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= MykoBucumnao03 (kucmo3sHbit pubpos) —
cucmemHoe HacsnedcmeeHHoe 3abosiesaHue,
obycnosneHHoe Mymayueu 2eHa
mpaHcmembpaHHo20 pe2ynamopa
mykosucyudoza (MBTP)
U Xxapakmepusyoujeeca nopaieHuUem menes
BHelWHeU cekpeyuu, maménbimu
HapyuweHUsamMU QyHKYUU op2aHo8 dbiXaHus
U menydoyHo-KuUWe4YHo20 mpakma.

= MyKOBUCLUAO3 IerKUX - KIMHNYECKNU
BApPMAHT CUCTEMHOIO MyKOBMCLLMAO033,
NPOTEKAOWMN C MPENMYLLECTBEHHbBIM
NopaXKeHUEM CAMN3ENPOAYLMPYIOLLMX Xese3
pPecnMpaTopHOro TpakTa.




= MyKoBMCLNAO3 NEerkmnx — pecnmpatopHasa (neroyHas)
dopmMa MYKOBMCLLA 033, XapPaKTEPU3YIOLLANACS
rMnepnpoayKLmMen MOKpOTbl, Pa3BUTUEM
O6pPOHX00HCTPYKTUBHOIO CUHAPOMA, XPOHUYECKMX
OpoHx0NeroYHbIX MHPEKL NN U BTOPUYHBIX U3MEHEHWUY
(BpOHX03KTa30B, 3MPU3EMBI
Nerkmx, THeBMOCK/1Iep03a, CepAeYHO-1ero4YHOM
HeA0CTaTo4YHOCTM). MyKOBUCLLMAO3 OTHOCUTCA K
Hac/NeACTBEHHOW NaTO/IOMMKM U BCTPeYaeTCs NPUMEPHO Y
1-4 Ha 10 TbIC. HOBOPOX/AEHHbIX. 3aboneBaHMe MOXeT
MPOTEKaTb B YETbIPEX KIMHUYECKMX BAPMAHTAX:
KWULWEeYHOM, J1IerO4YHOM, CMELIAaHHOM (/1IerOYHO-KMLIEYHOM) U
B $pOpmMe MeKOHMEBOIO Mieyca HOBOPOXAEHHbIX. B uncrtom
BMAE ieroyHas popma MyKOBUCLMA03a BCTPeYaeTCs
NMPUMEpPHO y 15-20% NaLMeHTOB, OAHAKO B TOU MU MHOM
cTeneHu NopaxeHue Aerkux npm MyKoBmcLnao3e
nponcxoamnT B 95% HabaogeHumn. Mcxoan ns aToro,
MYKOBUCLIMA03 ABAAETCA MEXANCLUMINHAPHON
MeZNLNHCKOM NpobaeMon, HAXOAALLENCS HA CTbIKe
reHeTuKUW, NeanaTpum, Ny1bMOHOIOT W, FACTPOIHTEPOJIOL
un.




MyKOBMCLMAO3 IerKNX - MOHOreHHOoe 3abosieBaHMe C ayTOCOMHO-
peueccBHOM Nepesavent. HenocpeacteeHHas NpuymnHa passuTHs
nartosormm bbi1a OTKpbITa B 1989 I. — OHa CBA3aHA C MyTaLMeN reHa
CFTR, nokann3oBaHHOIO Ha 7-1 Xpomocome. B HacTosiLee Bpems
M3BeCTHO Honee ThiCAYN MyTaL MKW, KOTOPble MOTYT Bbi3biBaTb
KAMHUYeCKne NposBIAEHNA MyKOBUCLMA03a, HO bosiee YeM B NOJIOBUHE
cnyyaeB obHapyxuBaeTca myTaumua genbta-F508 (oTcyTcTBME
aMUHOKNCOTbI peHnanaHnHa B benke B 5o8-1 nosuuunm). Apyrue
myTaumm (W1282X, N1303K, G542X, R334W, S1196X 1 np.)
ANArHOCTUPYIOTCA 3HAUYNTEIbHO peXxe.

MyKoBUCLNA03 Nerkmx y pebeHka MOXeT BOSHUKHYTb B TOM C/ly4ae, ecau
oba poauTens ABAAIOTCA reTePO3NUrOTHLIMU HOCUTENAMMU
MYTMPOBABLLEr0 reHa - BePOSATHOCTb 3a60/1€BaHNA B 3TOM CyYae
cocTtaBasieT 25%. Hocntenm reHa MykoBucLmna03a GeHOTUNNYECKN
34,0POBbI 1 B N0AaBAsOWEM HONbLWIMHCTBE C/ly4YaeB He NOA03peBaloT 06
OTSArOLWEHHON HACNEACTBEHHOCTU A0 TEX MOP, MOKA Y HUX HE POAUTCS
pebeHOoK ¢ AaHHbIM 3aboneBaHmeMm.

