37I0POBOTO NIUTAHHS, YCTPAHEHHIO TOBEACHIECKUX (PAKTOPOB M ONTHMU3ALMH
PERT [168][171]. HecmoTps Ha TO, 4TO 9TO SBASETCS MPAKTHYSCKUM
peIICHHEM TI0 YBEIMYCHHIO TOTPEONCHHs KalopHi, Joka3aTenbHas 6aza B
nopuepxky BAJl mnsa miomeit ¢ MB menocrarouna [171]. Jlns oueHkn
JIONTOCPOYHOro Bo3aeicTBHs BA/J] HE0OX0AMMBI HanpHEHIINE HCCISA0BAHUS
[167].

OHTepalbHOE 30HIOBOE IHTAHHE pPEKOMEHAyeTcs mogaM ¢ MB,
CTPAJaloMM OT XPOHMYECKOH HEJOCTaTOYHOCTH NHTAHHA, IIOCIe
ONTHMH3aLlMM MEHEe HMHBA3MBHBIX [JMETHYECKHX BMEIIATENbCTB M
coorBeTcTBytomme  oumeHku  [168][172].  IlonoxuTtensHoe  BIMSHHE
YHTEPATBHOTO MTUTaHHs, OOBIYHO MIPOBOAUMOTO HOUBIO Yepe3 HacoC, JOKHO
ObITh cOamaHcHpoBaHO ¢ Harpyskoit neuenmst [168][174]. Ilomxomsr
HOYHOMY MUTAHHUIO PA3IMYAIOTCS B 3aBUCHMOCTH OT KIIMHUYECKOTO CLIEHAPUS.
pa3BuTHA OONE3HU U HHAWBHIYAIbHBIX OpeamnodTeHuii [174].

HyTpuTHBHBIiT cTaTyC 0 1 MOC/IE TPAHCIUIAHTALIHHU CIELYeT TIIATEIBHO
KOHTPOJIMPOBAaTh M KOPPEKTHPOBATh B COOTBETCTBHM C M3MEHEHHSIMH B
HYTPUTHBHOM M KJIMHHYEeCKOM craryce, npu odtom puck CFRD
YBEJTHYMBACTCSl MPH UCIONB30BAHUM CTEPOHIOB M MMMYHOCYNPECCHBHBIX
npemaparos [171][175].

Pucynok 1. Kiinnudeckas oleHKa, BEACHHE U TEKYIHE [IyTH SCKaNaluy y Toaei ¢ MB npu runokceMuyueckoii # THIepKanHNYeCKO IbIXaTeIbHOM HEeT0CTaTOYHOCTH.
XoTs TpeACTaBICHBI ABE CTPATeTHH, THIIOKCEMHYECKas M THICPKAIHUYECKas bIXaTelbHas HEAOCTATOYHOCTh TECHO B3aMMOCBS3aHBI W YacTO MHPOSBISIOTCS
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OfHOBpeMeHHO. * EciM IOCTYIHO; MOXKET pPacCMaTpHBATBCS ISl UCIIONB30BAHHS [IPU TPAH3UTOPHON mian jerkoil rumepkamuuu. Coxpamenms: DKMO —
HKCTpAKOpIOpabHas MeMOpaHHas okcureHanus, 02 — kucnopos, Sp02 — HaCBIILEHHE KHCIOPOIOM.

KinHirgeckas oneHka

HazanpHas Tepams 02

MECTHBIX PEeKOMEHIALHH H
HHIHBHIyalIbHOIO OTBETA)

JleweHHe THIQKCEMHIECKOH } . T ———. i€ TIOATOTOBKU K
JBIXATeTBHOM VeTaHOBHTD JBIXATeTBHOM
BEA0CTATOYHOCTH COOTBETCTBYIOIIHH LETeBOH HeIOCTATOYHOCTH
auanasoH Sp02 (Ha ocHOBe

HazanrpHas tepamns 02

Ygepe3 KaHKIIIO LI MacKy

4

2

Tepamis 0, gepe3 MacKy

4

PerynapHo KOHTPOIHPOBATh
Sp02, gacToTy ABIXaHHA,
rassl KDOBH H padoTy
JBIXaTETbHOH CHCTEMBI

