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v’ Pestome

Xponuueckuii punocuHycum A6NAEMCA OOHUM U3 HAuOOIEe YACMBbIX RPOAGIEHUI NOPAIHCEHUA
6EPXHUX ObIXAMEAbHBIX Hymell y Oemell ¢ MYKOBUCHUOO030M U DPACCMAMPUBAEHICA KAK GANCHbLI
KOMROHEHmM CUCHEMHO20 RAMO102UYecK020 npoyeccd. B cmamue 0600uiensl cospemennvie oannvie o
namozenese 3abonesanusn, ¢xniouan poav mymayui zena CFTR, napywenusa uonnozo mpancnopma,
UBMEHEHUsl Pe0loZUYECKUX CBOUICHE CU3U, OUCHYHKUUIO MYKOUUIUAPHO20 KUPEHCd, 0COOeHHoCcmU
MUKDPOOHOU KONOHU3AUUN U OUONIEHKO0OPA308aAHUA, A MAKIHCE UMMYHOBOCRATIUMENbHBIE MEXAHUIMBL
u mopgonozuueckue uIMEHEHUA CAUUCMON 000104Ku. Ocoboe eHumMaHue yOeneHo COPEMEHHbIM
OUAZHOCIUYECKUM NO00X00aM, GKIIOUAIOWUM IHOOCKONUUECKUe, JIyueeble, MUKPOOUOnozuuecKue,
MOJIEKYNAPHO-2eHeMUYecKUe Memoobl, a maKyice HEePCHEeKmUeHble HANPAGIeHUA, mMaKue Kak
MONEKYAPHbIE OUOMAPKEPbl, MEMAZEHOMHBIL AHAIU3 MUKPOOUOMbL U NPUMEHEHUE UCKYCCIMBEHHO20
unmennekma. Ilpeocmasnenvt nepcnekmugsl pa3zeumus  NEPCOHANUIUPOCAHHOW OUAZHOCHIUKU
XPOHUUECKO20 PUHOCUHYCUMA RPU MYKOBUCUUOO3e.

Knwueevle cnosa: mykosucuyuoo3, xponuueckuii punocunycum, CFTR, oemu, ouaznocmuka,

namoczenes.
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v’ Pestome

CypyHKanu puUHOCUHYCUM MYKOBUCHUOO3 OUlaH KacallaHzaH oOonanapoa 10Kopu Hagac
UYANApUHUNZ IHZ KPR yUpaiouzan 3apapianuul wakiiapuoan oupu Oyaud, musumiu namojio2uK
HCAPACHHUHZ MYXUM mMAapKuduil Kucmu Xxucoonanaou. Maxonada Kacauiuk namozene3uza o0uo
3amonasuil Kapawiiap ymymaawmupuinean 0yaud, CFTR zem mymayusnapu, uon mpancnopmu
Oy3unumu, WUWINMUKHUHZ PEO0JI0ZUK XYCYCUAMIAPU Y32apUIMU, MYKOUUIUAD KAUPeHC OUCHYHKUUACU,
MUKDOO  KONOHU3AUUACU 64 OUONIEHKA XOCUNl Oyaumiu, WYHUH20eK, UMMYH-STUTAHULL
MEXAHUIMIAAPU 64 WUWINUK KAGAMUHUHZ MODPPONOZUK  Y32apuUunapu MyXoKama KUauH2aH.
Juaznocmukada IH0OCKORUK, HYPAU, MUKPOOUOIOZUK 84 MONEKYAAP-2EHEMUK YCYNnap, WYHUHZ20eK,
MONEKYNAP Ouomapkepnap, MemdazeHOM MaXjul 6d CYHbUIL UHMENIeKm Kadu 3amMoHaguil
uynanuwinapea anoxuoa Ivmubop Kapamuazan. MyKoeucyuoozoa XpoHUK PUHOCUHYCUMHU
NEPCOHANTAWMUPUIZAH OUAZHOCIUKA KUUWL UCIMUKOOIIapU KYPCAMUIZAH.

Kanum cy3nap: mykosucuuoos, xponux punocunycum, CFTR, 6onanap, ouaznocmuxa, namozenes.
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v" Resume

Chronic rhinosinusitis is one of the most common manifestations of upper airway involvement
in children with cystic fibrosis and represents an important component of the systemic disease
process. This review summarizes current knowledge on the pathogenesis of the disease, including
CFTR gene mutations, ion transport dysfunction, changes in mucus rheology, impaired mucociliary
clearance, microbial colonization and biofilm formation, as well as immunoinflammatory
mechanisms and morphological alterations of the nasal mucosa. Special attention is given to
modern diagnostic approaches, including endoscopic, radiological, microbiological, and molecular
genetic methods, as well as emerging technologies such as molecular biomarkers, metagenomic
microbiome analysis, and artificial intelligence applications. The prospects for personalized
diagnosis of chronic rhinosinusitis in cystic fibrosis are also discussed.

Keywords: cystic fibrosis, chronic rhinosinusitis, CFTR, children, diagnosis, pathogenesis.

AKTYyaJIbHOCTh

POHHYECKUI PHHOCHHYCHUT MPEACTaBIsieT Cco00i OOHYy M3 Hamboiee pacripocTpaHEHHBIX
X [aTOJOTUil BEPXHHX JIIXaTEIbHBIX MyTEH B IETCKOM BO3pacTe M XapaKTePU3yeTcs [UIUTEIbHBIM
BOCIIAIUTENLHBIM TIPOLIECCOM  CIIM3HCTONH OOOJOYKH ITOJIOCTH HOCA W OKOJIOHOCOBBIX Ma3yX,
COXpaHSIOIMMCS HE MEHee [BEHAAIaTH Hexenb. HecMoTps Ha 3HAYUTENbHBIE JIOCTHKECHUS
COBPEMEHHON OTOPWHOJIAPUHIOJIOTUH, JaHHOE 3a00JIEBaHUE IPOIOJDKACT OCTaBaThCS AKTYaJbHOM
MEINKO-OMOJIOTHIECKOW TMPOOJIEMON BCIIEACTBUE BBICOKOH pPAaCIpOCTPaHEHHOCTH, CKIOHHOCTH K
PELUIUBHPYIOIEMY TEYEHHIO U CYIIECTBEHHOTO BIMSHMS HAa KayecTBO KHM3HHU MarueHToB. OcoOyro
3HAQYUMOCTh XPOHHYECKUH PUHOCHHYCHT INPUOOpETaeT y AeTeH, CTpaJarolIMX MYKOBHCIHIO30M,
MOCKOJIbKY B 3TOW KaTErOpUH MAIl[MEHTOB BOCTIAINUTEIbHBIC H3MEHEHUSI BEPXHUX JbIXaTEIbHBIX MyTeH
pasBUBAIOTCS 3HAYMTENFHO 4alle, OTIWYaloTcs Ooliee THKENBIM TEUYCHHEM W HEPEIKO
CONPOBOXKAAIOTCA  (POPMHUPOBAHUEM CTPYKTYPHBIX M3MEHEHHH CIM3MCTOH OO0OJIOUKH HOCa H
OKOJIOHOCOBBIX ma3yx [3,11].

B mocnennue necsATUIETHS OTMEYAaeTCsl CYIISCTBEHHBIH MpPOrpecc B MOHUMAaHUM MEXaHHW3MOB
pPa3BUTHA MYKOBHCIMIO32, KOTOPBIA SBISETCS OJHMM W3 HaumOoJee pacripoCTPaHEHHBIX
HACJIEJCTBEHHBIX 3a00JICBaHUI C ayTOCOMHO-PEIIECCHBHBIM THIIOM HaclleloBaHMs. JlaHHas maTosiorus
oOycioBieHa MyTanusiMu reHa cystic fibrosis transmembrane conductance regulator (CFTR),
KOJIMPYIOIIEro  OEJOK-PeryysiTop TpaHcMeMOpaHHOW mpoBoguMocTH. Hapymenne —(GyHKOui
yKa3aHHOTO 0eJKa MPUBOAUT K M3MEHEHHUIO TPAHCIIOPTAa MOHOB XJIOpa W HATPHS 4Yepe3 KIICTOYHbBIC
MeMOpaHbl SMUTEIHOIMTOB, YTO COMPOBOXKJIAETCS IMOBBIINICHHEM BS3KOCTH CEKPETOB 3K30KPUHHBIX
XKené3 W HapylmIeHHEeM WX 9JBakyaluu. BclelcTBHE 3TOTO MaTOJIOTMYEeCKHUH IpOIecc 3aTparuBaeT
pa3NMYHbIE OpraHbl W CHUCTEMBl OpraHW3Ma, BKIIOYAs JIBIXaTEIbHYIO, IHIIECBAPHTEILHYIO,
PEIIPOIyKTUBHYIO CHUCTEMBI, a TaKKe JK30KPHUHHBIC >eJe3bl. VIMEHHO NOATOMY MYyKOBHCLHIIO3
paccMaTpuBaeTcsl Kak MyJbTHCUCTEMHOE 3a00JIeBaHHe, XapaKTepU3YIOIIeecs: CIOXKHBIM MaTOreHe30M
¥ MHOT000pa3ueM KIMHUYECKUX NposiBieHui [26,28].

Ocoboe MecTo B CTPYKType OCIIOKHEHWH MYKOBHUCIHMI03a 3aHMMAIOT TOPAKEHHUsSI BEPXHHX
JBIXaTeNbHBIX  TyTed. CorinacHo COBPEMEHHBIM MPEACTABICHUSIM, XPOHUYECKOE BOCIAJICHHE
CJIM3UCTON OOOJIOYKH TOJIOCTH HOCA M OKOJIOHOCOBBIX Ma3yX SBIISETCS MPAKTUYECKH MOCTOSHHBIM
KOMITIOHECHTOM KJIMHUYECKOW KapTHHBI 3a0oyieBaHWs. HapylnieHue MyKOIMJIMapHOTO KIIMPEHCa,
U3MEHEeHNe (PU3NKO-XMMHYECKUX CBOMCTB CEKpeTa, XpOHHUYecKas OakTepHanbHas KOJOHH3ALUS H
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MEPCUCTUPYIOIEE BOCHAJICHHE CO3/IAI0T YCIOBHS AJsl JOPMUPOBAHHS XPOHUYECKOTO PHHOCUHYCUTA U
HazaJdbHOTO monumo3a. CleayeT OTMETUTh, YTO OKOJOHOCOBBIE Ma3yXH MOTYT CIYXKHTH PE3epByapoM
MATOTEHHON MHUKPOQIIOPHI, CITOCOOCTBYS MIOBTOPHOMY MH(HIIMPOBAHNIO HUKHHX JIBIXaTEbHBIX MyTei
U TPOrPECCUPOBAHMI0 OPOHXONErOYHOrO Tmpouecca. B CBSI3M € 3TUM COCTOSHUE BEPXHHX
JbIXaTEIbHBIX IYTEH PACCMATPUBACTCS HE TOJBKO KakK JIOKalbHAas OTOPUHOJAPUHIOJIOTHYECKas
mpoOjemMa, HO M KaK BaKHBIN (haKTop, ONpeAeIomnii TeUeHINEe OCHOBHOTO 3a00JIeBaHUS M IIPOTHO3
nanuenTa [12].

