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B pa6ote 06001menbI aKTyaJ IbLHBIE TaHHBIE, OMY0JINKOBAHHBIE 10 TEMe KHCTO3HOro Guopo3a, a TakKe PaCKPBITHI
BOIPOCHI 3THOJIOTHH, MATOTeHe3a, KIMHUKA W MPHHIINTIOB THATHOCTHKH, MATOJIOTHYECKOl AHATOMHH, OIIMCAHBI
MUAEMHOJIOTHS, OCJO0KHEHHSI, BO3HUKAKWINNE BCJIEACTBHE JAHHOIO NATOJOTHYECKOr0 IPoIecca, MeTOIbI
gedenns. s 0030pa JHMTepaTyphbl HMCHOJB30BAJHCH MYOJHKAIIMN W3 HAYYHBIX JIJIEKTPOHHBIX OHOJIHOTEK
Ku6epJlennnka u e-LIBRARY, 6a3bl memuuuuckux 3uanuii PubMed, a Takike neuaTnbie uznanus 3a 2017-2021
IT., AaHAJIN3HPOBAJINCH HCTOYHUKH TOJBKO C MOJHBIM TEKCTOM B OTKPBHITOM J0CTyIe, HAIMCAHHBIE TOJIHLKO HA
PYCCKOM M aHIJIMICKOM si3bIKaX. B pe3yabrare mcciaeT0BaHHs ONpeNesieHbI OCHOBHBIE ACHeKTHI MATOreHe3a
MYKOBHCIH/103a, BJiHsiHHe dedekToB cuHTe3a Oenka CFTR Ha pa3BuTue 3a00s1eBaHHs, OMUCAHBI Beayllue
aCHeKThI NATOJI0INYeCKOH AaHATOMUM KHCTO3HOT0 ¢udpo3a. IIpuBeneHbl coBpeMeHHbIe B3IVIAAbI HA JMATHOCTUKY
U JedYeHHe JAHHOrO 3a0oseBaHusl. MyKOBHCIHIO03 SIBJSETCH YHHKAJLHBIM 3200JIeBaHHEM, TAK KaK CTPYKTypa
ero Bo30yauTesiell KpailiHe peIko BcTpedaeTcss MPH APYrHUX NATOJIOTHAX M B JAHHOM cJydae covyeTaercs ¢
MyTalueid reHa MO0 ayTOCOMHO-pPENeCCHBHOMY THIIY MPH HACJAEIOBAHMH JABYX MYTAHTHBIX aJuiejiei, 4TO,
HECOMHEHHO, TpedyeT 0oJiee THIATEJHLHOr0 MOAX0Aa K THATHOCTHKE W MOAOOPY Tepamuy, COOTBETCTBYIOIIEit
BO3PaCTHBIM 0COGEHHOCTSIM MAIHEHTOB.
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To combine the current data published on the topic of cystic fibrosis, as well as to reveal the issues of etiology,
pathogenesis, clinic and principles of diagnosis, pathological anatomy, describe the epidemiology, complications
arising from this pathological process, methods of treatment. For the review of the literature, publications from
the scientific electronic libraries CyberLeninka and e-LIBRARY, PubMed base, as well as printed publications
for 2017-2021, were used, only sources with full text in the public domain, written only in Russian and English,
were analyzed. As a result of the study, the main aspects of the pathogenesis of cystic fibrosis, the influence of
defects in the synthesis of the CFTR protein on the development of the disease, and the leading aspects of the
pathological anatomy of cystic fibrosis were determined. Modern views on the diagnosis and treatment of this
disease are given. Cystic fibrosis is a unique disease, since the structure of its pathogens is extremely rare in other
pathologies and, in this case, is combined with an autosomal recessive gene mutation when inheriting two mutant
alleles, which undoubtedly requires a more thorough approach to diagnosis and selection of therapy appropriate
age characteristics of patients.

Keywords: cystic fibrosis, systemic hereditary disease.

Kucro3nslit pudpo3 (MyKOBUCIH/I03) — ayTOCOMHO-PEIIECCUBHO HaclieAyeMoe 3a00eBaHue,
XapaKTEepU3yIollleecs MOPaKEHUEM BCEX DK30KPHUHHBIX JKEJE3, a TaKXKE BaXXHEHIINX OpPraHoB U
CUCTEM, IMpPU OBTOM NATOJOTUS JbIXaTEJIbHBIX ITyT€H SBISETCS TIJIABHOM MNPUYMHON pa3BUTHUSA
OCJIO)KHEHUH M JIETaTbHBIX UCX0/10B [1, 2].