Tepama 0, gepe3 macKy

4

BeHTIIAIIIA:
BricokomoroTHas, HEHHBa3IBHOE
HazanpHas Tepams 02 ¢ MOJIOKHTEIBHOE
HarpeBoM™ YCHIHBATh MOAIEPKKY 11O JaBlIeHIE
Mepe YBEIHYEHHA PaOOTHI
‘ CHCTEMBI JBIXaHHA, €CITH ‘
neireBoi yposeHs Sp02 He
MOAEPKHBACTCA HIIH
MexaHIrgeckas MexaHIT9ecKas
MOKA3aTeIH ra30B KPOBH
¢ BEHTIULALIA JIETKIX II
BEHTIULALISA JEeTKIX II yXyamaroTes I
(rwomr) 2KMO (1wm) SKMO
gases

5.2. Iloooepoicka yrkyuu Ovixauus
Vumnu bpayn, Amanoa [aiinep, Lllapromma I00u
5.2.1. JJucmanyuoHHblLil MOHUMOPUHS

JIronu ¢ mporpeccupyromuM 3adoneBanueM nerkux MB mogsepratorcs
PHCKy THUIOKCEMHYECKOH ¥ (MJIHM) THIEPKAHUYECKONH bIXaTelIbHOM
HepocTaToyHocTH [176]. [IpIXaTenbHash HEIOCTATOYHOCTh TaKXKE MOXKET
BO3ZHUKHYTb y JIIONCH C MEHee TSDKeIbIM 3a00JICBAHMEM H3-3a CEPhE3HBIX
ocnokaenuit, Bkmodass OJIC. ITHeBMOTOpaKC M KPOBOXapKaHHE SBIISIOTCS
CEPbE3HBIMH  OCIOXKHEHUAMH, KOTOPbIE HEOOXOMMMO HE3aMEIIUTEIbHO
YCTPaHATh B COOTBETCTBUH C NMPEABIAYIIMMH pekoMeHaanusamu [177].

CHUMNTOMBI  JBIXaTENbHOH  HENOCTATOYHOCTH  BApbHPYIOTC B
3aBUCUMOCTH OT BO3pacTa IMALHEHTA, MPOJODKUTEIBHOCTH M HAIHYUS
runepkanHud. Jlake NpU 3alylieHHOM 3a00JE€BAaHUH JICTKUX CHMIITOMBI
MOTYT OBITb €/[Ba 3aMETHBIMH, IIPH TOM (PU3HOIOTHYECKAS KOMICHCALUS H
KOPPEKTHPOBKa 00pa3a >XM3HHM BIMSIIOT Ha KIMHHYECKYI KapTury [176].
OueHka BKIIOYAaCT PEry/SIPHBIH CKPHHHHT HAa HAJIHYHE CHMITOMOB,
TUTMIOKCEMHUIO, THNEPKANHHIO U JICTOYHYI0 THIIEPTEH3HIO, BKIIIOYAs
MoKa3aTenyd B HOYHOE BpeMs u amOymatopuele [176] (ytBepxkaeHue 25).
ITynbcokcUMETpHsl HCIONB3yeTCst Ui OLEHKHM rumokcemun. Ilo rasam
apTepuasbHOH KPOBH BBISBISIIOT THINEPKAIIHUIO, HW3MEPSIOT yPOBEHbB
O6ukapOoHaTa u 6a30BOro U30bITKA, YTO MO3BOMSET OLEHUTh KOMIICHCALUIO 1
XpoHnueckoe teueHue [176].

5.2.2. Ocywecmenenue KuciopoOHOU U HEUHBAZUBHOU BCHOMO2AMENbHOU
uckyccmeenoti eenmunayuu reekux (HUB)

Ilpy HanMYMH  THIOKCEMHUHM  PEKOMEHAYEeTCS  JOMOIHHTENbHAs
okcureHotepamuss  (puc. 1). OKCHreHOTepamust MOXET — YIy4IIHTb
CIOCOOHOCTh K (pU3MUECKON HArpy3ke M KauyeCTBO XKU3HH, HO MHUHUMAJIBHO
BIIMSIET Ha 4ACTOTY 000CTpeHHH WK BeDKUBaeMOCTh [176][179].