Menuko-connanbHasg — 3HAYUMOCTh  XPOHHYECKOTO  PUHOCHHYCHTA TPU  MYKOBUCIHUI03E
00yCIoBIIeHa HE TOJIBKO BBICOKOW PacHpOCTPaHEHHOCTHIO JAHHOM MATOJIOTHH, HO U €€ HEeraTHBHBIM
BIIHMSIHEEM Ha (hH3WUYECKOe pa3BUTHE, KAYeCTBO JKU3HM U CONMAIBHYIO afanTtanuio netei. [locrosHaas
3aJI0)KEHHOCTh HOCA, HapyLUICHHE HOCOBOTO [IbIXaHUS, CHIDKEHHE OOOHSIHHS, XPOHHYECKHE
BOCTIAJIUTENIFHBIE TPOLIECCHl W HEOOXOAMMOCTH JITUTENBHOTO JIEYCHUS CYMECTBEHHO YXY/IIAI0T
MOBCEIHEBHYK AaKTHBHOCTh MAlUMEHTOB. KpoMe TOro, XpOHHMYECKH PUHOCHUHYCUT aCCOLMHPOBAH C
YBEJIIMYCHUEM YaCTOThI TOCIUTAIM3AIIMMA, MMOBBIIICHHEM 3aTpaT Ha MEAMIMHCKOE OOCIYy)KHBaHUE U
PHCKOM Pa3BUTHUS OCJIOKHEHUIN CO CTOPOHBI JbIXaTEIbHOW CUCTEMBI. B 3TOM CBSI3U paHHEE BBISBIICHHE
MATOJIOTUYECKUX H3MEHEHU U CBOEBPEMEHHOE IPUMEHEHHE COBPEMEHHBIX IUArHOCTUYECKUX
MOJXOJIOB HMMEIOT BaKHOE 3HAYCHHE I TOBBIIEHUS 3()(QEKTUBHOCTH BEICHMS MAIUCHTOB C
MYKOBHCIIHIO30M.

HecMmotps Ha 3HaAUNTENHHBIH 00HEM HAKOTUIGHHBIX HAYYHBIX JAHHBIX, MHOTHE aCIIEKTHI TATOTeHEe3a
XPOHUYECKOTO PHUHOCHHYCHTA MPH MYKOBHCIHWIO3€ MPOJOIDKAIOT aKTHBHO wH3y4arbes. OcoObrit
HUHTEPEC TMPEJACTABISIOT BOMPOCHl  B3aMMOJCHCTBUS TI'e€HETHYSCKUX (DaKTOPOB, HApYIICHHIMA
BPOXKAEHHOTO WMMYHHUTETa, OCOOCHHOCTEH MHKPOOMOTHI BEpPXHUX [BIXaTENBHBIX IyTeH W
MEXaHU3MOB XPOHHYECKOT0 BocmajgeHusl. OQHOBPEMEHHO COBEPILICHCTBYIOTCS METOIbl NTUATHOCTHKHU
3a00JIeBaHUs, BKJIOYAsi OSHIOCKOIMYECKHE, JIyuYeBbIC, MHUKPOOHMOJIOTHUYECKHE U MOJIEKYJISIPHO-
TEHETHYECKHE TEXHOJOTHWH, YTO CIIOCOOCTBYET OoJjiee TOUHOW OILIEHKE XapakKTepa MaToJOTHYecKOro
Mporiecca U BEIOOPY ONTHMAThHON TAKTHKY BEJCHUS MMAllHEHTOB.

Lenbo Hacrosimero o030pa sBJAsIETC aHAIW3 COBPEMEHHBIX HAYYHBIX JaHHBIX O
MAaTOT€HETUYECKUX MEXaHU3MaX Pa3BUTHUSL XPOHUYECKOIO PUHOCHUHYCUTA Y I€TEH C MyKOBHUCLIHIO30M,
a Taxoke 0000IIeHe COBPEMEHHBIX ITOIX0/I0B K €T0 JHarHOCTHKE.

MyKOBHCIIMI03 OTHOCHUTCS K YHCIy HauOojee W3YUYeHHBIX HAaCIleJICTBEHHBIX 3a0o0JeBaHni
YeIoBeKa M TPEJCTABIACT COOO0N THKENYI0 MYJIBTHCHUCTEMHYIO ITaTOJIOTHIO, XapaKTEPU3YIOIIYIOCS
MOPAXKEHUEM HK30KPHUHHBIX XeN€3 M Pa3BUTHEM MPOTrPECCUPYIOIIUX M3MEHEHUH B pa3IWYHBIX
opraHax W TKaHfX. brarogapsi JOCTHM)XEHHSM MOJIEKYJISAPHOW T'€HETHKH, KIETOYHOW OHOJOTHH H
KIIMHUYECKON MEAMIIMHBI B TOCIETHHE ACCSITUIIETHS CYUIECTBEHHO PAaCIIUPUIINCh MPECTABIECHUS O
MEXaHM3MaxX BO3HWKHOBEHHS W Pa3BHUTHS JAHHOTO 3aboneBaHus. B HacTosmee BpeMst MyKOBHUCIIUIO3
paccMaTpUBaETCsl HE TOJIBKO KaK I'€HETUYECKU ETEPMUHUPOBAHHOE HApYLIEHUE TPAHCIOPTAa HOHOB
yepe3 KJIETOYHbIE MEMOpaHbl, HO M KakK CJIOXKHBIA I1aTOJOTHYECKHH TPOILECcC, 3aTparuBaroIIui
MHOTOYHCIIEHHbIE (PU3UOJOTHIECKHE CHCTEMBI Opranusma [5].

Ucropust n3ydeHus: MyKOBHCLIMI03a HACUUTHIBAET HECKOJBKO CcTOJEeTHH. IlepBhie ynmoMuHaHUA O
3a00JIeBaHUU BCTPEUAIOTCS €Ilé B €BpoNeckux MeaunuHckux uctodnukax XVII-XVIII Bekos, rue
OTNHUCHIBAIIACH JIETH C BHIPAKECHHBIM UCTOMIEHUEM, XPOHUIECKUMH 3a00I€BAHUSIMH JIETKUX U BHICOKOM
CMEPTHOCTBIO B paHHeM Bo3pacte. OJHAKO JUIMTENBHOE BpeMs JaHHbIE HAONIOJCHUS He
paccMaTpUBAIUCh KaK TIPOSIBICHUS CAaMOCTOSITEIBHOW HO30J0rH4Yeckoil opmbl. CylecTBeHHBIN
BKJIaJ, B H3ydeHHe 3a0oyieBaHus Obul BHecEH B mepBod monoBuHe XX Beka. B 1938 rony
aMepuKaHCKui marosor JJopotn AHJepceH BIepBbIC MOAPOOHO OmMuUcalia KIMHUKO-MOP(OIornuecKre
0COOCHHOCTH 3a00JIeBaHUS U MPEIOKUIA TEPMHUH «KHUCTO3HBIN (PHOPO3 ITOHKEITYI09HOM Kene3b». B
MOCTIEAYIONINE TOAbI OBUIM YCTAaHOBJICHBI OCHOBHBIE KJIMHMYECKHE MPHU3HAKU 3a00JeBaHUS, a TaKxKe
BEISBJIICHA CBSI3b MEXKIy HapylIeHHEeM (YHKIHMH DK30KPUHHBIX KeNE3 U Pa3BUTHUEM XapaKTEPHBIX
MaTOJIOTHYECKUX u3MeHeHui [1]. 3HauMTeNnbHBIM 3TAlmoM B Pa3BUTHHM MPEJACTABICHUN O
MYKOBHUCITH03€ cTasio OoTKphITHE B 1989 roay rera CFTR, pacronoxeHHOTo Ha JJIMHHOM IUiede 7-i
XpOoMOCOMBI. JlaHHO€ OTKpBHITHE TO3BOJHMIIO PACKPHITh MOJEKYISIPHO-TEHETUYECKHE MEXaHU3MBI
3a00JIeBaHUS M CTAJI0 OCHOBOW ISl pa3pabOTKU COBPEMEHHBIX METOJIOB JUArHOCTUKH W TapreTHON
teparnuu [31].
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CornacHo COBpEMEHHBIM MPEICTABICHUSM, MYKOBHUCIHMIO3 SBISETCS ayTOCOMHO-PELECCHBHBIM
HACJICJICTBEHHBIM 3a0O0JIeBaHWEM, BO3HHMKAIOIIMM BCIEACTBHE MyTanmuid B TeHe cystic fibrosis
transmembrane conductance regulator (CFTR). Jlns pa3Butus 3a0oneBaHUs HEOOXOAMMO
HaclieoBaHue Ae(EeKTHOro reHa oT 00oux poautencid. Ha cerogHamHuii JeHb WACHTUPHUIUPOBAHO
Oonee aByx ThIcsSY BapuaHToB Myrammii reHa CFTR, omHako nwme 4acte W3 HUX oOOiajgaer
JIOKA3aHHOW MAaTOreHETUIECKON 3HaYMMOCThI0 [27]. Hanbosee pacpocTpaHEHHON ABIACTCS MyTaIlHsI
F508del, xotopast BcTpeuaeTcs y OONBIIMHCTBA MAIMEHTOB EBPOIEHCKOTrO NpOUCXOXKACHUSA. B
3aBUCHUMOCTH OT XapaKTepa MOJEKYJSPHBIX HapyUIEHUH BBIACISIOT HECKOJNBKO KJIAcCOB MYyTalui,
PasIn4aroIMXCs 10 MEXAHU3MY BO3AECHCTBHS HA CUHTE3, TPAHCIOPTUPOBKY, QYHKIMOHUPOBAHHUE WIN
crabmipHOCTE Oemka CFTR. MiMenHo pazHooOpasne reHeTHIeCKUX Ae(EKTOB BO MHOTOM OITpeaeyseT
KIMHAYECKUH monuMopdusM 3a00NeBaHMs, BBIPAKEHHOCTh MOPAXXEHHS OPraHOB W OCOOCHHOCTH
TE4EHHs [IaTOJIOTUYECKOro mporecca.