Tepmun «kucTo3Hblil ¢uOpo3» BuepBble Obl1 mpemiokeH B 1938 r. lopotn Anpaepcew,
ONMCABIIEN KHCTO3HYIO JETE€HEPALMIO MOJKEIYJLOYHON JKENE3bl, COYETAIOLIYIOCS MaTOJOTHEN
JIETKUX y MaJIeHbKuX JeTell. J[pyroe HauMeHoBaHMe — «MyKOBUCII103» — BBen C. Mapbep B 1944 r.
(JlaT. mucus — «CIH3b», VISCUS — «BSI3KMI1»), OTMeYas pOJib IMOBBIIIEHHOM BS3KOCTH CEKpeTa,

BBIACIIACMOT'0 53K30KPHUHHBIMU KCJIC3aMHU.



YacTtoTa MyKOBUCII103a BAPbUPYET B 3aBUCUMOCTH OT STHHUUECKON MPUHAIIIEKHOCTH HIIN
reorpaduueckoil 30HbI. 3a00JIeBaHHE pacCMaTPUBACTCS KaK JIETCKAas MATOJIOTHs, HO B TIOCIICIHHE
JECATUIICTHUS 10JIs B3pocibiX Beipocia Ha 40% [3]. Pexxe 3a0oneBaHne BCTpEUaeTCsl Cpean KHUTEIeH
Adpuxkun u Snonuu. B Poccum yacrora 3abosieBaHMsS HOBOPOXKIACHHBIX cocTamiseT 1:10000,
pa3Iuyurii 1Mo MOJOBOMY IPU3HAKY HE BBISBICHO [4].

Jis  o030pa JUTEpaTyphl HCIOJIB30BAIUCH IMyOIMKAIMM W3 HAYYHBIX JJIEKTPOHHBIX
oubnuorek KudepJlenunka u e-LIBRARY,, 6a3b1 MmeuiinHckux 3Hanuii PUbMed, a Taxoke nmeyatHbie
n3nanus 3a 2017-2021 rr., aHaIM3UpOBaIUCh UCTOYHUKH TOJIBKO C IOJHBIM TEKCTOM B OTKPBITOM
JIOCTyIe, HAaNHMCaHHbIE TOJBKO Ha PYCCKOM M aHIIMHCKOM s3blkax. OOmiee KOIMYECTBO
MPOaHATM3UPOBAHHBIX ICTOYHUKOB B YKa3aHHBIX 0a3aX 10 3aIpocaM «MYKOBHUCITUI03Y, KKUCTO3HBIN
bubpo3», «cystic fibrosis» cocrasmio 356.

IlaToreHes U MaToJIOrH4ecKasi aHATOMMUSA

MyKoBHCIIHI03 — KIJIACCMYECKOE ayTOCOMHO-PEIECCUBHOE T€HEeTHYeckoe 3a0olieBaHue,
BBI3BIBAEMOE MYTAIlMAMH C MOTeped (QYHKIMM B OJHOM I'eHE, HAaXOMAIIEMCS Ha IUIeYe CeabMOM
XPOMOCOMBI, KOTOPBIH KOAUPYET peryisTop TpaHcMeMOpanHo# nposoaumoctu (CFTR) [1, 2, 5].

JlaHHasi TATOJIOTUSL JIGKUT B OCHOBE KJIMHUYECKUX IPOSIBICHUN, KOTOPHIE BIUSAIOT Ha
AMUTENUATBHYIO (DYHKIIHUIO BPOXKICHHOTO MMMYHUTETA U MPOCBET AbIXaTEIbHBIX MyTel B JIETKHX.
JchyHKIMST DSMHUTEINATLHON TKaHM TaKKE€ YYacTBYeT B MOJIYJIUPOBAHHH XPOHUYECKOTO
BOCIAJICHUSI B JBIXQTCNIbHBIX IYTAX TMPU MYKOBUCIUIO03€, YTO TMPUBOJUT K 3aIMyCKYy
MIPOBOCHAIUTEIHHOTO KacKa/ia, KOTOPBIN BHI3BIBAET PEKPYTUPOBAHUE JICHKOIIUTOB B AbIXaTEIbHBIC
nyTd. B OCHOBE BOCHAIUTEIBHO-OMOCPEIOBAHHOIO TOBPEXKIACHUS JIETKUX JIEKUT UYPE3MEpPHOE
CKOIUICHHE HEUTPO(HIIOB B JIeTKUX [6].

