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MyKOBHCIHI03 WJIM KUCTO3HBIA (UOPO3 — ATO T'eHEeTHYeCcKoe 3a00JIeBaHUE C ayTOCOMHO-
peleCCUBHBIM TUTIOM HACIIEIOBAHUSA, KOTOPOE COMPOBOXKIACTCS MOPAKEHUEM SK30KPUHHBIX JKeJe3
U BHYTPEHHHMX OpraHoB. YacTora BcTpedaemMoCTH AaHHOM maronorud B COeIMHEHHBIX IITaTax
Awmepuku kosebnercs B npeaenax 1:2000 — 1:2500 noBopoxnennsix, B benapycu — 1:8000. B Azun
3aboneBanue nmpaktuyecku He BerpedaeTcs (1:100000 — 1:400000). Kaxxapiii ros1 B MUPE POXKIAACTCS
6omee 45000 meteit ¢ KUCTO3HBIM (HUOPO30M.

[TpogomKkuTensHOCTD )KU3HU ¢ MYKOBUCLIU030M cocTaBiisieT oT 10 1o 40 neT B 3aBUCHMOCTH
ot ctpansl. [larmenTos crapie 18 et B BenukoOpurannu — 41%, benapycu — 33%, Poccun — 21%.
B cBsa3M ¢ Tem, YTO KOJMYECTBO JIOAECH C JaHHOW MATOJOTHEH TONBKO YBEIUYHMBAETCS OTO
00YCJIOBIIMBAET aKTyaJlbHOCTh JAHHOW TEMBI.

YcTaHOBIEHO, YTO MPUYUHONW MYKOBUCIIHI03a sABiseTcs myTanus B reHe CFTR Ha qynHHOM
mie4de 7 XpOMOCOMBI, KOTOPBIM KOJIUPYET OEJIOK TpaHCMEMOpAHHBIN pPEryiasiTop MYKOBHCIIHI03a,
y4JacTBYIOIIMKA B TpaHCIOPTE HOHOB Xjopa uepe3 MemOpany kietku. B nHopme 6Genox CFTR
cBs3biBaeT AT® u MeHseT cBOIO KOH(DOPMAIHMIO, YTO MPUBOJUT K OTKPBITHIO XJIOPHOTO KaHaia
BHYTpHU OeNKka ¥ MOHBI BBIXOJAT U3 KJIETKH Hapyxy. [locie Toro, kak mpousoren ruaponu3 ATO,
KaHaJI 3aKphIBAETCSI.

[Tpu MmykoBHCIIHI03€ XJIOPHBIN KaHal He (QYHKIIMOHUPYET. M3-3a CHUKEHHOTO COJepKAHUS
noHoB Cl B OKOJIOKJIIETOYHOM MPOCTPAHCTBE, aKTUBUpYyeTcs HatpueBblil kaHan (ENaC), koropsrit
ycuiieHHo mocTaBisieT Na B kieTky. YmenbiieHue konneHtpanud NaCl Ha moBepXHOCTH KJIETKH
CHMKAET OCMOTHYECKOE JIaBJICHHE M KOJHMYECTBO BOJIbI, MOCTyMalomee B KIETKy. B pesymbpTaTe
o0pa3yeTcs TYCTO CEeKpeT, 3a0MBAIOIIHIA TPOTOKH U MEIIAIOIINA paboTe OPraHoB.

B mocnegnee Bpemsi xopolue pe3yiabTaThl IMOKa3bIBAET IMATOTCHETHYECKas Tepamus, K
KOTOpoil oTHocuTca rpymnma mnpenaparoB CFTR-momgynstopoB. B dacTHOCTH, KOPpPEKTOPHI
yrmydmator co3peBanue Oenmka CFTR, moTeHImaropbl — yCHIIMBAlOT OTKPBHITHE MOHHOTO KaHaja
CFTR.

ITatonornueckue mnposienenus npu COVID-19, Bkmodas TycTyl0 CIH3b, HapylIeHHUE
MYKOIIMJUTHAPHOTO KIUPEHCA U YTOJIIICHHE CTEHKU OPOHXOB, CX0KH C CAMITOMaMHU MYKOBHUCIIH1032
U CBUAETENBCTBYIOT O «IIPHOOPETEHHOI» TUCHYHKIIMH PETYIATOPA MPOBOJUMOCTH MYKOBHCIIM03a
(CFTR). Uccnenosanusi, mpoBeacHHbIe B HOsiOpe 2020 roaa B yHuBepcuTeTe TOPOHTO, YCTAHOBUIIH,
yTo (haKTOp HEKpO3a OIYXOJH, IIUTOKHHBI, cTUMyaupyromue marorene3 COVID-19, mopasnser
skcrpeccuto  Oenka CFTR njerkmx, oOecreunmBas yoOenuTenbHOE OOOCHOBaHHME TOTO, 4TO
npuobperennas quchynkuus CFTR Bo3HUKaeT B KOHTEKCTE HH(PEKITNH.

TakuMm 00pa3oM, MaTOreHeTHIecKasl Teparus, UCTIOIb3yeMast JUIsl JICUCHUST MyKOBUCITUI034,
TEOPETHYCCKH MOKET IMPUMEHSATHCS IIPH COCTOSHHUAX ¢ «mpruoopeTeHHok» nuchynknueit CFTR, a
Omarogapss IPOTHBOBOCIIAMTEIFHBIM CBOMCTBAM MOKET OCJIA0MATh PEAKIUM UMMYHHBIX KIIETOK,
crocoOCcTBOBaTh 11epeOPOBACKYIISIPHOM AWIATAllMM, YTO B CBOIO OYepelb MOXKET 00ecHeunTh
HEKOTOPYIO 3aIlIUTy OT HHCYIBTA, cBsi3aHHOoro ¢ COVID-19.
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