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MyKOBUCIIMI03 ~ SIBISIETCS  HauWOoJee paclpoCTPaHEHHBIM — ayTOCOMHO-PELECCUBHBIM
3aboneBanueM. B PecnyOnumke bemapych dwactora MykoBuciugo3a octaBiaser 1 Ha 8000
HOBOPOXKJIEHHBIX AeTell. OTKPhITHE MYTHPOBABILEr0 reHa, KOJAUPYIOMIETo Ae(EeKTHBIA XJIOPHIHBINA
KaHaJl B SIUTEINAIbHBIX KIETKaX, HA3BAHHOI'O PEryJIITOPOM TpaHCMEMOpaHHOH IPOBOIUMOCTH IIPU
mykoBuciaose (CFTR), ymydmmno mOHMMaHWE JTHOJIOTMM M TaToreHe3a 3a0ojieBaHus U
o0JIErymiIo JMarHoCTHKY, HO B TO K€ BpeMs yKa3ajlo Ha TsKeCcTh 3abosieBaHus. Mainblii 00bEM
uHbOpMAIMM O TAaCTPOIHTEPOIOTMYECKHX  OCIOKHEHUSX MYKOBHCLHUIO033a TOJYEPKUBACT
HE0O0XOMMOCTh JTAJIbHEHIINX HCCIIEI0BaHUM, MO3BOJIAIOUIMX pa3paboraTh Oosee 3(PQeKTUBHYIO
Tepanuio JJis yIydIleHUs! KauecTBa KU3HU MMAMEHTOB U YBEJIUUYECHUS MPOIOJIKUTEIBHOCTH )KU3HHU.
Henocratok ¢yHkuuu Genka mpy MyKOBUCLM03€ NMPUBOJUT K HApyLIEHHIO PaOOThl XJIOPHUIHOTO
KaHaja, pacroJI0)KEHHOr0 B alMKaJIbHOW YacTH KIJIETOK AK30KPUHHBIX jkejne3. B pesynbrare sToro
nedexkTa aHMOHBI XJIOpa 3a/lep’KUBAIOTCS B KIETKE, YCUIMBAIOT aOCOpOLMIO KaTHOHOB HATpHs U
BoAbl. [loTepst BOJbI U3 MPOCBETOB IK30KPUHHBIX JKEJIE3 BEAET K IOBBIIIECHUIO BSI3KOCTH X CEKPETa,
00Typaluu OpraHoB U HAPYLICHUIO UX (QYHKIIMH.

OK30KpUHHASI HEAOCTATOYHOCTD TOKEITyI0UHOM JKeJe3bl IBISAETCS CIeICTBUEM HapyIlIEHUs
TPaHCHOPTa MOHOB XJOpa M CHHTEe3a OMakapOOHATOB B NPOTOKAaX, YTO HPUBOAUT K CHUKEHHUIO
MOCTYIUIEHUS JKUJKOCTU B (DEPMEHTHBIN CyOCTpaT, a, ClIe0BATEIbHO, K MOBBIIICHHUIO BA3KOCTU U
CHIPKEHHMIO CKOPOCTH MPOJIBIKEHUS ceKkpeTa. B pesyibrare mpoucxoauT npenunuranus GepMeHToB
Ha CTEHKaX MEJIKMX BBIBOJHBIX MPOTOKOB, IPUBOJAIIAS K OOCTPYKIMH U IOJHOM 3aKyNOpKe HX
npocseTa. B ocHOBe pa3BUTHS caxapHOro auadera, acCOLMMPOBAHHOTO ¢ MyKOBHCLHI030M, JICKUT
HapylLIeHHE CTPYKTYpbl OCTPOBKOB JlaHrepranca mojakeiayJOYHOU >Keie3bl, BOZHUKAIOIIEE 3a CUET
¢ubpo3a 1 )KUPOBOTO MEPEPOKICHHS JKEIIE3bI.

MekoHealbHBIN WIIEyC SIBISIETCA CaMbIM pPaHHUM KIMHUYECKUM IPOSIBICHUEM MYKO-
BHCLK03a. HenmpoxoauMMOCTh KHIIEYHMKA MEKOHHEM CBS3aHA C HAJIWYMEM BS3KOW CIM3H B
KumeyHuke. [Ipu 3ToM cOCTOSIHMM MEKOHUI COAEPKUT OOJIbIIOE KOJTUYECTBO O€lIKa U CTAaHOBUTCS
Ype3BBIYAHO T'yCTBIM, BBI3BIBAasl HEMPOXOAMMOCTh TEPMHUHAIBHOTO OTAENA MOJAB3AOUIHON KHILIKH.
Oclio)XHEeHHass MEKOHHEBash HENpPOXOJMMOCTh MOJKET BbI3BaTh 3aBOPOT KHIIEYHHKA, aTPE3UIO,
HEKpOo3, nephoparyio, MEeKOHUEBbIH NEPUTOHUT U 00pa30BaHUE MCEBAOKUCTHI.

JIoBOJIBHO 4YacTO BOBJEKAETCS B MAaTOJIOTMYECKHM MpoOLEecC renaroOouauapHas CHUCTEMA.
Hapymenne ¢ynkiuu 6enka CFTR B anukanbHbIX MeMOpaHaX SMHUTEIHAIbHBIX KIETOK KETYHBIX
IIPOTOKOB, NPHUBOJUT K TIOBBIIIEHUIO BA3KOCTH >KEMYM, Pa3BUBAETCS T'eNaTOLEIUIIONSPHBIN U
KaHaJbLIEBbIN XosecTa3. B cBsA3M ¢ 3TuM HabmogaeTcs: 6eIKOBO-IHEpreTudecKas HeJJ0OCTaTOYHOCTh
Pa3IMYHOM CTENEeHH TSKECTH, TIOBBIIIIEHHE TPaHCAMHMHA3 B OMOXMMUYECKOM aHaJIN3€e KPOBH, CTEAaTo3,
¢ubpo3 WM UUPPO3 IMEUYEHH, MOpPTAIbHAS TUIEPTEH3Ms, HapylIeHHEe CHHTETUYECKOH (QyHKIHH
neyeHu. XapakTepHoW MOpQOJOTHYECKOM KapTHUHOM IMOpa)KEHUS IMEYEHH MPH MYKOBHCIIH]I03€
apnsieTcd  (OKanbHBIM ~ OunmapHbld  ¢UOpPO3 ¢ SABIGHUSAMH  OTeKa,  XPOHMYECKOH
BOCHAJINTEIbHOKJIETOUHOW HMH(pUIbTpauuel, nponudepanueil KeaTuHbIX MPOTOKOB, CKOILIEHUSMU
503MHO(HUIBHBIX MAaCC BO BHYTPHUIIEYEHOUHBIX MPOTOKAX.

Takum 00pa3oM, racTpoO’HTEPOJOTUYECKHE MATOJIOIMH 3HAUUTENBHO OTATOLIAIOT TEUYEHHE
MYKOBHCIIM/103a 1 COCTOSTHUE MTALIUEHTOB B LI€JIOM. JlanbHelee n3yuyeHne OCI0KHEHUH CO CTOPOHBI
KEITyT0YHO-KUIIEYHOTO TpaKTa IO3BOJUT pa3paboTaTh ONTUMAIbHYIO TaKTHKY JICYEHUS U
YBEJIUYUTH MPOJOJKUTEIILHOCTD JKU3HU MALUEHTOB.
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