[laToreHes MyKoBMCLMAO03a IErKMX CBSI3AH C HEBO3MOXHOCTbIO
nedekTHOro 6enka MBTP BbINOAHATE CBOKO GYHKLMIO X/TOPUAHOTO
KaHasia u, Kak cieCTBue, HapyLlweHeM BOAHO-31eKTPOMTHOro obmeHa
B SMUTE/IMaNbHbIX KNeTKax 6poHxXoB. B kneTkax HaumHatoT
HaKanAMBaTbCA MOHbI X/10Pa, BCIeACTBUE YEro MeHAEeTCS UX
3N1eKTPUYECKUM NOTEHLMAA U BHYTPb KNETOK YCTPEMASAOTCSA NOHDI
HaTpUA. DTN NPOLLECCbl CONPOBOXAAITCH YCUIEHHbBIM BCaCbiBaHVEM
BOAbl U3 MEXKJIETOYHOr O NPOCTPAHCTBA, PE3KMM NOBbILLEHEM BA3KOCTU
OpOHXMaNbHOro cekpeTa 1 3aTPyAHEHMEM ero 3BaKyaLum.



[anbHevwee nporpeccnpoBaHme MyKOBUCLMA03a Nerkmx
obycnoBneHo 0b6Typaymen menkmux OpoHXMoA, pa3BUTUEM
XPOHMYECKMX BOCMAINTE/IbHBIX MU3MEHEHUN B CTEHKAX
bpoHxos. B ycnosvmx COMYTCTBYHOLL,ErO YMEHbLUEHUS
NPOAYKLUUM IgA M nHTEpdEPOHa, a Takxe PparounTapHoOu
aKTUBHOCTW IENKOLMTOB CHMXXAETCA MPOTUBOBUPYCHbIN
MMMYHUTET N MeCTHasi NPOTUBOMMKPODOHasA 3awwumTa. Ha
5TOM POHe ObICTPO N3MeHSAETCA MUKPOOHbBIN Memn3ax
OpOHXOB — B HEM HauMHaOT NpeobaagaTb CTaPUAOKOKKMY,
a NOTOM M CMHEerHonHas nasaoudka. PassmBaeTtcs
SHAOOPOHXUT M NAHOPOHXUT, YTO B Aa/IbHENLLEM
NPUBOAUT K POPMUPOBAHNIO BPOHXOIKTA30B, LECTPYKLIMM
JIEFOYHOWN NaPEHXMMbl, HAPACTAHMUIO TMMOKCEMUM

M JIEFOYHOW TMNEPTEH3UMN.




CnmnTOMBI MYKOBUCUMNAO03a IETKNX

[pn3HaKM pecnMpaTopHOro MyKOBMCLNA03a 0ObIYHO CTAHOBATCH 3aMEeTHbI yXe
B rpy4HOM Bo3pacTe. Hasnume B aHamHe3e CcBeLeHMN O MEKOHNEBOM uaeyce
neprosa HOBOPOXAEHHOCTM obaeryaeT cBoOeBpeMeHHOoe pacno3HaBaHme
MYKOBUCLMA03a IErKUX Y AeTeu.

TUNUYHbBIE KIMHUYECKNE NPOSIB/IEHUA MyKOBUCLMA03a Nerkux obycoBaeHbl
runepcekpeuven 6poHXm1asibHON Cn3K, 06CTPYKTUBHBIM CUHADPOMOM U
npucoesMHeHNEM BTOPUYHOM VIHCI)EKLI,I/IVI PaHHMM Npu3HaKOM CAYyXUT
MYUMTeIbHbIM Kalle/lb, BO3HUKAOLWMN NPUCTYNO00OPa3HO M HAaNOMMHAIOLW M
Kawenb npu kokowe. KawieBon napokCM3M MOXET CONMPOBOXAaTbCA PBOTOM
M NPUCTYNamMu yayLibsi. MOKpOTa OTKaLW/IMBAETCS € 60/IbWNM TPYAOM, UMeeT
BA3KWM, C/IM3UCTbIN U CIN3UCTO-THOMHBIW XapaKTep.