Jlns mioneit ¢ MB 1 XpoHHYeckoil ObIXaTelbHOH HEIOCTaTOYHOCTHIO,
0COOCHHO C THIepKanmHHeH, nomamHss Hounas HUB moxer 3amemtuts
nporpeccupoBanue 3aboneBanus aerkux [176][181], ymydmunTs CHMOTOMEL 1
TOJIEPAHTHOCTh K (usmdeckoil Harpyske [186], HO He CHMXKAET YacCTOTy
ToCTUTaNM3alMii ¥ He yaydmiaeT BbDKHBaeMocTs [176][181], [187]
(yTBepxkaenue 26). I'nnepkamHus sBIsSETCS HOKA3aHUEM JULSI HAPABICHUS HA
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TpaHcianTanmu [176][186][188].

Ipu octpoii AbIXaTenbHONH HETOCTATOMHOCTH, B TOM YHCNE y JIHI[ C
3alyIIeHHOH  cTaguell  3a00IeBaHMS, BO3MOXHOCTH — PECITHPATOPHOIL
nopaepkku mupe [176]. BpicokomoTouHas Ha3aabHAs OKCHI€HOTEpAIHs
(HFNO) npeputaraeT ansTepHaTHBHBINA METO/] HEHHBA3UBHOW PECIIMPATOPHOMH
TOICPKKH, KOTOPBIH XOPOILIO MEPEHOCHUTCS, MOXKET 0OECIeUHTh OOMNBIINiA
KOM(OPT U CHU3UTH YACTOTYy IbIXaHHS IO CPaBHEHMIO CO CTaHAAPTHOI
okcureHotepanueit  [176][189] (yrBepxnenue 27). CuHOHa3aJIbHBIC
CHMIOTOMBI TakXke MOryT ObiTh yayumenst [176][191]. ®oux MB
pexomenayer mposectn ucciaenoBanne HFNO wu  (wmm) HHB mpu
TPOTPECCUPOBAHUH 3a00JI€BaHHUS C OCTPOIT IBIXaTEIbHOI HEAOCTATOYHOCTBIO
[176]. TmarenbHBIiE MOHUTOPUHT HEOOXOANM UIsl YCHUICHHOW ITOMOIIM HIIN
U3MEHEHMs] TUIaHA YXOZAa, €CIM BAPUAHTH HEMHBA3UBHOM BEHTHIALUH
okaxytcs HeapextuBapiMu [176][188][192].

5.3. Tpancnnanmayusa napeHxumamosHulx OpeanHos

Vumnu bpayn, ITvep-Pescu Bypoicens

TpancruiaHTalus MapeHXUMATO3HBIX OPraHOB SIBISACTCS NPH3HAHHBIM
TepaneBTHYECKHM BMEIIATEICTBOM IIpu MB-00yclioBIeHHBIX 3a00/1eBAHUIX
OpraHoB-MHILIEHeif, dame Bcero jerkux u medenu [4]. Kpome Toro, y
HEKOTOphIX mome ¢ MB mu3-3a ocnoxuennit MB (Bxmtowass CFRD u
MOCTTPAHCIUIAHTALOHHBIC OCIOXKHEHUSI) MOXET Pa3BHTHCS XPOHHUECKas,
Gones3Hp MoYeK, 1 UM noTpedyercs Tpancmiantauus mouku [120]. Komanasr
1o yxomy npu MB M TpaHCIUTAHTOIOTH JOJKHBI TECHO COTPYIHHYATb IS
OMpeseNeHNs] ONTHUMABHBIX MyTeH HANpaBICHUS M OLEHKH IaIlUCHTOB.
Pannee o6cyxeHHe TPAHCIUIAHTALMK JIETKHX PEKOMEHI0BAHO JtonsM ¢ MB
U CHIDKeHHO# (yHkumeii nerkux (mporxosupyemsiit OPB1 <50 %) [188], a
HamnpaBJIeHUE Ha ONEPALHIO PEKOMEHOBAHO TEM, y KOTO OBICTPO CHHIKAETCS
O®BI1 <50 % wu () nporuozupyemsrii OPB1 <40 %, u ectb Mapkepbl
CHIDKCHUS BbDKHBaeMocTH [188].