Y OonpmMHCTBa JieTell, OOJBHBIX MYKOBHCIMIIO30M, IpeoliasaeT HSK30KpHUHHAs
HEJOCTAaTOYHOCTh TMOKETYJOYHON >Kele3bl, KOTOpas MPOSIBISIETCS CUHIPOMOM MaibaOCopOIuH,
cTeatopeei, moTepel Beca, OTcTaBaHueM B Gu3ndeckoM pa3Butuu [7]. [To MHEHUIO psia aBTOPOB,
MOBBIIICHUE KOJIMYECTBA MMMYHOPEAKTUBHOTO TPUIICHHOTEHA MPU MYKOBHCIIHI03€ MPOUCXOJUT B
pe3ysbTaTte OOCTPYKLUHU BA3KUM CEKPETOM MPOTOKOB MAaHKPEATHUECKHX KEJIe3, UTO MPENsTCTBYET
MIPOHUKHOBEHHUIO TpodepMEeHTa B MPOCBET TOHKOTO KHIIEYHHKA W MPUBOJUT K BHIOPOCY €ro B
KpOBOTOK [8].

B matorenese MyKoBHCIT03a BBIICISIOT TPU OCHOBHBIX 3BEHA: MOPAXKECHHS IK30KPUHHBIX
JKelle3 U COeTMHUTENbHON TKaHU, HapyIIeHHE AJIEKTPOIUTHOTO oOMeHa. [laTomorus sK30KpUHHBIX
Kele3 TPOSBISETCS MPOAYKIKMEH Ooliee BSA3KOTO CEKpeTa C MOBBIIICHHBIM COJEp)KaHHEeM Oenka U
HEKOTOPBIX DJIEKTPOJIUTOB, CHIKEHHOH (pepMEHTHON aKTUBHOCTHIO. OCHOBOI OpOHXOJIErOYHBIX
MEePECTPOCK CIYKUT HAPYIICHHUE MPOXOAUMOCTH H MPOIIecca CaMOOUHUIIeH s OpOoHXOB [9].

HGKOTOpBIe ACIICKTHI [MTATOT€HE3a MYKOBHUCIM103a IMTPCACTABJICHBI HA PUCYHKCE.



OCOOCHHOCTBPIO TATOTEHETUYECKUX HW3MEHEHHUH B OpPOHXOJETOYHOW CHUCTEME SIBIISCTCS
pa3BHUTHE XpPOHUYECKON KoJmoHmu3anuu. Ecinu B Hadase xu3HU peOeHKa 3acelieHne OpOHX0IeTOYHOM
CUCTEMBI TIPOMCXOJHUT TPAMIIOIIOKUTEIHHOW KOKKOBOH MHUKPO(DIOpO, TO B JalTbHEHUIIEM
peolI1aatoT rpaMoTpULIaTeNIbHbIE HeePMEHTUPYIOIUE OAKTEPUH, BHI3BIBAIOIIHE TSKEIbIE (POPMBI
nadexnuu [10]. Tak, HeryOepKyae3Hble MHKOOAKTEPHH MOTYT CTaTh HPUYUHONW XPOHHU3AIUMH
MATOJIOTUYECKUX MpoieccoB. OTACIBHON TPYITION SBIISIOTCS MAMEHTHI ¢ IMMYHOICDUIIUTAMU, Y
KOTOPBIX MHUKOOAKTEpHUO3bI MPUOOPETAIOT T'CHEPATM30BAHHOE TEUCHHUE, BEAYIIEEe K JIECTAILHOMY

ucxomy [11].
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(no 1. Pranke u coasm.) [12, 13]