benox CFTR mnpexacraBnser coboii TpaHCMEMOpaHHBIA PETYIATOP TPOBOAMMOCTH HWOHOB,
oTHocsmics K cemeiicTBy AT®-3aBHCHMBIX TpaHCHOPTHBIX OenkoB. OH  JIOKaNIU3yeTcs
MPEUMYIICCTBECHHO Ha anuKaJbHOMN TMOBCPXHOCTU OIUTCIUATIBHBIX KIJICTOK AbIXaTCIbHBIX HYTCﬁ,
MO/DKEITYIOUHOHN JKeNe3bl, KUIIEYHNUKA, TIEYeHH, MOTOBBIX XKeN€3 U psina Apyrux opraHos. OCHOBHOI
¢byHkuuer Oenka sSBIsETCST oOeclieueHNe TPAHCIIOPTa HOHOB XJIopa 4epe3 KIETOYHYI0 MeMOpaHy, a
TAKXXC Y4JaCTUC B PCTYIALINU IBUIKCHUSA MOHOB HATpUA U BOIbI. Eﬂaro;[apﬂ OTOMY NOAACPIKHUBACTCA
HEOOXOIUMBIM ypOBEHb THMIpATalM{ CIM3HCTHIX CEKPETOB M HOpMallbHasi paboTa MYKOLMJIHAPHOIO
ammapata. [Ipm MyKoBHCIHIO3€ BCIENCTBHE HapylIeHHWs CTPYKTypbl wian ¢yHkmmu Oenmka CFTR
MPOMCXOJNT CHIDKECHHE CEKPEIUH XJIOPUAOB M YCHIICHHAas peadcopOlMs HATpHsl, YTO MPUBOJUT K
00€3BOKMBAHMIO IOBEPXHOCTHOTO CJIOS CIM3U. B pesynbpraTte ceKpeTbl CTaHOBSTCA BA3KHUMU U
TPYAHOYAAISIEMBIMH, CO3/4aBasi YCJIOBHA [/ OOCTPYKLUMHM HPOTOKOB 3K30KPUHHBIX JKENE3,
XPOHHYECKOTO BOCTIATICHHS i OaKTepUaIbHOW KOJOHM3AIMU TKaHe [23].

MyKoBHCIIMA03 SIBISIETCS OAHMM M3 HamOoiee pacHpocTpaHEHHBIX MOHOTCHHBIX 3a00JeBaHMN
Cpeou  HAceJeHUs  €BPONEHCKOro  mpoucxoxkzaeHus.  1lo  maHHBIM — MEXIyHapOAHBIX
SMUJIEMHUOJIOTUIECKUX HCCIIEJIOBAaHUH, YacToTa 3a00JeBaHWS BapbUPYeT B 3aBHCUMOCTH OT
reorpauyeckoro  peruoHa W OITHUYECKOTO  COCTaBa  HaceleHus. Haumbonee  BbIcOKas
pacrpocTpaH€HHOCTh OTMedaercsi B crpaHax EBpombl, CeBepHOH AMepuku W ABCTpanuu, riae
3a0oyieBaHEe BCTpedaeTcsl MPHOJIM3UTENFHO y OXHOTO HOBOpoxaéHHoro Ha 2500-3500
KUBOpOXKIeHUH. B crpanax Asuu n AQpHUKE MyKOBHCIUIO03 TUATHOCTHPYETCS 3HAYMTENBHO PEXKeE,
YTO CBS3aHO KaK ¢ OCOOCHHOCTSIMM I€HETUYECKOW CTPYKTYpbI MOIMYJSLMHA, TaK U C HEJOCTATOUHOU
BBISBIISIEMOCTBIO 3a00sieBanus. B mocnennue roapl 61arogapsi BHEAPEHUIO IPOrpaMM HEOHATAJILHOTO
CKpUHHUHT'a Ha6HIOJIaeTC$I YBCJIIMYCHUEC UM CJIa ATNAarHOCTUPOBAHHBIX CJIYYdCB Ha PAHHHUX STallax >XU3HHU.
CneayeT OTMETUTH, 4YTO COBPEMCHHBLIC JOCTWXCHUA MCAUIMHBI CYHICCTBEHHO ITOBBICUIIN
NPOIOJDKUTENIFHOCTh JKM3HU MAILMEHTOB, BCIEACTBHE YEero MYKOBHMCLHI03 IMOCTEIEHHO IepecTall
paccMaTpUBaTHCS UCKIIOYUTENBHO Kak 3a00JeBaHue IETCKOro Bo3pacTa. TeM He MeHee MMEHHO AETH
COCTAaBJIAIOT 3HAUUTCIBHYIO 4YaCThb IMAlJUCHTOB, HYXIAIOOIUXCAd B MOCTOAHHOM MCEAUIHMHCKOM
HaOJIIOICHHH M KOMIUTEKCHOM Teparuu [19,24].

KnuHnveckne mNposBICHUS MYKOBHCLUIO03a OTJIMYAIOTCS 3HAYMTENBbHBIM pa3HooOpasueM |
OTIPEJICIISIIOTCS] CTENICHBIO TOPaXKEHUs] PAa3UYHBIX OpraHoB M cucteM. Hawmbomee xapakTepHBIMHU
SABJIAOTCA N3MCHCHUA CO CTOPOHBI HBIX&TCHBHOﬁ CUCTEMbI, KOTOPBIC HEPEAKO CTAHOBATCA Beﬂyn{eﬁ
NPUYMHON 3a00JIEBAEMOCTH M CMEPTHOCTH NauueHToB. HapylieHne MyKOLWJIMApHOTO KIHMpEHCa
CHOCO6CTByeT Pa3BUTUIO XPOHUUYCCKUX I/IH(beKI_H/IOHHO'BOCHaJ'II/ITeHLHBIX IMpoUeCCOB B BEPXHUX H
HIDKHUX JIBIXaTeNIbHBIX ITyTSX, BKIFOYAs XPOHUUSCKUN PUHOCHHYCHUT, OPOHXHUT M OPOHX09KTa3bI [6].

OnHOBpEeMEHHO HAOMIOJAIOTCS MTOPAXKEHUSI OPraHOB MHIIEBAPEHHUs, 00YCIOBICHHBIE SK30KPUHHON
HEIOCTATOYHOCTBIO  MOJDKENYJIOYHON JKele3bl, HapylIeHHEM IPOLECCOB IepeBapuBaHUs U
BCaChbIBaAHUsI ITMTATCJIBbHBIX BECIIICCTB. Y MHOrHMX MaOuCHTOB BBIABIIAIOTCA 3aJCpiKKa q)HSH‘{eCKOFO
pasBUTHs, JeQUUUT Macchl Teja, TMIOBUTAMHMHO3BI M pa3IMYHbIE METa0ONMYEeCKHE HapyILEHHS.
Kpome Toro, maronoruueckuii MpOLIECC MOXKET 3aTparuBaTh I1€4YEHb, >KEIUYEBBIBOAALINE ITyTH,
PETPOJYKTUBHYIO CUCTEMY U JIpyrue opraHbl. BaxHOW 0cOOEHHOCTBIO MYKOBHCITUI032 SIBJISIETCS] €r0
XPOHUYECKOE MPOTrpeccupyrollee TeUeHUe, TpeOYIoIIee TTOXKU3HEHHOTO HAOOACHUS M KOMIUIEKCHOTO
MEKIUCIUTLTHHAPHOTO MOX0/1a K JieueHuto [9].
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XPOHHUYECKUH PUHOCHHYCHT SIBISETCS OJHUM M3 Hanbojiee pacipOCTPaHEHHBIX W KIMHUYCCKU
3HAYMMBIX MPOSIBICHUH MYKOBHCITHIO3a CO CTOPOHBI BEPXHUX JbIXaTeNbHBIX myTed. HecMoTpst Ha TO
YTO OCHOBHOC BHHMAaHHWE TMPH BEJCHHM MAI[MCHTOB TPAJAMIMOHHO VIACISACTCS TMOPaXKCHUIO
OpOHXOJNErOYHOM CHUCTEMBI, B MOCIEIHHUE TOABI BCE OOJbllee 3HAYCHUE MPUAAETCSA MATOIOTUYECKUM
WU3MEHEHUSIM TOJIOCTH HOCA U OKOJIOHOCOBBIX Ta3yX. ITO OOYCIIOBICHO BBICOKOW YacTOTOM pa3BHUTHS
XPOHUYECKOTO BOCIAJICHUS B JJAHHOW aHATOMUYECKOW 001aCTH, €ro BIMSHHEM Ha TEYEHUE OCHOBHOTO
3a00JIeBaHUs U CIIOCOOHOCTBIO CYHIECTBEHHO YXY/IIAaTh KAU4eCTBO JKU3HU ManueHToB. CoBpeMeHHbIE
WCCIIEIOBAHUSI CBUICTEIBCTBYIOT O TOM, YTO MOpPaKEHHE OKOJIOHOCOBBIX Ma3yX MpPU MYKOBHCLHI03€
CIIeJlyeT paccMaTpHBaTh HE KaK JIOKAJTbHOE OCIOKHEHHE, a KaK Ba)XKHBIH KOMIIOHEHT CIUHOTO
[aTOJOTUIECKOro MPOIIECcca, 3aTPAaruBatoIIero BCIO IbIXaTebHY0 crucTeMy [3].