B 6onee CTapLiem BO3PACTe TUMMUYHbI XKa/n00bl Ha OAbILIKY MPU HE3HAUNTE TbHBIX
Harpy3skax uam B nokoe. B megnumnHckom kapTe geTen ¢ MyKOBUCLUA030M
JIETKUX MOXHO BCTPETUTH YKA3aHMsA Ha YacTble 06ocTpeHus

XPOHNYECKOrO FTHOMHOIO AN 06CTPYKTUBHOrO BpOHXMTa,

PeLVANBUPYIOLLME THEBMOHMM (B T. Y. abcueanpytouive), raiMopUT, NOAUbI
HOCa, BpOHXMabHYIO acTMy. [leT € MyKOBMCLMA030M JIeFKUX FUMNOTRObUYHBI,
OTCTaT B GU3NYECKOM Pa3BUTUMN, BbIHYXAEHbI OrpaHNYmnBaTh cebs B
br3MYeCcKom akTUBHOCTH.

KoXHble NOKPOBbI b1eAHbIE C 3eMANCTLIM OTTEHKOM, BblpaXKeH akpOoL,MaHOo3.
IpyaHas knetka nprobpertaert 60ukoobpasHyto c|>opmy,

CNeACTBAEM XPOHUYECKOW AbIXaTe/IbHOW HEAOCTATOYHOCTUCTAHOBUTCSA
TpaHchopMaLUa ANCTaNbHbIX GanaHr NaabLEeB U HOFTen («nabLibl
[MnnokpaTa»). BTopuyHbie M3MeHeHUs BpOHX0NEFrOYHOM CUCTEMBI MPU
MYKOBUCLMA03€ IerkKMUX BKAKYAOT 6pOHX03KTa3bl, aMPusemy, ANPPy3Hbii

MHEBMOCKNEPO3, /IErOYHOE CED/LLE,




= TeyeHne nerovyHon GoOpmMbl MyKOBUCLUAO3A MPOXOAUT
yeTbipe cTaauun. [NepBana cTagns, ANUTE/IbHOCTb KOTOPOW
MOXEeT COCTaB/IATb A0 10 JIeT, XapaKTepulyeTcs
NepMoAMNYECKNUM CYXMUM KaLLJIEM U OAbILLKOW,
BO3HMKAOLLEN NPpU HanpsXeHun. Ha BTopou cTagmm
MYKOBMCLMA03a IerKnX NporpeccupyeT nopaxeHune
OpOHXOB, pa3BMBAETCS KJIMHUKA XPOHUYECKOr O
OpOoHXMTa CO CBOMCTBEHHbIM €MY B/IQXHbIM KaLleM,
yCUNEHUEM OAbIWKN. NPOAOIKNTENBHOCTb TEYEHNS 3TON
CTAaAWM COXOKET BapbUPOBaTh OT 2 A0 15 /eT. [lepexog, K
TPeTbemn CTafnu 3HAMEHYET PasBUTME BTOPUYHBIX
M3MeHeHUN: BPOHX03KTa308B, NHeBMOPGMOPO3a,
AbIXaTeNbHOW N CepAeYHON HeA0CTAaTOYHOCTY;
ANTENbHOCTb A @HHOrO Nepuoaa — 3-5 sietT. B uetseprton,
TEPMUHANIBHOW CTaZ NN MYKOBUCLMA03a JIeFKUX 3
CYMTaHHbIE MeCsLLbl HACTYMaeT AeKoMNeHcaumsa cepaeyHo-
Nero4YHon HeAOCTAaTOUYHOCTM C JIeTa/IbHbIM UCXOAO0M.




Al/laFHOCTVI Ka MYKOBUCLMNA03a NNIETKNX

BONbWWHCTBO C/Tly4YaeB MyKOBUCLMAO03a IETKMX BbIABASIETCA B pe3y/ibTaTe
HeOHaTa/IbHOr0 CKPUHMHIA Ha HacneACTBeHHble 3aboseBaHnsA obmeHa BelecTB
(QEHUNKETOHYPUMIO, MYKOBUCLWMAO3, Fa/1aKTO3EMUIO, BPOXKAEHHbIV

rUNOTMPEO3 N BPOXAEHHYIO TMNepnaasnio HaAano4euyHmkoB). MNpu MykoBmcLMao03e
B KPOBWM HOBOPOXAEHHbIX KOHLLEHTPALLUA UMMYHOPEAKTUBHOIO TPUMNCKHA B 5-10
pa3 NpeBblLLAEeT TAaKOBYIO Y 34,0POBbIX AeTel. [IpeHaTanbHaa ANAarHOCTUKA
MYKOBWCLMA033 OCYLLECTB/ISETCSA MOCPEACTBOM OMpese/ieHns N303H3UMOB
wenovyHom pocdaTasbl B OKOJIOMIOAHbBIX BOAAxX Nocae 18-20 Heae b
bepemeHHOCTM.