OcHOBHBIMU ~ uepTaMH 3a0o0yieBaHMsI, OOHAPYKUBAEMbIMH IPH MHUKPOCKOIMHUYECKOM
UCCIIEIOBAaHHH, SBJISIOTCS PE3KO BhIpaXKEHHAs THIIEPILIa3us U nposndeparis 60KaToBUIHBIX KIETOK
Ha (OHE /eCKBAaMaTUBHOIO OpOHXMTA. THUNUYHBI IUIOCKOKJIETOYHAs] MeTarja3us OpOHXHaJIbHOTO
snuTenus W JuMdouaHas WHUIBTpalMsd, 4YacTO MO TUMY JUMQOUIHBIX QouHMKyiIoB. B
MOJICJIU3UCTOM cJloe OpOHXOB OOHApY)XKMBAIOTCA TUIEPTPOPUPOBAHHBIE HKEJIe3bl, KUCTO3HO
pacuIpeHHble ¥ TepernoIHeHHbIe CyOCTaHIIUSIMHU, B COCTaBE€ KOTOPBIX MPEoONIaaoT CIU3UCTHIE
kieTku. [IpocBeTsl OpOHXOB U OPOHXHMOJ, OPOHXOIKTA3bl 3AMOJHEHBI BSI3KUM OETOKCOACpPIKAIUM
CEeKpPETOM ¢ TMOJUMOP(GHO-KIETOUYHBIMH JIEMKOLIUTaMH, CIyHICHHBIMU —ajibBeosionuTamMu. B
MOJICJIM3UCTOM CJIO€ MMEET MECTO CMEIIaHHas BOCHAJIMTENbHAas HHQUIbTpAIMs, BCTPEUAIOTCS
yuyacTku (pubpo3a nepubpoHxHaabHO. B mpocBerax anbBeos Takke OOHApYKMBAIOT MOBBIIICHHE

KOJIMYECTBA HEUTPOUIIOB, OPraHU3YIONMIYIOCS TTHEBMOHHMIO C TelbllaMu MaccoHa B BHUE



IpaHyJSIANA, TPONUTHIBAHUE MEXAIbBEOJSIPHBIX MEPEropoAOK JUMPOLUUTAMU U MIa3MaTHYECKUMHU
kieTkamu [ 14].

Knuanueck BBIACTSAIOT 4 CTaAMK MATOJOTUYECKUX M3MEHEHUH OpOHXOJIErOYHOM CHUCTEMBI
IIPY MYKOBUCLII03€E.

1-51 cragus xapakTepusyeTcs HEMOCTOSHHBIMU U3MEHEHUAMHU (DYHKIIMOHAIBHOTO XapaKTepa,
YTO MOXKET CONPOBOXIATHCS HE3HAYMTENBHOW OJNBIIIKOW TpU (PHU3HMUECKUX HArpy3skax u
HENPOAYKTUBHBIM KanuieM. J[aHHas cTaaust MOXKET rpojoikaTbest 10 10 ner.

Ha 2-i1 craguu pa3BuBaeTcss XpoHH4eckuid OpoHxuT. Kamens cTaHOBUTCSA IPOAYKTHBHBIM, C
HEOOJIBIIMM KOJUYECTBOM MOKPOTBI, OJBIIIKA CTAHOBUTCS 0ojiee BbIPAKEHHON. AYCKYJIbTaTUBHO
JIbIXaHUE JKECTKOE, BHICIYIIMBAIOTCS BlIaXkKHbIEe Xpunibl. CTaaus mures ot 2 1o 15 ner.

3-51 cTaaus — cTaaus OCIOXHEHUH. ObIIIKa HOCUT MTOCTOSTHHBIN XapakTep, npH (pusnyeckon
Harpy3ke MoxeT ObITb BblpakeHHOW. C Touku 3peHus Mopdosioruu, (GopMHUPYIOTCS Y4acTKU
muddy3Horo nmHeBMOo(puOpo3a U OrpaHUYEHHOTO0 ITHEBMOCKIEPO3a, OPOHXO3KTa3bl M KUCTO3HBIE
obpaszoBanwus. [IpoIOIKUTEIIEHOCTD CTAIUH — OT 3 110 5 JIeT.

4-g cragus — TepMHUHAJIbHASA, CTaAus TKEION KapAMOPECIUPATOPHONW HEAOCTATOYHOCTH,
BelyIieil K CMepTH OOJIBHOTO B TEUYEHHE HECKOJIBKUX MecsleB [15].

IIpu nerounoii popme MykoBHCLIUA03a HAOIOAaeTCs AeopMarust IpyJHON KIETKH, MaJIbLIEeB
pyk mo Ttumy OapabaHHBIX MaJlOYEK W HOITEW IO TUIy YAaCOBBIX CTEKOJI, XapaKTEpHbl HAJINYHE
OJIBIIIIKH, OOCTPYKTUBHOTO CHHJIPOMA, HABA3UYMBOTO KOKIIIOLIETIOMOOHOTO Kalis, OCIa0IeHHOE
JbIXaHUE, BIAXKHBIE WJIU CyXHE XPHIIBI.