CorjacHO  COBPEMCHHBIM  KIHHMYECKMM  PEKOMCHIAIMSAM, XPOHHUYECKHUH  PUHOCHHYCHT
ompeNeNisieTcss Kak BOCHAIUTENbHOE 3a00JEBaHUE CIIM3UCTOM OOOJIOUKH TMOJIOCTH HOca U
OKOJIOHOCOBBIX T1a3yX, COXpPAaHSIOIIeeCs HE MEHee JBCHAANATH HENeNb M COMPOBOXKIAIOIICeCs
XapaKTePHBIMM KIMHUYECKMMH W HWHCTPYMECHTAIBHBIMH TpH3HaKamu. I MOCTAHOBKH JAMArHO3a
HEOOXOJMMO HAJIMYME HE MEHEEe BYX CHMIITOMOB, OJHMM M3 KOTOPBIX JOJDKHO OBITh HapylICHHUE
HOCOBOT'O JIBIXaHUS MM BBIICICHHS U3 HOCA, a TAaKXkKe MOJTBEPIKICHUE BOCTAJIMTEILHBIX U3MECHEHUH
P SHAOCKOIIMYECKOM WJIM JIy4eBOM HCCIIEJOBaHMHM. B Hacrosiee BpeMs XpOHUYECKUH
PUHOCHHYCHUT KJIaCCH(UIMPYIOT IO HECKOJIBKUM Mpu3HakaMm. Hanbomnee pacrpocTpaHEHHBIM SIBISIETCS
pasjerneHue 3a00JeBaHUs HA XPOHUUCCKUI PUHOCHHYCUT 0€3 Ha3aJbHOTO MOJIUI03a U XPOHUICCKUH
PUHOCHHYCHUT C Ha3aJIbHBIM MOJUIMO30M. KpoMe TOro, BBIIENSIOT ajuIeprHYecKie H HealIepruiecKue
GopMbl 3abosieBaHUs, a TAK)KE Pa3IMYHbIC BAPUAHTHI TCYCHHUS B 3aBHCUMOCTH OT BBIPaKCHHOCTH
BOCIIAIUTENILHOTO TMpOIecca W CTENCHM BOBJICYCHUS OKOJIOHOCOBBIX Ta3yX. Y MAaIMEHTOB C
MYKOBHUCIIUJIO30M ~ XPOHUYCCKUH PHHOCHHYCUT UMEET psI CICHUPHUUECKHX OCOOCHHOCTEH,
00YCIIOBJICHHBIX T'€HETHUYECKH JCTCPMUHHPOBAHHBIM HApyLIICHHEM MYKOLWIHAPHOTO TPaHCIOPTa M
M3MEHEHHEM CBOMCTB CIM3MCTOrO cekpeta [15].

YacToTa BCTpEYaeMOCTH XPOHUYECKOTO PUHOCHHYCUTA Y JIETEH ¢ MYKOBUCIHO30M 3HAYHUTEIHLHO
NPEBBIIIAET MOKa3aTeau B 00mel nomyssinuu. [1o JaHHBIM pa3InvHBIX UCCIIEAOBAHUHN, KITMHUYECKHE
CHMIITOMBI 3a00JICBaHUsI BBISBIISIIOTCS Y OOJIBIIMHCTBA TMAIMEHTOB, TOTAa KaK MPH dHIOCKOMHYECKOM
WIA KOMIBIOTEPHO-TOMOTpaUIeCKOM 00CTICIOBAHUM TMPHU3HAKK TIOPAXKEHUST OKOJOHOCOBBIX Ma3yx
00HAPYKUBAKOTCS MPAKTUYCCKU y BCEX JETEH ¢ MyKOBHCIHI030M. HeKOTOpBIE aBTOPBI YKa3bIBAOT,
YTO M3MEHEHUS CIU3UCTON 000JIOUKH Ma3yx onpeaesstorcs oomnee yeM y 90-100 % manueHToB, Jaxe
NpY  OTCYTCTBHU  BBIPQKCHHBIX KIMHUYECKUX kano0. [lomoOHOE HECOOTBETCTBHE MEXITY
00BEKTUBHBIMU HAXOJKaMH W CYOBEKTHBHBIMH CHMITOMAaMH OOBICHACTCS OCOOCHHOCTSIMH TEUCHUS
3a00seBaHus, TIOCTEIIEHHOM ajanTanueil MalMeHTOB K XPOHHYECKOMY HapyIICHHIO HOCOBOTO
IBIXaHWS W CHIDKEHHOM YyBCTBUTEIBHOCTBIO K JUTUTEIBHO CYIIECTBYIOIIMM CHMIITOMAM.
CrenoBarelibHO, OTCYTCTBHE Kallo0 HE MCKITIOYACT HAIWYUS BBIPAKEHHBIX MOP(PODYHKIIMOHATBHBIX
HU3MEHCHHUH B MOJIOCTH HOCA U OKOJIOHOCOBBIX Masyxax [25,29].

KnuHnveckoe TeueHHE XPOHMYECKOTO PHHOCHHYCUTA TIPH MYKOBUCIIHMJ03€ XapaKTepU3yeTcs
pAIOM OCOOEHHOCTEH, OTJMYAIOIIUX €ro OT AHAJOTMYHOM MAaTOJIOTMH y MAIlMEHTOB 0e3 JaHHOTO
HACIIeICTBEHHOro 3a0oneBanus. Haubonee pacmpocTpaHEHHBIME CHUMITOMAMH SIBISIIOTCS CTOMKAs
3aJI0KEHHOCTh HOCA, 3aTPYJHEHUE HOCOBOT'O JIbIXaHUS, XPOHUYECKUE CIU3UCThIC WM CIH3HCTO-
THOWHBIE BBIICICHUS, CHW)KEHUE WM MOTeps OOOHSHUS, ONIYIICHHE JABICHUs B OONACTH JHIA U
rOJIOBHBIC 00M. Y 3HAYUTEIBHON YacTH jJeTeit (OPMHUPYIOTCS MOJHIO3HBIC W3MEHEHUS CIM3HCTON
000JI0YKH HOCA, KOTOPbIE MOTYT MPUBOANUTH K BBIPAKECHHOW OOCTPYKIIMM HOCOBBIX XO0B. IIpH 3TOM
BOCHAJHMTENIBHBIA MPOIECC OTIMYACTCS UINTEIBHBIM PEHUAUBUPYIOIIAM TEUCHHEM U HEPEIKO
cOXpaHsieTcsi Jaxke Ha (poHe MPOBOIUMOM Tepanmuu. OCOOCHHOCTBIO 3a00JICBaHUS SIBISCTCS PaHHEE
BOBJICYCHUE B IATOJIOTMYECKUI IPOIECC HECKOJIBKUX OKOJIOHOCOBBIX I1a3yX OJHOBPEMEHHO, 4YTO
00YCIIOBJICHO TEHEPaIM30BAHHBIM HapylieHHeM (YHKIHMH SIUTENUS JbIXaTeldbHbIX myTed. Kpome
TOTO, y MAI[MEHTOB C MYKOBHCITHI030M YaCTO BBISIBIISICTCS XPOHUYECKAs OaKTepUaIbHAS KOJOHHU3AIINS
CIIM3UCTON OOOJIOYKH, TOANEPKHUBAIONIAs IEPCUCTHPYIOIIEE BOCMAJICHWE M CHOCOOCTBYIOIIAS
[POrPECCUPOBAHMIO CTPYKTYPHBIX H3MEHEHUiT TKaueit [5,8].

Oco0oro BHHMaHHS 3aCIy>KUBacT B3aUMOCBSI3b MEXJY IaTOJOTHEeH OKOJIOHOCOBBIX Ia3yX H
MOpPKCHUEM HIDKHHX JIBIXATENIbHBIX MyTeil Mpy MYKOBUCIH03€. B HacTosIIee BpeMs abIXaTenbHas
cUCTEMa paccMaTpUBAETCs KaK €JUHOE aHATOMO-(QYHKIMOHAIBLHOE IIPOCTPAHCTBO, B TIpejeiax
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KOTOpOTO MaTOJIOTMYECKHE MPOLECChl BEPXHUX M HUXKHHUX OTJIENOB TECHO B3aWMOCBs3aHbl. COIIacHO
KOHLEIINH «EIUHOIO [IbIXaTEJBHOIO IyTW», BOCIAJIUTEIbHBIE HM3MEHEHHMS B IIOJOCTH HOCa M
OKOJIOHOCOBBIX I1a3yXaX CIIOCOOHBI OKa3blBaTh HEMOCPEACTBEHHOE BJIMSHHUE HA COCTOSIHUE
Oponxonérounoit cucrembl. OKOJOHOCOBBIE Ta3yXW MOTYT CIYXHTb pE3epByapoM MaTOTCHHBIX
MUKpPOOpPraHu3MoOB, BKitodasi Pseudomonas aeruginosa, Staphylococcus aureus u apyrue yCIOBHO-
[AaTOT€HHblE OaKTEpPHUU, KOTOpPBIE BIIOCIEACTBUM KOJOHU3UPYIOT HIKHHE [bIXAaTENbHBIE IIyTH.
Hamnume xponumdeckoil wuHGEKIMH B MazyxaXx acCOUMHPYETCS C TOBBIIICHHEM YacTOTHI
OpOHXONErOYHBIX O0OCTpPEeHWH, yXyAlleHHEM (YHKIUM BHEIIHETO JAbIXaHHS M YCKOPEHHBIM
IPOrpeccUpOBaHueM JIErO4HOW martojorud. Kpome TOro, XpoHH4ecKoe BOCHAJICHHE CIIOCOOCTBYET
NOJACPKAaHUI0 CHUCTEMHOT0 MMMYHHOTO OTBETa M YCUJICHHUIO NOBPEXKICHHS TKaHEH AbIXaTeIbHOMN
cucTeMsl. B CcBs3M ¢ 3TMM CBOEBpeMEHHasl AMATHOCTHUKA U KOHTPOJb XPOHHMUECKOTO PHHOCHUHYCHUTA
paccMaTpUBalOTCS KaK Ba)KHAs  COCTABJLIOIIAS  KOMIUIEKCHOIO — BEIEHHMsI  IAIMEHTOB  C
MYKOBHUCIIHI030M [7].