OueHka KaHIMJATOB HAa TPAHCIUIAHTALMIO JIETKMX OpHragamu
TPAHCIUIAHTOJIOTOB OblIa MPEAMETOM KOHCEHCYCHBIX JOKyMeHTOB [193] u
MPaKTHYECKUX PYKOBOACTB [ 194], mpu3Haromux 0coOble MOTpeOHOCTH JTFOeH
¢ MB. Ompenenenue ONTHMANBHBIX CPOKOB TPAHCIUIAHTALMM JIETKHX
OCTAeTCs TPYJHBIM M MOXET PA3IHUaThCsl B PA3HBIX CTPAHAX B 3aBUCHMOCTH
OT CHCTEMBI 3[PaBOOXPAHEHHS M PA3HHIIBI B PacIpeeleHn: opraHos [195].
Ipensinymme pexOMEHAALMH MO TPAHCIUIAHTALMM Jerkux npu MB
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MpEAIISCTBOBANIN  HEJAaBHEMY MpOrpeccy B  BapHaHT-cHenu(HIecKoil
Tepanuu. [Tockonbky nedenne momynstopom CFTR MoskeT BbI3BaTh OBICTpOE
[197] u ycroitunBoe [198] ymyumieHue pecrnupaTOpHBIX 3a00neBaHHN Y
KaHAMJATOB HA TPAHCILUIAHTALHUIO JIETKUX, MPEAMOJIAraeTcs, 4T0 BCE JIIOIU C
MB ¢ noaxoasmuMH BapuaHTaMH JOJDKHBI IPOHTH TEPATUI0 MOTYIATOPOM
CFTR nepen TpanciutanTarueii nerkux. HenaBHue 1aHHbIe W3 MHOTHX CTpaH
JIEMOHCTPHPYIOT CHIDKGHHE 4dhcna jmoneil ¢ MB, KoTopsIM mpoBoguTCs
TpaHCIUIaHTaIMs Jerkux B smoxy moxymstopa CFTR [199]. Tem He menee,
HEKOTOPBIM JIIOMSIM C NPOTPECCHpPYIOINM 3a00IeBaHHeM Jerkux npu MB,
nomyyatomuM Tepanuio Mogyastopom CFTR, Bce jke MOKET HOTpe6oBaThCs
TpaHCILUIAHTaLHsA JIeTKUX. Kpome Toro, moBTOpHAst TPaHCILUTAHTALMS SIBISETCS
MPUEMIIEMBIM BApPUAHTOM IIPU OTTOPKEHHH ailoTpaHciuiaHrara [202].
IModTOMy cOXpaHEHHE JOCTyIa K TPAHCTIAHTALMHK JISTKUX 11 Jirozeii ¢ MB
MIPECTABIIACTCS BOXKHBIM (yTBepiKIeHHE 28).

TlocTTpaHCIIaHTAIMOHHBIH yX0o4 3a moabMu ¢ MB nomxeH ObITh
HAmNpaBlIeH Ha MAaKCHMM3ALMIO BBDKMBAGMOCTH M KaueCTBa XKU3HH, a TAKKE
YUHTHIBATh KOHKPETHBIC AacIeKThl yXoja 3a mogbMu ¢ MB mo wmepe
yBennueHust Bospacta [203]. He cymecTByerT yHHBEpCalabHOH MOAETH
OKa3zaHUs ToMouy JoasM ¢ MB mocme TpancrmanTtanum serkux [204],
OIIHAKO MeXAy OpHuramoil TPaHCIUIAHTOJIOTOB M KOMAHIOW IO yXOdy IpH
MBromkHa ObITh YCTAHOB/ICHA TECHAs! KOOPAMHALMS ISl OKa3aHHs TOMOLIIH,
0COOCHHO €CITH 3T KOMaH/IbI Pa3HbIEC M Pa3MEIICHBI B PA3HBIX YUPEKICHUAX
(yrBepxaeHue 29).