ITpu xkumeyHo# Gpopme onpeenstoTcs yBeJIMUeHNe CIIOHHBIX KeJle3, KAPHO3HOe OopakeHHe
3yOOB, KaH/1/103HbII CTOMATUT, YBEIMUEHUE B pa3Mepe MEUEHH U CeJIe3€HKH, X0JIecTa3, HopTalbHas
TUIIEPTEH3Us, HAJTMYHE )KETYHBIX KAMHEW, BBIITAJICHUE IIPSIMOM KUIIKH.

VY HOBOpPOXJEHHBIX B 1,5-5% citydaeB Obl BBISBICH MEKOHUAIBHBINA UJIEYC, BOSHUKAIOLIHUIA
BCJIEJICTBHE MEIJICHHOTO TPOJBM)KEHHUS BS3KOrO IepBopoiHoro kama. Ha 2-3-if geHp mocne
POXKIEHHsSI MOTYT BO3HHUKaTh OECHOKOMCTBO, CPBITMBAHME, B3AYyTHE JKUBOTA, a TAK)XKE PBOTA IOCIE
nepBbIx 4—6 KOpMIIEHUH, MEKOHUN OTCyTCTBYeT. [lanbnaTopHO B )KMBOTE ONpEENSeTcs Haludue
KaJIOBBIX Macc, HalOJI0JaeTcsi COCYIUCTBIH PHUCYHOK. B Komporpamme oTMmeuaroTcsi crearopes,
CHIDKEHHAs. aKTHMBHOCTb TPUIICHHA, KpeaTopes, YTO OOYCIOBJIEHO HEIOCTaTOYHOCTHIO CEKpeluu
(hepMEeHTOB TIOKEITYIOTHON JKETE3bI.

Kpurepun wmykoBucuumoza mno P.A. Di Sant. Agnese: Hamuume XPOHUYECKOTO
OpPOHXO0JIETOYHOT'0 MPOLIECCa; YBETUUEHUE COJIEPKAHUS HJIEKTPOIUTOB B TIOTE; KUILIEUYHBIH CHHIIPOM;
HaJIM4YMe JaHHOTO 3a0oseBaHus B ceMbe. [lJI MOCTaHOBKM JAMArHo3a JOCTaTOYHO HaTU4Yus ABYX

npu3HaKoB [16].



['maBHOW TPUYMHOM  OCJIOKHEHHH MNpPH MYKOBUCHUMIO3E SIBIAETCS XPOHHUYECKOE
WHOUIMPOBaHUE JbIXaTeNbHBIX myTed Pseudomonas aeruginosa, Staphylococcus aureus,
Haemophilus influenzae, 6axkrepusimu npyrux sumos: Burkholderia cepacia complex, Achromobacter
SPP, METHLMJUIMHPE3UCTEHTHBIA 30JI0THCTBIA cTraduiaokokk, Stenotrophomonas maltophilia. B
OCTaJIbHBIX CIydastx IpeobagaeT uHast rpaMoTpHIaTenbHas ¢uopa [17, 18].

[Ipu ycTaHOBICHUH JUAarHO3a «MYKOBHCLHI03)» TOCIE MEPBOT0 T0/1a )KU3HH B KIMHUYECKOM
KapTHHE JOMHUHHMPYIOT OTCTaBaHHE B (PU3MUECKOM pa3BUTHH M MPOrPECcCUsi PECHUPATOPHOTrO
CHHJIIpOMa, MOXET BCTpedaThCsl crearopesi. B Oosee mo3aHeM Bo3pacte MaHUDECTHPYIOT (OPMBI
3a00JIeBaHMUs, BBI3BAHHBIE O0JIee «MATKUME» MyTanusmu [19].

Pentrenorpadudecku onpeaensieMple H3MEHEHHS B JISTKUX HECTIEHU(UIHBI U OTPEACTISIOTCS
XapakTepoM BTOPHUYHOIO BOCHAIUTENBHOrO mpouecca. OnpenensroTcss yCHWICHHE JIETOYHOTO
pucyHKa, ero gedopmanus M TOKHCTBIA  xapaktep. HaOmromatorcss — mpeoOiiagaHue
NEepUOPOHXUANBHBIX ~ TATOJIOTUH, PETHKYJISPHbIC W3MEHEHWs, BOBJCUEHHS B  MpOIECC
NEpUAlMHAPHBIX W NEPUIOOYISAPHBIX COCIMHUTEILHOTKAHHBIX 3JeMEeHTOB. KOopHH jerkmx
pacimmpensl, cTostHAe auadparMbl HU3KOE, OHA MaJOMOJBMKHA, KYMOJ YIUIOMIEH. Takke MOXKET
OTMEYaThCs JISTOYHOE CEeP/ILIC.