Pa3zBuTHE XpPOHMYECKOTO PHUHOCHHYCHUTa MPH MYKOBHCLWAO3€ TPEICTABISIET COOOM CIIOXKHBIN
MHOTOATAIHBIN MAaTONOTHYECKHHA Mpoliecc, B OCHOBE KOTOPOTO JIEKAT T€HETUYEeCKH 00YyCIOBICHHBIE
HapymeHus: (YHKUMOHUPOBAHUS SIUTEIMS [bIXaTENbHBIX MyTed. B oTnuume OT XpoHMYECKOro
PUHOCHHYCHUTa WHOW 3THOJIOTHH, MPH MYKOBUCIHMJIO3€ BOCIAJIHUTENbHBIE M3MEHEHUS (POpMUpPYIOTCS
BCJICJICTBHE MEPBHYHOTO MOJIEKYJISIPHOTO Ae(deKTa, 3aTparuBaroiero MEXaHu3Mbl TPaHCIIOPTa HOHOB
yepe3 kierouHsle MeMmOpanbl. Ilocnenyromme HapymieHuss THApaTaldd — CIU3UCTOIO  CIIOS,
MYKOLIMJIMAPHOTO TPAHCIIOPTa, MECTHOIO MMMYHUTETa U MUKPOOHOTO TOMEOCTa3a CO3IAal0T yCIOBUS
JUIE XPOHUYECKOTO BOCIIAICHHS CIM3MCTOW OOOJOYKH MOJOCTH HOCA M OKOJOHOCOBBIX Ma3yX. B
HACTOSIILICE BpEeMs MATOTEHE3 IOPAXKECHUS BEPXHUX MAbIXATENbHBIX IyTeH NpHU MYKOBHCLHA03€
paccMaTpuBaeTCsl Kak pe3yjibTaT CIIOKHOIO B3aUMOJECHCTBUSL TE€HETHYECKHX, KIETOYHBIX U
MOJIEKYJISIDHBIX ~MEXaHHU3MOB, MPHBOMSAIIMX K CTOHKUM CTPYKTYpHBIM M (YHKIHOHAIBHBIM
M3MEHEHUSIM PEeCIIUPATOPHOTO AUTEIHSL.

KiroueByro posib B pa3BUTHM HATOJOTMM BEPXHUX ABIXAaTENbHBIX IyTEH WIPalOT MyTalUH T'eHa
cystic fibrosis transmembrane conductance regulator (CFTR), ToKaM30BaHHOTO HA JTHHHOM IIJI€UYe
cenbMoil XxpoMocombl. [lanneiii TeH koaupyer 6enok CFTR, kxotopsiii ¢pyHkunonupyer kak mtAM®-
3aBUCUMBII KaHal IJIs1 TPAHCIOPTAa HOHOB XJIOpa 4Yepe3 alMKaJbHYyl0 MeMOpaHy SHHUTENIHaTbHBIX
KJIETOK. MyTanuu TreHa OpUBOIAT K HApyLUICHUIO CHHTE3d, BHYTPUKJIETOYHOIO TPAaHCIIOPTA,
MeMOpaHHOW JIOKaU3aluyd Wi (QYHKIIMOHALHONH aKTUBHOCTH Oenika. B pe3ysbraTe cylecTBEHHO
M3MEHSIOTCS TIPOLIECCHl TPAHCIMUTENUAIBHOIO TPAHCHIOPTa 3JIEKTPOINTOB M BoJbl. Ocoboe 3HaUCHHE
MMEIOT MYTallMH, CONPOBOXKIAIOIIMECS ITOJHBIM WMJIM ITOYTH MOJHBIM OTCYTCTBHEM (PYHKIIMOHAJIBHO
AKTUBHOTO O€JIKa Ha TIOBEPXHOCTHU KIIETKH. FIMEHHO Takue reHeTHYecKue Ne(EeKThl ACCOIMUPYIOTCS C
HanOosee TOKENBIME (QOpMaMH TOpPaKEHUS JIBIXaTeIbHOM CHCTEMBbI, BKIIOYas XPOHUYECKUH
PUHOCHMHYCUT ¥ HasadpHbI nonmmo3. Creayer OTMETUTb, YTO CTENEHb BHIPA)KEHHOCTH
NATOJIOTMYECKUX M3MEHEHUH BEPXHHMX AbIXaTeNbHBIX ITyTEll MOXET BapbHpPOBaTh B 3aBUCHUMOCTH OT
THIA MyTalll{, TeHETUYECKUX MOIH(DUKATOPOB M BIMsHUS (PaKTOPOB OKpyIKaromiei cperpl [32].

Hapymenune ¢ynkuuit Oenka CFTR conpoBokpgaercss TiyOOKMMH W3MEHEHUSIMH HOHHOTO
TpaHCHOpPTAa B DSIUTEIMM JAbIXaTeJbHbIX INyTeH. B HOpManbHBIX YyCIOBUSIX JaHHBIA Oesok
o0ecrnevnBaeT CEKPEINIo HOHOB XJIOPa B MIPOCBET ABIXATEIbHBIX MyTeH U OAHOBPEMEHHO PETYIUPYET
aKTHBHOCTh DIHTEIHAIBHBIX HATPHUEBBIX KaHAIOB. biaromapsi CKOOpAMHMPOBAHHOM paboTe 3THX
MEXaHU3MOB TOAJCP)KUBACTCA ONTHUMAJIbHBIH BOJHO-3JEKTPOJIUTHBIA OanaHC Ha IOBEPXHOCTH
cm3ucToi 00omouku. OJHAKO MPU MYKOBHCIUA03€ CHH)KEHHE TPAHCIIOPTA XJIOPUIOB COUETAETCS C
YCHUJICHHOW peabcopOIell HaTpHsl, YTO MPUBOJUT K MEPEMENICHUIO BOJIBI U3 TIOBEPXHOCTHOTO CIIOS
CIM3M B DJIUTENHANbHBIE KIETKU. BcrencTtBue 3TOro MNpPOMCXOOUT AETHUApaTalMs CIU3HCTOrO
TIOKPBITHUS JIBIXaTENbHBIX IyTeH M YMEHbLIEHHE 00bEMa MEPULIIUTMAPHON KHUIKOCTH, HEOOX0IUMON
JUIET HOPMAJIbHOTO (DYHKIIMOHMPOBAHHS PECHUTYATOrO SnuTenus. [10100HbIE M3MEHEHHs CO3/al0T
NPEANOCHUIKH JIJIsl HAKOIIJIEHHUS BA3KOI'O CEKpeTa M HapyLIal0T €CTECTBEHHBIE MEXaHU3Mbl OUMIICHUS
cimsuctoi odonouku [20].

OpgarM W3 BaXHEWIIMX TOCJIEICTBUI HApYIICHHS BOJHO-3JIEKTPOJIMTHOTO OajaHca SBISIOTCS
WU3MEHEHUS] PEOJIOTHYECKMX CBOWCTB cim3W. B (pH3MONOrMYecKux YCIOBHSIX CIM3b IPECTaBISIET
CcO0OH CIIOKHYIO MHOTOKOMIIOHEHTHYIO CHCTEMY, OOECHEUHBAIOIIYI0 3aIIUTy OHHUTENHS OT
MEXaHMUYECKUX, XUMUUECKUX 1 MUKPOOHBIX Bo3aeHcTBUN. E€ onTuMainbpHast BI3KOCTh U 3J1aCTUYHOCTh
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CHocoOCTBYIOT 3(p(pEeKTHBHOMY YAAJICHUIO HHTATUPYEMBIX YaCTUL] U MUKPOOPTaHU3MOB TIOCPEACTBOM
MYKOLIWJIMAPHOTO TpaHcmopTa. [lpm MyKoOBHCIIMAO3€ BCIEACTBHE ACTHUApPATAIIMA ¥ ITOBBIIICHUS
KOHIICHTPAIH MYIIHHOB TIPOUCXOAUT 3HAYUTENHFHOE YBEIHMUEHHE BA3KOCTH M TUNIOTHOCTH CIIM3UCTOTO
cekpera. KpoMme Toro, B cocraBe CIM3M BO3pPAcTacT COJEp)KaHUE MPOIYKTOB KIETOYHOI'O pacmana,
BHekneTouHoH JHK HelTpodniaoB m BocHamuTenbHBIX OETKOB, YTO JOMOJHUTENIHBHO YXYAIIAeT e
(hM3UKO-XUMHUYECKHE CBOWCTBA. B pe3ynbpTare cekpeT CTAaHOBUTCS TYCTBIM, TPYIHO TepeMeIIaeMbIM
CKJIOHHBIM K JJIMTENLHON 3aJiepKKe B IOJIOCTH HOCa U OKOJIOHOCOBBIX Ma3yxax. HakoreHnue BA3KOH
CIIM3U CIOCOOCTBYET OOCTPYKIMHM ECTECTBEHHBIX COYCTHH Ta3yX, HAPYIICHUIO HX BEHTHWIALUH U
(hopMUPOBAHUIO OJIATONPHUATHBIX YCIIOBUH ISl pa3BUTHUSI XPOHUYIECKOTO BOCIIAIUTEIHFHOTO TIpoIiecca.

BaxxuedmM 3BEHOM MaTOTeHe3a XPOHHYECKOTO PHUHOCHHYCHTA IMPH MYKOBHCIHIO3€ SBISETCS
HapylleHne MYKOLMIHApHOTO KiupeHca. MyKolManapHas cUcTeMa MpPEACTaBIseT COOOW OIUH M3
OCHOBHBIX MEXaHU3MOB BPOXKIEHHOW 3allUTHI JbIXaTeNbHBIX MyTeH M 0oOecreYnBaeT HENpPepBIBHOE
yIaJeHre CIU31 BMECTE C COAEPKAIIMMHUCS B HE MUKPOOpraHU3MaMH, aJulepreHaMu M HTHOPOTHBIMU
yactunaMu. D(ekTHBHOCTh JaHHOTO MpoIecca 3aBUCHT OT COTJIACOBAaHHOM PaOOTHI PECHUTYATHIX
KJIETOK M ONTHMAaJIbHOTO COCTOSHHSI MOBEPXHOCTHOTO CIM3UCTOrO cios. [lpu MykoBucuumose
yMEHbIIIEHHEe O00bEéMa MEePUIMLTHAPHON JKHUIKOCTA TPHUBOAWT K OTPAaHUYCHUIO MOJIBMKHOCTH
PECHHYEK U CHIDKEHUIO A(PPEKTUBHOCTH UX KOJIeOATeIbHBIX ABWKEHUH. OJHOBPEMEHHO TOBBIIIICHHAS
BA3KOCTb CEKpeTa CO3/1aéT JOMOIHUTENbHOE MEXaHUYECKOE MPEMATCTBUE JUISl €0 TPaHCIOPTUPOBKHU.
BenmeactBue 3TOro CKOpOCTh MYKOLWJIMAPHOTO TPAHCIOPTA 3HAYWTENBHO CHMKAETCA, a B psfe
CIy4aeB TIPOWICXOJUT €ro MPaKTHYECKH I[OJIHOE TpeKpaimieHue. JlnurenpHas 3amepikKa CIH3H
CIOCOOCTBYET HAKOIUICHHIO MHUKPOOPTaHM3MOB M IMPOAYKTOB BOCHAJICHHS, (QOPMHUPYS YCIOBUS IS
XPOHHYECKOM MepCUCTEeHINH HH(EKITHOHHOTro mporiecca [13,18].