[pW3HaHHBIM CTAHAAPTOM AMArHOCTUKM IBASIETCA Tak Ha3blBaemas NoToBas npoba
[mbcoHa n Kyka (moHodpopes ¢ nMnokapnmuHoOM), NO3BOASAIOLWAsA ONpesennTb
KOHLLeHTPaL M0 MOHOB X/JIOpPa U HAaTPWUS B MOTOBOW XUAKOCTH (MpY MyKOBMCLMA03e
YPOBEHb XJIOPUAOB NOBbILWEH B 2 - 5 pas).

AyCKynbTaTUBHbIE AaHHble MPU MYKOBUCLNA03€ Nerknx 06blYHO COOTBETCTBYIOT
KapTuHe 0b6cTpykTUBHOrO 6poHxuTa. CreneHb NopaXxkeHNs HpoHxoneroYHom
CUCTEMbI Y,aeTCs OLEeHUTb, UCNOJ/b3Yya PEHTreHOI0rnYeckKme 1 SHA0CKONMYeckne
MeToZbl BU3yanm3aunn. C NOMOLLbIO peHTreHorpadum J1erkux BbiaBAAETCS
yCU/IeHME IerOYHOI O PUCYHKA M €ro TSXXUCTbIN XapakTep, aTeeKkTasbl 1erkmx,
MOBbILLEHME NPO3PaYHOCTUN IEFOYHbIX NOJIEN, OFPaHMYEHME NOABMXHOCTM KYMOAa
Avadparmbl U T. 4.

AvarHoctnyeckas bpoHxockonus Npu MyKOBMUCLNA03€ NerKnX BblBAAET KapTUHY
ANDPY3HOro THOMHOI 0 SHAOOPOHXMTA: HAZIMYME FYCTOro, BA3KOrO CEKPeTa B
npocBeTe HPOHXOB, HEPeAKO B BUAE THOMHbIX MPOOOK.

Mpw bpoHxorpadrv 0bHapyXMBAOTCSA LUAVNHAPUYECKME AN CMELLAHHbIE
H6poHx03KTa3bl. [10 AaHHBIM CNIMPOMETPUN ANAFHOCTUPYIOTCS HapyLUEeHMS No
06CTPYKTUBHO-PECTPUKTUBHOMY TUMY (CHUXeHWe nHaekca TueddHo, OPBinT. 4.);
B NO34HUX CTagusax — cHuxeHme XE/I.




= JleyeHune u NMPOrHO03 MyKOBNCUMNA03a IEMKNX

= JleyeHune nero4yHon GopmMbl MyKOBUCLMAO3A BKAOYAET
obepeXxMMHble MEPONPUATUSA U CUMATOMATUYECKYIO
Tepanuto. NutaHmne 601bHbIX J0/1KHO OblITb KAAOPUNHBIM,
6oraTblM NOMBUTAMMUHAMK, MUKPO31IEMEHTaMM, Besikom.
COCTaBHOM YacCTblo IeYeHUS NALMEHTA C MyKOBUCLLMAO30M
NErkux CTaHOBUTCS KMHE3UTEepPanus: MCNob3yeTcs
cneuvanbHas AblXxaTe/IbHas TMMHACTMKA, MOCTYPaJibHbIN
APEHAX, NepPKYCCMOHHbLIN M BUOPALIMOHHbBIN MacCax
rpyAHOW KJETKM, MOMOratowme ocBoboamnTb 6poHXM OT
CKOMJIEHMS T'YCTOrO W BA3KOIr0 CEeKpeTa.

= Ha pa3xuxeHne MOKpPOTbI HanpaB/ieHa MyKOJNTMYecKas
Tepanusa: MHraaaumMy C AopHasa asibda, epMeHTaMy,
rMNepTOHNYECKNUM PaCTBOPOM, KOPTUKOCTEPOUAAMU;
BBeAEHME aLeTUALNCTENHA, aMbBPOKCOArnApoXa0puaa U
ap. NpoBogaTtca npouesypbl OPOHXMAILHOIO 1aBaxa C
3HA,00POHXMANbHBIM BBEAEHNEM MYKOANTUKOB. [1pu
MYKOBUCLMA03€E IErKNX KaTeropnuyeckm NpOTUBOMOKA3aHbl
KOAEWHCOoAep>KalLMe npenapaTsl.