OCHOBHBIC TATTEPHBI MPU MYKOBHCIIUI03€ B3POCIBIX: HAJIMYHME BBIPAKCHHBIX, HE MCHEE
200% OT UCXOMHBIX Pa3MEPOB, OPOHXOIKTA30B C YIUIOTHEHHUEM U YTOJIIECHUEM CTEHOK OPOHXOB;
MATTePH «IIEPCTHS» MPH MOMEPEYHOM TOMOTPAPHUECKOM CEYCHHH OpPOHXOB; MATTEPH «IIAPHBIX
MOJIOC» TIPU COOCHOM C OpOHXOM CEYEHHUH TOMOTPapUUECKOro cpes3a; 3aloJIHEHHE PEe3KO
PACIIMPEHHBIX OPOHXOB CIIM3UCTHIME NPOOKAMH; MO3aHyYHasi CTPYKTYypa JierouHoii Tkanu [15, 20].

OOmEenpUHATEIM CYUTAETCS, YTO KOHCEPBATHMBHAS Tepamus OCHOBaHA Ha MPUMEHEHHH
aHTHOAKTEpUANTBHBIX TPETapaToB U MYKOJUTHKOB. [JI TOMMYECKOro MpUMEHEHHST UCTIOBb3YIOTCS
WHTJSIIMOHHBIE JbIXaTeNIbHbIE CHUCTEMBI C KOMIIPECCOpPHOM Mojadei asposond. M3ydanock
MPUMEHEHHE TaKuX MYKOJIUTHUYECKMX TIpernaparoB, Kak JgopHasa ambha u  3—7%-HbIid
THIIEPTOHUYECKHIA pacTBOp XJjopuaa Hatpus [21].

OCHOBYy CcXeM JIe4eHHS XPOHHYECKOTO PHUHOCHHYCHTA COCTABJISIOT TOMHWYECKHE
rimokokoptukoctepouabl (TI'KC). Ilpu npuMeHeHHH 3THX NpenapaToB MOHMKAIOTCS aKTHUBHOCTb
CeKpeLUH JKelle3, CTENEeHb MPOHHUIIAEMOCTH COCYAUCTONW CTEHKH, 303MHO(DUIBHOIO BOCHAJICHMS,
CHHTE3 MEeIMaTOPOB BOCHAICHHUS W PEAKTHBHOCTH PELENTOPHOTO ammapata. Llems Xxupypruaeckoro
JIeUYeHHs] — BOCCTAHOBJICHHUE aJIEKBATHOT'O HOCOBOTO JIBIXaHHS M BEHTHISIIIUM OKOJIOHOCOBBIX Ta3yX,
4T0 HEoOXOoAMMO JuId Jyulied aud@y3un JeKapcTBEHHBIX CPEJCTB M OOecledeHus: aJleKBaTHOIO
JPEHUPOBAHUS.

Bb100p MHPOBBIX MPAKTHKOB — pacHIMpeHHAs (PYHKIIMOHAIBHAS YHIOCKONWYECKas CHHYC-

xupyprusi (FESS) co BCkpbITHEM €CTECTBEHHBIX COYCTHH Ma3yX M MX MPOMBbIBaHHE pPacTBOpaMU



aHTHOAKTepUANTBHBIX TpernapatoB [22]. [InaHupoBaHue OMEPaTHBHOTO JICYCHUSI BO3MOXHO TOJIBKO
npu Hamnmuun KT-uccnenoBanusi oKoMOHOCOBBIX masyx. Ilocie omepamuu ans mpodMIakKTUKA
BO3MOXKHBIX OCJIO)KHEHHI pEKOMEH/I0BaHA KOHCEepBaTUBHAs Tepanusi, Bkitodatommas I KC [21, 23].