5.4. [Inanuposanue xonya dcusnu

Cy M»20sic, @enucumu Qunneticon

IIporno3upyemass BBDKHBAaeMOCTh Jiofge ¢ MB HeykIoHHO pacTerT.
OpHako Bce elle NPOAOKAETCS IPOrPecCHPOBaHKe 3a00€BaHUS B MO3HHX
CTaausaX, BOSMOJKHA TPAHCIUIAHTAIMS M TMpEeKAeBpeMeHHas cmepth [205].
OTOT mpolecc MOXET OBITh HENpencKa3syeMbIM M 3aHATh BpeMms. Takum
00pa3oM, IIAaHHPOBAHHE KOHIA JKH3HHU OCTACTCS HEOOXOAMMBIM aCHEKTOM
yxona 3a moasmu ¢ MB [207] (yrBepxaeHue 30).

Komanna no yxony mpu MB MoXeT MBITaTbCs CAEIATh BCE BO3MOXKHOE,
4TOOBI PEIIaTh TH MPOOIEMBI C TIOABMH, 60IBHBIME MB, KOTOpBIX OHH 4acTO
3HAJIM U ¢ KOTOPBIMH paboTanu B TedeHne MHorux net [209]. Hanpasnenne
Ha TPAHCIUIAHTALMIO M ONTHMH3ALMUS CXeM JeUeHHs! TPeOYIoT aKTHBHOTO H
MO3HTUBHOTO MApTHEPCTBA. MOXKET MOMOYb HHANBUYATbHOE HIIH TPYIIIOBOC
00y4eHHe KOMaH/IBI 110 yXoay npi MB HaBbIkaM MOMOIIH TALIMEHTaM B KOHIIE
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JKU3HH M TPaBHIbHON KoMMyHHKamuu [212]. Korma kauecTBO IKH3HH
yXyauraeTcs M McXon 3aboneBaHMs HeoOparuM, mogu ¢ MB u imma,
OCYIICCTBIISIIONINE YXOA 3a HUMH, OJarofapHsl 3a OTKPHITOE H YECTHOE
u3ydeHHEe HWMEIOIMXCS BapHaHTOB. HaumHaTe oOCyxaeHHE —cleayeT
JIETUKATHO M ¢ cocTpananueM. [IpefnouTuTensHo 00CykKICHHE KaK MOXKHO
paHblle, a IPEANOYTECHUS B OTHOLIICHUH HH(OPMALIHHI JOIIKHBI OTIPECISATHCS
genoBekoM ¢ MB [210][213] (puc. 2).

PaGota B mapTHepCTBE C KOMAaHAOH MAJUIMATHBHONW — MOMOIIM
TIO/IEP’)KUBACT KOMaHAy MO yxomy mpu MB, uemoBeka ¢ MB m mmm,
ocyuiecTBisonux 3a HuM yxon [213]. Takoe COTPyAHHYECTBO MO3BOJSET
OZHOBPEMEHHO NMPHMEHATh METOABI Jieuennss MB (Hanpumep, BHyTpHBEHHBIS
AQHTHOMOTHMKH, OYHCTKY [bIXaTCIbHBIX MyTeH, aHANre3HI0, KUCIOPOA) H
MaJUIHaTUBHOE OONerdyeHne CUMNTOMOB. [Ipu NMPHHATHH PEIICHUs TOKHBL
YUHTHIBATBCS TOXKEMAHUS ITALHEHTa OTHOCHTENBHO MPEANOYTHTEIBHOTO
MeCTa CMEPTH M IPEeJBApHTENBHOTO MEAUIHHCKOTO PACHOPSKCHHS.
IMoxaepxuBaromiee JeueHHe, KOTOpoe obnerdaetT AUCKOM(OPT U CBOAUT K
MHHHUMYMY CTPaJaHusi, 00€CIeUHBACT CIIOKOHHYIO CMEPTb.