OnHrM W3 KITIOYEBBIX 3BEHBEB MATOTCHE3a XPOHMYECKOTO PHHOCHHYCHTA IMPH MYKOBHCIHI03E
SBJISICTCSl CTOWKAss MHUKpPOOHasi KOJIOHM3AIMSI CIM3UCTON OOOJIOYKM TMOJIOCTH HOCA M OKOJOHOCOBBIX
nasyx. HapymeHHe MYKOLOWJIMAPHOT'O KJIMPCHCA, IOBBIIICHHUEC BA3KOCTH CCKPECTAa MU YXYIAUICHUC
JIpeHaXHOW (DYHKIIUM Ta3yX CO3MAf0T OJarompusTHBIC YCIOBHUS IS JUIUTEIHHOTO CYIECTBOBAaHUS
MHKPOOPraHM3MOB B BC€PXHHX JbIXAaTCJIbHBIX IYTAX. B orimmune ot 310POBLIX JIMIL, Y MalUCHTOB C
MYKOBHUCIIMJIO30M MHKPOOHOIICHO3 XapaKTepPH3YeTCs CHIDKEHHEM pPa3HooOpasusi MHUKpO(IOpsl U
MpeoOsialaHieM  YCIIOBHO-TIATOT€HHBIX —OakTepwii, 0O0JaJalmuX BBICOKOW CIIOCOOHOCTBIO K
MIEPCUCTEHITUH.

Hawubosnee yacto M3 comepkKUMOro OKOJOHOCOBBIX MasyX BeAeistorcs Pseudomonas aeruginosa,
Staphylococcus aureus, Haemophilus influenzae, Stenotrophomonas maltophilia, mpeacrasurenu pona
Burkholderia, a Taxxe oTmenbHbIE BHIBI aHaPOOHBIX MHKpOOpPraHu3MoB. Ocoboe MeCTO 3aHHMAaeT
Pseudomonas aeruginosa, KoTopasi CYUTa€TCsl OJHUM W3 OCHOBHBIX IMATOT€HOB, ACCOIMUPOBAHHBIX C
MpOrpeccupoBaHreM OpOHXOJIErOYHOro IMpolecca Mpu MyKoBUcIH03e. MccrnemoBanus mocieaHnx
JIET TIOKa3alld, YTO OKOJOHOCOBBIE IMa3yXH MOTYT CIIY’)KUTh €CTECTBEHHBIM pe3epByapoM TaHHON
OaxTepuu, obecrieunBasi e€ IIMTENHHOE COXPAaHEHHE W IOCIEAYIOINIee PacCIpOCTPAHEHNE B HIDKHHE
JbIXaTeNIbHbIE IyTH. XPOHWYECKAas KOJOHHM3ALUS CIIOCOOCTBYET IMOJUICPKAHHUIO TOCTOSIHHOTO
BOCTIAJIUTENILHOTO TIPOIIECCa, TOBPEKACHUIO AUTEINAIFHOTO Oapbepa u (OPMUPOBAHUIO YCTOMIMBBIX
CTPYKTYPHBIX U3MEHECHHUH CIM3uCcTON 06omouku [21,22].

Kpome TOro, MHKpOOHBIE COOOIIECTBA BEPXHHUX JIBIXATENBHBIX IyTeH Yy MaIlMEHTOB C
MYKOBHCIIMZIO30M OTJIMYAIOTCS BBICOKOW YCTOWYMBOCTHIO K aHTHOAKTEpPHAIbHON Tepamuu. ITO
CBSI3aHO HE TOJBKO C OCOOCHHOCTSIMM CaMHUX MHKPOOPTraHM3MOB, HO W C HAJUYUEM CIOXKHBIX
MEXaHU3MOB MEXKBHJIOBOTO B3aWMOJCHCTBHUS BHYTPH MHUKPOOHBIX cooOmiecTB. B pesynbrare maxe
JUINTEIbHOE TPUMEHEHHE AaHTUOMOTMKOB HE BCErJa O0ecTedynBaeT TOJMHYIO —JPaJNKAIII0
BO30yIuTENEH, 4TO CIOCOOCTBYET XPOHHU3ALNH TaTOJIOIHYECKOTo Mpolecca.

B mocnemnue romel ocoboe BHHMaHHME YJIENAETCS M3YYEHHIO OWOMIEHOK Kak OJHOIO U3
BOKHEHIINX (HaKTOPOB MEPCUCTCHIMH WHOEKIUH TPU XPOHHYECKOM pHHOCHMHYcHTe. bromnénka
npeacTaBiIsieT co00i OpraHM30BaHHOE COOOIIECTBO MUKPOOPTaHU3MOB, OKPYXEHHBIX BHEKJIETOUHBIM
MOJIMMEPHBIM MaTPUKCOM M NPUKPEIUIEHHBIX K MOBEPXHOCTU CIU3UCTON 00onouku. @opMupoBanue
OMOIUIEHOK paccMaTpvBaeTCs Kak AS(PQGEKTUBHBIA agalTallMOHHBI MEXaHU3M, OOECIICUHBAIOIIHIA
BbDKHMBaHNE OaKTEPHl B HEOIArONPUATHBIX YCIOBHUSX.

[Ipu mykoBHCHUHIO3€ TYCTOH W MaJOMOABIKHBIA CEKpPEeT CcO3MaéT ONTUMAJBbHYIO cpely IJis
o0pazoBaHmsl OHMOINIEHOYHBIX CTPYKTYyp. BHYTpH OHOIUIEHKH MHMKPOOPTaHU3MBI IPHOOPETAIOT
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3HAYUTENBHO 00Jiee BBICOKYIO YCTOHUMBOCTD K JIEHCTBUIO aHTHOMOTHUKOB, aHTHCENTHKOB U (PaKTOpOB
MMMYHHOM 3alUThl Oopranu3ma. BeencTsue 3Toro gaxke MHTCHCHBHAS aHTUOAKTEpUAIbHAS TEPAIUs
3a4acTyIO HE MPUBOIUT K MOJHO JIMKBHIAMU HH(EKIIMOHHOTO ouara [4].

XPpOHUUYECKHI PUHOCUHYCHUT MPH MYKOBUCIHI03€ (POpMUpYETCsl BCIEACTBUE COUETAHUSI CTOMKON
GakrepuanpHOi wmH(pekiuu (ocobemno Pseudomonas aeruginosa, cmoco6GHO 06pa3oBBIBATH
3alIUTHBIC OMOMIEHKM M BbI3BIBATh JICKAPCTBEHHYIO YCTOWYHMBOCTH) U BBIPAKCHHOM AMCPETYISILIUU
MMMYHHOTO OTBETa C TNpeoOsiafaHueM HEUTPOPUIBLHOIO BOCHAJCHUS. AKTHUBHBIE MEIHATOPHI
BOCIIANICHUSI W TMPOAYKTHl pacraia HEHTPOPHIOB YCHIMBAIOT MOBPEXKIEHHE TKAHEH W IMOBBILAIOT
BSA3KOCTh CEKpeTa, MOAJEep)KMBas oOCTpykuuio nasyx. Ha stom ¢doHe pas3BuBaeTcsi XpOHHYECKOE
NEPCUCTUPYIOIEE BOCHAIEHHE C MPOIPECCUPYIOIUM PEMOIEINPOBAHUEM CIM3UCTONH OOOJIOUKU: OT
oTéKka W KIEeTO4YHOW WHpUIbTpauuu A0 (ubpo3a, THIEPIUIa3MM W MOBPEXKACHUS dmuTenus. B
COBOKYITHOCTH 3TH IIPOLIECCHI IPUBOIAT K CTOMKUM MOP(OIOTHIECKUM U3MEHEHUSIM OKOJIOHOCOBBIX
na3yx, HapyLUIeHNIO UX BeHTWIALMHI U XPOHHU3aLKHU 3a00JICBaHHUS.

OmauM w3  Hambonee XapakTepHBIX OCIOKHEHHH XPOHMYECKOTO PHHOCHHYCHTA TIPH
MYKOBUCLIAIO3€ SIBJISIETCSI Pa3BUTHUE HA3AIBHOTO TONHIO3a. YacToTa BBISBICHUS IOJUIIOB
3HAYUTEJILHO BO3PACTACT C BO3PACTOM MMAIMEHTa M MOXET JOCTUIaTh BBICOKHX ITOKa3aTeleld cpenu
JeTel CTaplIuX BO3PACTHBIX TPYI U IOAPOCTKOB.

[Tarorene3 monumooOpa3oBaHUs WMeeT MHOTO(AKTOpHBIA XxapakTep. Bemyilyro posib HrparoT
XPOHMYECKOE BOCIIAJICHUE, [UIMTENBHBIA OTEK CIM3UCTON OOOJOYKH, HapylIeHHEe TKAaHEBOI'O
PEMOAEIUPOBAHHUS U U3MEHEHHUSI COCYIUCTON mpoHHuaeMocTy. [loq BnusHHEM MPOBOCHATUTEIBHBIX
UTOKMHOB ¥ ()aKTOPOB pOCTa MPOUCXOTUT aKkTHBaLus GpuOpo01acToB, HAKOIUIEHHE MEKKIETOUHOTO
BEILIECTBA U MOCTENICHHOE (POPMHUPOBAHUE MTOJUIIO3HON TKAHH.