KnuHu4eckue nposisneHus mykosucyudo3sa He ABAAKOTCA NaTOrHOMOHWUYHbBIMU, OHU
NoIMMOP®HBI. 3an0403pUTh MYKOBUCLMAO3 Y pebeHka NO3BOASIET MporpeccupytoLLee
TeYeHMe XPOHNYECKOro BOCMA/IMTENIbHOMO NPOLECca B OPOHXONErOYHON CUCTEME B COYETAHUM
C NATOJIOrMEN XENY[04HO-KNILEYHOrO TPaKTa, MPENMYLLECTBEHHO NOAXEYA04YHOM Xese3bl,
Xe/IYEBbIBOASALLNX MyTEN U KMLWEeYHUKA. [Tpn eTaNbHOM paccnpoce YacTo BbiABASOTCS
OTArOLLEHHAA HACNeACTBEHHOCTb, OTCTaBaHWeE B PU3NYECKOM Pa3BUTUM OT CBOUX
ogHorogkoB. OcobeHHOe BHUMAaHWeE Hy>XHO 06paTuTb Ha BbiSiBEHWE CPEAN POACTBEHHUKOB
6onbHOro (bpatbes, cectep, AsfeN, TETEN U 4p.) UL, KOTOPble B paHHeM AeTcTae bosienu
HENPOXOANMOCTbIO KULWEYHUKA U MMENN CTOMKUIM NOHOC, @ TakXKe XPOHUYeckne bonesHum
OpraHoB AbIXaHWSA, IMXOPAAKY HEACHOIO reHe3a, B TOM YMC/1e TaKnX POACTBEHHUKOB, KOTOpbIe
YMep/i1 OT YKa3aHHbIX NPUYUH.

NoToBas npoba (MccneagoBaHME SNEKTPOAUTOB NOTA) — NUAOKAPNUHOBBLIM mecm [ubcoHa u
Kyka — sBnsieTcs "30/10TbIM CTaHAAPTOM" AMarHOCTUKM MykoBucumaosa. CyTe npobbl coctonTt
B CTUMYASILUM NOTOBbIAENNTENBHON PYHKL MM KOXW 31eKTPOdOpPe30oM C MUAOKAPNUHOM U
nocsieAyroLwem KoJim4yeCcTBEHHOM ornpejesieHUn X10pUA0B NoTa.

J1eKTpodOopes CONFHOKNCIOrO NUIOKAPMMHA MPOBOANTCS B 06/1aCTV NpeAn/ieybs, cuna
3/71IEKTPUYECKOro ToKa — 3 MA. T10C/1e 0UMCTKM KOXM AUCTUANMPOBAHHOW BOAOW NOT cobupatoT
C NOMOLLbIO PUNBTPOBAILHOM ByMaru, KOTopas KNaAeTcs Ha CTUMYAUPYEMbIN
3/71eKTPOdOPE30M yHaCTOK KOXHM. Bymary ceepxy npuKpbIBAIOT MONMITUIEHOBOW CaldETKOM
AN Mapaen Ans npeaynpexaeHus ncnapeHms nota. Yepes 30—60 MUH GUABTPOBAIbHYHO
bymary nepeHoCAT B KOHBEPT, B3BELUMBALOT, @ 3aTEM K/IAAYT B KOOy, KOTOPasi COAEPXMUT 50 M/
ANCTUNIMPOBAHHOM BOAbI. Yepes 24 4 GUABTP BbIXKMMAIOT Ha CTEHKAX KONbbI U yaanstoT. B
XUAKOCTU, KOTOpasi 0cTaslack B Koabe, onpeAensitoT CoAep KaHme XA0puaoB 1 HaTpus. Mpu
KOHUEHTpaLnm X10pnaA0B CBbiwe 60 MMOJb/A (UK M3KB/N) AnarHos "mykosmcumgos"
CYMTAETCSA JOCTOBEPHbIM, MPY KOHLEHTPALMKN X/I0PUAOB 40-60 MMOJIb//1 — COMHUTE/IbHBIM.
OTpuuaTenbHON cumTaeTcs Npoba Npy KOHUEHTPALMM XI0PUAOB MEHEE 40 MMOJIb/ 1.
[AarHoCTMYeCKyto LeHHOCTb MMEET MOJIOXKUTEbHbIN PE3YAbTAT ABYX- MW TPEXPA30BOro
nccnefoBaHUA NOTa C UHTEPBAJIOM MeXAy UCCNe0BaHUAMN B 2 HeJ, MPU HanuYum
MWHWUMaJIbHOrO KOJIMYeCTBa NOTa 100 Mr.

[pn NeroyHbIX NPOSABIEHUAX MYKOBUCLMAO03a METOAbl PEHTI€HOIOrMYECKOU U
MHCTPYMEHTA/IbHOW ANArHOCTUKM BbISIBJISILOT KOCBEHHbIE NPU3HakM 3abo1eBaHums.
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