B KOHLE >KH3HM WYENOBEK YaCTO OKa3bIBaeTCsl B OONbHHMIE, TAe
3HAKOMCTBO C oTAeseHHeM MB u oTHOmeHus ¢ KoMaH10# 1o yxoxy npu MB
YCTIOKaWBAIOT YEJIOBEKa M JIMIl, OCYIISCTBISIOMIMX 3a HUM yxox [214].
OJHAKO JOM MITH XOCTHC MOTYT OBITh MPEANOYTHTENBHBIM MECTOM CMEpPTH,
0COOCHHO JTs TIOAEH ¢ HEIOCTATOYHOCTHIO HEJIETOYHBIX OPTaHOB HIIM PAKOM.
B mapTHepcTBe ¢ XOCmHCaMH WiIM OpurajgaMu Ui MOCEIICHUH Ha J0OMY
4enoBek ¢ MB 1 1nna, 0CcyIecTBISsIONIME 32 HUM YXOJ, MOTYT PacCUHTHIBATh
Ha HEMpPEPhIBHOCTh MEAMIHMHCKONH moMony. HeoOXomuMo HpHIOKHUTh BCE
ycuIMs O co3jaHus  Oe30macHOW  cpedbl, KOTopas —IPeJOCTaBHT
BO3MOXKHOCTB 4eTI0BeKy ¢ MB, nunam, ocyIecTBIsIONIM yX0JI, U APY3bIM
CMHUPHUTBCS € MPHOMIKAIOIMMCS KOHIIOM JKH3HH.

Jlns obecrnedeHUs YCHEIIHOH COBMECTHOI pabOThI MEpBOCTEHEHHOE
3HAUCHME HMEET YeTKas KOMMYHHKauus. PerymspHoe oOmeHHe Mexmy
Pa3INYHBIMH KIMHUYECKMMH OpHrajaMy, a TaKkkKe OTKPBITOE€ M YECTHOE
obcykaeHne ¢ JrogbMH ¢ MB M nmHMmamu, OCYIIECTBIAIOIIUMH yXOT,
YMEHBIIAIOT HEHY)KHYIO TPEBOTY U cTpecc (yTBepkaeHue 31). Moxer ObITh
MONIe3HO, YTOOBI JIMIA, OCYLICCTBISIOMIME YXOA 3a 4elnoBexkoM ¢ MB,
HA3HAYMIIH KOHTaKTHOE JIHIO, KOTOpoe OyIeT MoiiepKuBarth CBs3b ¢ Goiee
MIMPOKUM KPYTOM UJICHOB CEMBH M APy3el U MPeJoCTaBIsATh OOHOBICHHYIO
UH(POPMALMIO O TIPOTrpecce B JEUCHUH, YTOOBI ONTHMH3HPOBATh OOIICHHE H
ob6MeH HHpOpMaIneH.

MB.

TIOAACPIKUBATHCA.

WHTEPECHI NAlIUCHTA.

AcTieKTsI O6Cy)KI[CHI/[$I Me]:[PIL[HHCKOﬁ TIOMOIIIA B KOHIIE KU3HHU JOJIKHBI BKITHOYATh:

e Jlpu3HaHMe HeNMpPeICKa3yeMOCTH IPOTPecCUpOBaHMs 3a0oieBaHUs M (He-
)IOCTYNHOCTH TPAHCILIAHTALIMH OPTaHOB.

e 3aBepeHHe B TOM, YTO OONE3Hb-MOAM(GUUMPYIOIIAs TEpanus U JICUCHHE
CHMIITOMOB OyZyT JOCTYIHBI CTOJIBKO BPEMEHHM, CKOJIBKO IIOKETAeT YENOBEK C

e IlpeanmoureHust MO OKA3aHMIO IyXOBHOM MWIIM MAcCTBIPCKON moMomM OymyT

e JloKyMEHTHPOBAaHHUE NPEABAPUTEIBHOTO MEIUIIMHCKOTO TLIAHA/PACTIOPSIKEHUS (C
YKa3aHHEM MPEeIOB JCUCHHUS H IPEANOYTHTEILHOTO MECTA CMEPTH).

e B cimyuae OoTCyTCTBHS 1e€COCOOHOCTH, HA3HAYCHHE MPEANOYTHTEIBHOTO JIHIIA,
NPHHUMAIOIIETO PENICHNUs, WK BblJaua JOBEPEHHOCTH HAa MPABO MPEICTABIATh

PucyHok 2. AcriekTs! 00CYKISHHUS METUIIHHCKON MOMOIIN B KOHIIE KH3HH.