Mopdonornueckd Ha3adbHBIE TOJNHIBI TPEACTABICHB OTEYHOW CTPOMOH C BBIPAXKCHHOU
BOCIIANIUTENILHON WHQHUIbTpaKeH, conepKaiieil TMMQOIUTEI, MIa3MaTHUYECKUE KIETKH, HEUTPO(HIBI
1 Makpodaru. DNUTENTUaTbHBI MOKPOB YacTO JEMOHCTPUPYET MPH3HAKU TOBPEKACHUS, YIaCTKH
MeTalula3ud W HapyuieHue Anp@epeHIUpPOBKH KIETOK. B oTiaMuMe OT  KJIACCHYEecKOoro
903MHO(HIILHOTO MOJIMTI032, XapaKTEPHOTO ISl MHOTUX MAIlMEHTOB 0€3 MyKOBUCIIN03a, TIOJIUIIB IPU
MYKOBHCIIAI03€ Yallle aCCOLMUPOBAHBI C MpeodiafanneM HeUTpouiIbHOro BoctaieHus [17].

Pa3BuTHe Ha3aabHOTO MOJUII03a MPUBOIUT K JIOMOJIHUTEIHHOMY HapyLIIEHHIO HOCOBOTO JIBIXaHMS,
yCcyryOJeHut0 OOCTPYKIIMH €CTECTBEHHBIX COYCTHH OKOJIOHOCOBBIX Ma3yX M YXYHALICHHUIO
MYKOIIMJIMAPHOTO KIMpeHca. B pe3ynbrate (opmupyeTcss 3aMKHYTBIA IaTOJOTHYECKHH KpYT,
NOJ/ICP’KUBAIOIINI XPOHUYECKOEe BOCHAJICHHE M MpOorpeccupoBaHue 3aboneBaHus. VIMEHHO 1mo3ToMy
Ha3aJIbHBIA TOJMIIO3 PACCMATPUBAETCS KaK BaKHbIM MOP(OJOTMUECKHH M KIMHUYECKHH MapKep
TSOKETIOr0 TEYSHUS] XPOHUIECKOTO PUHOCHHYCUTA MTPU MYKOBHCITUIO3E.

CoBpeMeHHOE DPa3BUTHE MOJICKYIISIPHOW OHOJIOTHMH, TCHETHKH, OMOMH(OpMATHKA W HHU(POBBIX
TEXHOJIOTHH CYIIECTBEHHO PACIIUPSET BO3MOXXHOCTH IHArHOCTHUKH XPOHHYECKOIO PUHOCHHYCHTA Y
Jetel ¢ MykoBucua030M. HecMoTps Ha BBICOKYIO MH()OPMATHUBHOCTH TPAAULIMOHHBIX KIMHUYECKUX,
9H/IOCKOITUYECKUX W JIY4EeBBIX METOJOB HCCIICJIOBAHMS, OHW HE BCETJa MO3BOJISIOT CBOEBPEMEHHO
BBISBIISITH PaHHHUE CTAaJUM HATOJIOTHYECKOrO Mpolecca, MPOrHO3UPOBATh €0 TEUCHUE W OLECHHMBAThH
WHIMBUAYyaJbHbIE OCOOCHHOCTH 3a0ojeBaHusl. B cBA3M ¢ 3TUM B MOCIEIHHE TOJbl AKTUBHO
pa3padaThIBalOTCSl HOBBIE JTUATHOCTHYECKHE MOJXOJMbI, OCHOBAaHHBIE Ha W3YyYCHWU MOJICKYIISPHBIX
MEXaHU3MOB BOCIAJICHUS, OCOOCHHOCTEH MHUKPOOHOTHI JIBIXATENLHBIX TyTeH M TNPUMEHEHUH
TEXHOJIOTHH  MCKYCCTBEHHOro HHTeiekTa. OcoOblii  WHTEpec NpEACTaBiseT  KOHLEMLUS
MePCOHANM3UPOBAHHON MEIUIUHBI, MPEAIOararonias aJanTaluo JTUarHOCTHYECKHX alTOPUTMOB K
WHJINBUTYaTIbHBIM XapaKTEepPUCTUKAM KaKIOTO MalleHTa.

OpnuM u3 Hanbosee NepCIeKTUBHBIX HAIMIPABJICHUI COBPEMEHHOW TUATHOCTHKHU SIBJISIETCS] TIOUCK U
BHE/IDEHWE  MOJIEKYJSIpHBIX ~ OmomapkepoB  BocnaseHus. Ilog  OmomapkepamMu  IMOHMMAIOT
OHMOJIOTUYECKUE MOJIEKYJbI, KOHIIEHTpAIUs KOTOPBIX OTPa)kaeT HaIWYHe, BHIPAKEHHOCTHh WU
JUHAMHUKY TaTOJOTMYECKOro Tpouecca. B yclnoBusSiX XpOHMYECKOTO PHUHOCHHYCHTa HpHU
MYKOBHCHHZ03€¢ 0co00e 3HadeHHWEe NPUOOPETAIOT TMOKAa3aTeNd, XapaKTepU3YIOIIUe aKTHBHOCTh
BOCIIAIUTENILHON PEaKIMU, COCTOSIHNE HMMYHHOW CHCTEMBI U CTETICHb TTOBPEIKICHUS TKaHEH.

Ha ceropHsiHWE JeHb YCTAHOBIEHO, YTO XPOHHUYECKOE BOCHAIICHHE CIH3UCTOW OO0OJIOYKH
OKOJIOHOCOBBIX Ta3yX CONPOBOXKIAETCS IOBBILICHHOW NPOAYKLIMEH pa3iUYHBIX LUTOKWHOB,
XEMOKHHOB 1 (hakTopoB pocTta. Hanmbomnee n3ydeHHbIMU SABISAIOTCS MHTEPICHKNH- 1, MHTepIeHKuH-6,
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MHTEPIICHKNH-8, UHTEpIeHKHH-17, (hakTop HEKpo3a OMyXOJHU o U TPaHCHOPMUPYIOMIUH (aKTOp pocTa
B. YBenmnueHne KOHIIEHTPAIIMH JAHHBIX MOJEKYJ KOPPEIHPYeT ¢ MHTEHCUBHOCTHIO BOCTIAIUTEIFHOTO
IpoIlecca U TSHKECTRIO KIIMHUYECKUX TPOsIBICHMI 3abomeBanus [2,14,16].

B HacTtosimiee BpeMs MOJEKYJSIpHbIE OHMOMapKephl pacCMaTpUBAalOTCS HE TOJIBKO Kak
JMUATHOCTHYECKUH WHCTPYMEHT, HO M KaK IOTEHIMAJIbHOE CPEACTBO IMPOTHO3MPOBAHHUSA TEUCHUS
3a00J1eBaHUs U OTICHKH 2P (HEKTHBHOCTH ITPOBOINMOM TEpaITHH.

CyiecTBeHHBIH BKJIAJ B Pa3BUTHE COBPEMEHHBIX MPEACTABICHUNA O XPOHMUYECKOM PUHOCHHYCHTE
BHECIIM  WCCICJOBAaHUS  MUKPOOWMOTHI ~ BEPXHUX  JIBIXaTSNBHBIX  MyTed.  TpajullMOHHEIC
MUKpPOOHOJIOTHYECKAE METOJBl  MO3BOJSAIOT  BBISIBIIATH JIMIIb  OTPAHWYCHHOE  KOJIUYECTBO
KyJbTUBAPYEMBIX MHUKPOOPTaHM3MOB, TOTAAa KaK 3HAYUTEIbHAas YacTh MHKPOOHOTO cOoO0OIecTBa
0CTaéTCsl HEJOCTYIHOM 7151 CTAaHAAPTHOTO aHAJU3a.

PasBuTHE METONOB BBICOKONPOU3BOAUTENHHOTO CEKBEHHPOBAHMS TIO3BOJIIIO HCIOIB30BaTh
METareHOMHBI TONXOJ JUIA M3y4YeHHs IOJIHOTO COCTaBa MHKPOOHBIX COOOIIECTB CIHM3UCTOMN
000JIOYKH MOJIOCTH HOCA U OKOJIOHOCOBBIX Ma3yx. JlaHHBIN METOJl OCHOBaH Ha aHAIH3€ TCHETHYECKOTO
MaTeprajga BCeX MUKPOOPTraHU3MOB, MPUCYTCTBYIOUINX B HCCIELYyeMOM 00paslle, HE3aBUCHMO OT HX
CMOCOOHOCTH K KYJIbTHBHPOBAHHUIO.

OnnuM u3 HauOojee OBICTPO Pa3BUBAIOIIMXCSA HAMPAaBICHWI COBPEMEHHOW MEAMIIMHCKON
JAUArHOCTHUKU SABJIACTCA MPUMCHCHUC TEXHOJIOT U HNCKYCCTBCHHOI'O MHTCIIJICKTA JId aHaJIn3a JIYYCBBIX
n300pakeHnii. lcmonp30BaHME METOAOB MAIIMHHOTO OOYYeHWS M TIyOOKHX HEHpPOHHBIX CeTel
OTKpPBIBAET HOBBIE BO3MOXXHOCTH JJII aBTOMATH3HUPOBAaHHONW HMHTEPIPETAINA KOMITBIOTEPHO-
TOMOTpaUYeCKUX JaHHBIX Y MAlUCHTOB C XPOHUYECKUM PHUHOCHHYCHUTOM. TpaHIMOHHAs OICHKA
KOMITBIOTEPHBIX TOMOTPaMM TpeOyeT 3HAYUTEIHFHOTO OIBITAa CHEIUATUCTa U MOXKET COIPOBOXKIATHCS
CyOBEKTUBHBIMU PAa3NUYUSIMA B WHTEPIPETAlMH pE3yNbTaToB. B CBOIO ouepenp alropUTMEL
HNCKYCCTBCHHOI'O MHTCJIJICKTA CHOCO6HBI BBITIOJIHATE aBTOMATHUYCCKOC paCliO3HaBaHUEC aHATOMHUYCCKUX
CTPYKTYpP, OHNPCACIIATH CTCIICHb IMOPAKCHUSA OKOJIOHOCOBBIX Ia3dyX MW KOJHUYCCTBCHHO OICHUBATH
BBIPAXKEHHOCTH MMAaTOJIOTHYECKUX u3MeHenuit [2,10].