3a00Ta M TOAAEPXKKA B IEPHUOJ TMOCIE CMEPTH BaXHbI Il CEMbH
nanueHTa. Bpems, mpoBefeHHOE ¢ YMEPUINM JIOOMMBIM YeTI0BEKOM, BaXKHO
Juist ero 6nu3kux. Clieayer npeioKuTh MOCIEAYOUINA KOHTAKT CO CTOPOHBI
KOMAaH/Ibl 110 yXoiy Tipu MB, a Takke HarpasieHuHe B OQHIHAIBHYIO CIIYKOy
MOMOLIM MPH TSDKENOW yTpate W TMPEAOCTABICHHE IPAKTHYECKOH
uHpopManuu No opraHusanuu noxopod. Komanme mo yxomy mpu MB u
MEepCOHAy OTAENEHHUs TAKXKE JODKHA OBITh MPEAOCTABICHA BO3MOXKHOCTDH
MOABECTH WTOTM ¥ TOJNYYUTh TMCHUXOJIOTHYECKYIO MOIJICPXKKY, €CIH ITO
HEOOXOLUMO.

6. 3aki0ueHne

Jlronm ¢ MyKOBHCIHI030M MPOJOKAIOT CTAJIKHUBATHECS C IpodiemMamu
TaKoro Macmraba, KOTOPbIif MHOTHE APyTHe He MOTYT ce0e mpeicTaBuTh. 1o,
YTO OHM MPOAOJDKAKOT KUTh TAKOI MOMHOLECHHOW M TOJE3HOH JKU3HBIO,
XOPOIIO OTPAXKAETCS Ha MX CTOMKOCTH H IMOAAEPKKE CO CTOPOHBI CEMBU H
KOMaHAb!l 1o yxomy mpu MB. Bompmas 9acTe COBETOB B ITOH cTaTbe
OTHOCHTCSI K aKTHBHOMY BBISBICHHIO M peleHuio mpobiaem. IToctosHHOM
TEMOM 3TOi CTaThH ABISIETCS MAPTHEPCTBO AT AOCTHKCHHUS OOLIMX LeneH i
TIOJIepKKH Jifofiel ¢ MB 1 ux cemeid.

Bonbluast yacTh peKOMEHIAIN, MPEICTABICHHBIX B 9TOM JOKYMEHTE,
OCHOBaHAa Ha MPEIbIAYIIMX PYKOBOACTBaX Ha Oasze crammaproB ECFS B
OTHOLICHUH OKa3aHHsS MEIUIMHCKOI momomy. B ObIcTpo MeHstomencs
ctepe HabMIORACTCST 3HAYMTEIBHBIN POCT KOTHYECTBA (HAKTHIECKHUX TAHHBIX,
K KOTOPBIM MOTYT MOJIy49UTh AOCTYI Jtoau ¢ MB 1 nuna, ocyiecTBasommne
3a HHMH YyXOA, [UI pEIICHHS MpoOIeM ¢ OCIOKHEHHAMHU. XOporeH
WUTIOCTpanuei 3Toro sisiusiercs cepusi ucciaeaoBannit STOP mo orenke
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nedeHust 000CTPeHMiT 1eroyHbIX cuMIToMOB. HecMOTpst Ha 3TO M oTpaskast
TEMIIbl U3MEHCHHMi, MHOTHE METOABI JICUCHHS TMOKA YTO HMEIOT ILIOXYIO
JI0Ka3aTeNnbHylo 0a3y, 0cobeHHO B dmoxy Tepamuu Momynstopamu CFTR.
MeTogonorusi HKCHIEPTHBIX OLECHOK MO3BONHMJIA AaBTOPaM  COCTAaBHThb
mparMaTHyHoe M 9((EKTHBHOE  PYKOBOJACTBO, KOTOPOE  SIBIISETCS
MHKJTIO3UBHBIM U MPO3PAUHBIM.