Ocoboe 3HaueHWe WMEIOT TEXHOJOTMH PaJUOMHUKH, MO3BOJSIIONINE HM3BIIEKATh M3 MEIMIIMHCKHX
n300pakeHnH OOJBIIOE KOJMYECTBO KOJMYECTBEHHBIX MapaMeTpOB, HEJOCTYIHBIX JJIsI BU3YalbHOMH
OIIEHKH. AHaM3 TEKCTYPHBIX XapaKTEePUCTUK, IUIOTHOCTA TKAaHEH W TMPOCTPAHCTBEHHOTO
pacnpeneneHus NaToJIOTHYeCKUX H3MEHEHNH CrlocoOCTByeT OoJiee TOYHON JUarHOCTHKE 3a00IIeBaHuUs
1 00BEKTHBHOM OllcHKE ero quHamuku. Kpome Toro, mudposas o0padboTKa M300paXKeHUH MO3BOJISET
CO37aBaTh TPEXMEPHBIE MOJENM OKOJIOHOCOBBIX I1a3yX, IPOBOAHWTH aBTOMATHYECKOE H3MEpEHUE
00B€Ma MaToNOTHYeCKUX 00pa30BaHWl W MPOTHO3MPOBATH BEPOSITHOCTh PA3BUTHS OCIOKHEHHWH. B
YCIIOBUSAX ILaHBHeﬁIHeI‘O COBCPUICHCTBOBAHUA AJITOPUTMOB HMCKYCCTBCHHOI'O MHTCIIJICKTA OXUAACTCA
3HAYMTEJILHOE MMOBBIIICHNE TOYHOCTH M BOCIIPOU3BOIMMOCTH JIy4eBoii auarnoctuku [30].

CoBpeMeHHass MEAWIIMHA TIOCTENIEHHO TMEPEXOIUT OT YHHUBEPCATBHBIX TUATHOCTUYECKHX CXEM K
WH/IMBHTy aTU3UPOBAHHOMY TIOJIXO/1Y, YIUTHIBAIOIIEMY T€HETHUECKUE, MOJICKYIIAPHBIE U KIIMHUYECKHUE
0cOOEHHOCTH KOHKPETHOTO MalieHTa. B 3Tol cBsA3u 0co0yI0 aKTyalbHOCTh MPHOOpETaeT KOHICTIIUS
MIEPCOHAM3UPOBAHHON JUArHOCTUKHA XPOHUYECKOTO PHHOCHHYCHUTA MTPH MyKOBHUCIIHAIO3€.

OCHOBO¥ TaHHOTO ITOIX0/Ia SBIISIETCS HHTETPAIUS Pa3IMYHBIX HICTOYHUKOB HHPOPMAIINH, BKITFOYAsT
TeHeTHYeCKUe JaHHble, XapakrepucTuku MyTammid reHa CFTR, mokaszatenn MMMYHHOTO OTBETa,
0COOCHHOCTH MUKPOOHMOTHI U PE3yJIbTaThl HHCTPYMEHTAJIbHBIX HCCIIeI0BaHMi. KOMIUIEKCHBIN aHaIN3
TaKUX JIaHHBIX II03BOJIIET (OPMHUPOBATH HHIUBUAYAIBHBIM MpodWiIb MalueHTa U 0oliee TOYHO
OILICHUBATH PUCK pa3BUTUA OCJIO>KHEHUH.

Baxabim HaIpaBJICHUEM ABJIACTCA HCIIOJIB30BAHUE MYJIBTHOMHBIX TeXHOHOFHﬁ, O6’be}lI/IH${IOIlII/IX
pe3ynbTaThl TE€HOMHBIX, TPAHCKPUIITOMHBIX, TPOTEOMHBIX U METa0OJOMHBIX HCCIIEOBaHUN.
ITomoOHBIN TIO/IXOA TO3BOJISIET BBISBIATH MOJEKYJSPHBIE MEXaHWU3MBI 3a00JI€BaHUS HAa Pa3IUYHBIX
YPOBHSX OMOJIOTHYECKON OpPraHM3alliy U ONPEIeiITh CreU(pUIecKrne OHOMapKephl IS OTIACIbHBIX
TpyN MalueHTOB.

JloTIOTHUTENBHBIE TIEPCIIEKTHBBI CBSA3aHBI C BHEJPEHUEM IM(PPOBBIX IUIATHOPM, CIIOCOOHBIX B
peXKUME pCalbHOr0O BpPEMCHHU aHAJIM3UPOBATH OOJIBIIIME MACCHUBBI KIMHHYECKHX JaHHbIX U
(GhopMHUPOBATh TNEPCOHATU3UPOBAHHBIE JIHATHOCTUYECKHE pEKOMEHaaluu. B OymyiieM 1mo100HbIe
CHUCTEMBl MOTYT CTaTb OCHOBOHM il co3faHusi LHU(POBBIX MOJENEH MalUeHTOB, MO3BOJISIOIINX
MIPOrHO3UPOBATh TEUEHHUE 3a00JIEBaHUA U BRIOMpaTh Hanbosiee 3¢ (HEKTUBHBIC CTPATEI NN HAOIOACHNS.

N

564 ISSN 2181-712X. EISSN 2181-2187 «Tubbuémoa sneu Kyn» 6 (92) 2026 N




3akiaouenue

XpOHHYECKNI PHHOCHHYCHUT y JeTei C MyKOBHCIHI030M MPEACTaBIsAET OO0 OHO M3 Hamboiee
3HAQUUMbIX M KJIMHUYECKH YCTOWUYMBBIX MPOSIBICHUN MOPAXCHHSI BEPXHUX JbIXaTEIbHBIX IyTEH,
¢dopmupytomieecss Ha (OHE CHCTEMHOTO TeHEeTHUecKH HeTepmuHupoBanHoro naedexkra CFTR.
IIpoBen€HHBIA aHATU3 COBPEMEHHBIX JIMTEPATYPHBIX JAHHBIX CBUICTEIBCTBYET O TOM, YTO PA3BUTHUE
JAHHOW TIaTOJIOTMH OOYCJIOBIEHO KOMIUIEKCOM B3aMMOCBSI3aHHBIX MEXaHU3MOB, BKITIOYAIOIINX
HapylIeHHe HOHHOTO TPaHCHOpTa, AETUAPATALMIO CIM3UCTOrO CIIOSl, M3MEHEHHE PEOJOTHYECKHUX
CBOWCTB CEKpeTa, YTHETCHUE MYKOLMJIMAPHOTO KIMPEHCA, XPOHUIECKYI0 MUKPOOHYIO KOJIOHU3ALUIO U
(hopMupoBaHue OHOTIIEHOK, a TAK)KE IEPCUCTHPYIOIIEe MMMYHOBOCTIATUTENILHOE pPearnpoBaHue.

Oco0oe 3HaueHWe B TATOTE€HE3e WMEIOT CTPYKTYPHO-(YHKIIMOHAIHHBIE HM3MEHEHUS CIIM3HCTON
000JIOYKH TOJIOCTH HOCA U OKOJIOHOCOBBIX I1a3yX, KOTOPBIE OPMUPYIOT MOP(HOJIOTHYECKYIO OCHOBY
XPOHMYECKOTO BOCMAICHHWS W CIHOCOOCTBYIOT IPOTPECCUPYIOMIEMY TEUSHHIO 3a00JIeBaHMA.
JIOTIOMHUTENEHBIM ~ OTSTOMIAIONIMM  (DaKTOPOM  BBICTYINAET HA3aJbHBIA TIOJHIIO3, YCHJIMBAIOIINN
OOCTPYKIIMIO HOCOBBIX XOJOB W HapyIIAIOMIWH BEHTHISAIMIO Ma3yX, YTO MOAJCPKUBACT 3aMKHYTBIH
MaTOJOTUYECKUNA KPYT.

CoBpeMEHHbIE MOAXOAbl K AUATHOCTHUKE XPOHUYECKOIO PUHOCHHYCUTA IPU MYKOBHCIHI03€
0a3upyloTCsi Ha KOMIUIGKCHOM UCIIOJIb30BAHUM KIIMHHYECKHX, HHIOCKOMMYECKHX, JYYEBBIX,
MHUKPOOHOJIOTHUYECKIX M MOJEKYJISPHO-TEHETUIECKHX METOJI0B HccienoBanus. [Ipu 3ToM ocoboe
3HaueHWe NproOpeTaeT BHEAPEHHWE HOBBIX TEXHOJOTWH, BKIIOYAsS AaHalN3 MOJIEKYJSIPHBIX
OMOMapKepoB, METareHOMHOE MCCIICIOBAHNE MUKPOOHOTHI U MTPUMEHEHHE METOI0B UCKYCCTBEHHOTO
UHTEIUICKTA JUIsl 00pab0OTKU METUITMHCKUX N300paKeHUH.

XpOHUYECKUH  PUHOCHHYCUT  IOpPU  MYKOBUCUMAO3E  CIEIYyeT  PACCMATpUBATh  KakK
MHOTOKOMITOHEHTHOE 3a00JIeBaHHEe, TECHO CBS3aHHOE C CHCTEMHBIMH TMPOSBICHUSIMU OCHOBHOM
naroniorud. CoOBpeMEHHbIE JOCTHKCHUSI B OOJAcTH IATOTEHETHUECKUX M JUATHOCTHYCCKHX
UCCIIEeIOBAaHNH OTKPHIBAIOT HOBBIC BO3MOXKHOCTH ISl PAHHETO BBISIBIICHHS 3a00JIeBaHHs, 00bEKTUBHON
OIICHKH €ro TsHKECTH W Pa3paldOTKH IePCOHAIM3MPOBAHHBIX MOIXOAOB K BEICHUIO TMAIEHTOB.
JanpHelimne uccienoBaHUs B JaHHOM HANpaBiIeHHUM HMEIOT BaXHOE HAy4YHOE W IPAKTUUYECKOE
3Ha4YeHHe, TIOCKOJIbKY TI03BOJISIIOT COBEPIICHCTBOBATh CTPATETWH JWArHOCTMKM U TIOBBIIIATH
3¢ (eKTUBHOCTh KOMIUIEKCHOW MEIUIIMHCKON TIOMOIIU IETSM C MYKOBHUCIIHIO30M.
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	Наблюдались и лёгкие формы заболевания, которые обусловлены небольшим перфоративным отверстием и сохранностью хитиновой оболочки паразита. В этих случаях присутствует только перицистобилиарный свищ, который является наиболее распространённой формой ци...
	Патологоанатомически процесс формирования свища проходит три стадии: 1) эрозивная, 2) стадия разрыва и 3) полная фистула. По мере роста паразита происходит увеличение всех компонентов кисты, что приводит к повышению внутрикистозного давления и растяже...
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