B nanpHeiimeM ycrex BMEMIATENbCTB H CTPATETHil, PACCMOTPEHHBIX B
MEepBBIX TPEX CTAThAX OTOH cepuu, OyIeT 3aKperuieH B MoOcCienHeil crarbe
(«IInaHupoBaHKE yBETHUCHHS MPOJOIKUTEIEHOCTH XKU3HIY). B 9T0ii cTaThe
ABTOPHI JAI0T MPAKTHYECKHE COBETHI O TOM, KaK OPHEHTHPOBATBCS B XKU3HH C
9THUM 3a00J€BaHMEM, a TAKKE ONMHCHIBAIOT CHTyaumio mogeii ¢ MB B
KOHTEKCTE CIIOKHOCTEH CYIIECTBOBAHHS COBPEMEHHOTO Y€JIOBEKA, yUUTHIBAS
TaKMe TEMbl, KaK HEPaBEHCTBO M yBaxKeHHe IeHHocTeil. IIpobmemsr
YBEITHYEHHsI BO3PACTa, KOTOPbIE OTPAKAIOT MPOOIEMbl HACEICHHUS B LENIOM,
UMEIOT JIOTIONTHUTEIbHBIH YPOBEHb CI0KHOCTH 1T onei ¢ MB, u aBTopsl
OIMHCHIBAIOT UX, A TAK)Ke MOTCHI[HAT M YHTY3Ha3M, KOTOPbIE MHOTHUE JIIOIH C
MB HCHBITBIBAIOT K YYaCTHIO B HCCIEIOBAHHSAX.

Bkuajx aBTopoB

IpodunbHEIT KOMHTET YCTQHOBHJI OCHOBY IUIs BBINOJHEHHS M
OMPENENMI DKCIEPTOB I MOATOTOBKH KaKJIOTO pasziena (BBIAEICHO B
JoKyMeHTe). Bee mpenogaBareny BHECTH CBOM BKJIAJ B MPOLECC YKCIIEPTHBIX
OLCHOK M KOHTPOJIMPOBATH OKOHYATENBHYIO BEPCHIO JOKyMeHTa. DHoHa
JlaneBu obecreuna oOIIyI0 aIMHHHCTPATHBHYIO MOMIEPAKKY U TIPUMEHHIA
HAaBBIKM  COCTaBICHHS  MEIMIMHCKHX  TEKCTOB  JUII  MOATOTOBKH
COITACOBAHHOTO TOKYMEHTA. 3asiBIICHHS O KOH(INKTE HHTEPECOB MOIHOCTHIO
OTpaXKeHBI B JOMOIHHTEIBHBIX MaTepHaIax.
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YBeomiieHue 00 OTCYTCTBHMM KOH()IMKTA HHTEPECOB

V aBropoB He OBUIO 3asBICHMII O HAJIWYMU 3aUHTEPECOBAHHOCTH B
OTHOIICHHUH HACTOSIIIEH paboThI. 3asBICHNS O HATMYUH 3aHHTEPECOBAHHOCTH
Ka@KIOTO aBTopa 3a [pefelaMd TeKyled paboTel  000OLICHBI B
JIOTIONIHUTENIBHOM Tabuie 4.

Baarogapuoctu

Astopsl 6marogapsat ®uony JlaHneBu, KOTOpast 0Ka3ajia PeIaKIHOHHYIO
TMOMICPXKKY M KOOPAMHHMPOBANa KOHCYNBTALMH B paMKaX MPOBEICHUS
OKCTIEPTHBIX OIEHOK. MBI OmaromapuM KoMaHmy rpymmsl KokpelHOBCKHX
0630poB Mo MB 3a moazep:kky Ha NPOTSHKEHHH BCETO MpOeKTa. MBI Takxke
6maromapum npaeierne ECFS u nentp MB EBpomnsl 3a ux mogaepxky u
BKJIAJ] B HaIIy paborTy.

LlOl'lOJ'll{l(lTeJ'leble MaTepHuaJibl

JIOTIONHUTENBHBIC MATePHANbl, CBS3aHHBIC C OTOH CTaTbeil, MOXHO
HaWTH B OHNIalH-Bepcuu 1o uuaekcy doi:10.1016/j.jc£.2024.01.005.
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