MHorue rojpl €IMHCTBCHHBIM JOCTYITHBIM JICYCHHEM ObLIa CHMIITOMATHYECKas Teparvsl.
OCHOBHBIE 32/1a41 CUMIITOMAaTHYECKOH Tepanuu — 00pb0a ¢ JISrOYHBIMHA MH(DEKIIMSIMU B CHHIIPOMOM
ManbabcopOuu. s mpodMIaKTUKKA OCJIOXHEHUH HCIOJB3YIOT (U3UYECKUE YIPaKHEHHUS,
¢usnorepanuio, BUTAMUHO- U JUETOTEPAIIMIO, YTO IMO3BOJISET 3HAYUTENBHO YBEIHUYUTH
MPOIOJDKUTEIBHOCTD U YIYYIINTh KA4eCTBO )KU3HU MalMeHTOB [ 24]. BHyTpUBEHHbIC JICKAPCTBEHHBIC
(OpMBI IPUMEHSFOTCS TIPHU TSHKEIIOM TCUCHHH, B TO BPEMs KaK IPU CPEIHETSDKENIBIX 000CTPEHUSAX CO
CTOPOHBI OPOHXOJIETOYHOM CHCTEMBI HA3HAYAIOTCS TIEPOPANIbHBIC H/MITH WHTAISIIIMOHHbIE IPErapaThl
[25].

Lenb pabotel. O600IIEHNE aKTyadbHBIX JAaHHBIX, OMYOJIMKOBAaHHBIX MO TE€ME KHCTO3HOTO
¢ubpo3a, a TakKe pAaCKPBITHEC BOIPOCOB 3THUOJIOTHM, IAaTOTCHE3a, KIWHUKH W TPUHIUIIOB
JMAarHOCTHKH, TIATOJIOTUIECKON aHATOMHH, OTIMCAHKE TUIEMHUOJIOTHH, OCIIO)KHEHUH, BOSHUKAIOIIINX
BCJIEJICTBHE JAHHOTO MATOJIOTMYECKOT0 IPOIIecca, METOI0B JICUCHHUS.

Matepuaibl W MeTOABbI HCCAeNOBaHHWS. bbbl TNpOBENCH aHaiW3 KIMHUYCCKHX,
aTOMOP(OJIOTHUECKUX U CTATUCTUYCCKHUX JIAHHBIX B OIMYyOJIMKOBaHHOW HAYYHOMU JIUTEpaType.

Pe3yJsibTaThl HCCI€10BAHUA H UX 00CYKIeHHe

B marorenese MyKkoBHCITH103a HaubOoIIbIIee 3HaUeHIE UMEIOT MyTarmu 11 kiacca, cBs3aHHbIE
C HapyIlIEHUEM OTKPBITH XJIOPHOTO KaHala u cHikeHueM cradbunpHoct CFTR B mmazmaTudeckoit
MeMOpaHe, — 3To Aesenus GpeHunananuna, ooHapyxensas y 80% 6omipubix [10, 11].

B acnexTe matoMop}oIoruu MOXKHO BBIJIEIUTH CXOKECTh MUKPOCKOITUYECKUX H3MEHEHHH ¢
OpPOHXOIKTATHYECKON OOJIE3HBIO JIETKHX, TaK KaK OINPEIENAIOTCS JEeCKBAMUPOBAHHBIA SITUTEIHHA C
NpU3HAKAMU  IUIOCKOKJICTOYHOH  MeTamla3uu, Hanuyhue OpoHXO0d9KTazoB U aAuddysHoi
BocHanuTenbHOW UWHOWIbTparuu. OJHAKO TPUCYTCTBYIOT U OTIWYHUTENbHBIE TPU3HAKU:
npeodiaiaHue runepTpOPUPOBAHHBIX CIIM3UCTHIX KIIETOK, TeJIblla MaccoHa B BUIE TPaHy ISITHOHHON
TKaHU, a TaKkke MHOUIBTPALUS MEKAITbBEOISIPHBIX MEPETOPOJIOK IIa3MaTUYECKUMU KIETKaMU U
TUMQOIUTAMHU.

Knunnyeckas kapTuHa MEPBBIX CTaANI HOCUT HecrieupuIeckuil xapakrep, 3-s u 4-s cTaauu
OTJIIMYAIOTCST JIOCTATOYHO OBICTPBIM MPOTPECCHPOBAHHEM II0 CpPaBHEHHIO C 0Oojiee paHHUMH
MPOSIBJICHUSIMU, PAa3BUTHEM OCJIOXHEHWUH W BBIPOKEHHOW JBIXaTEIBHOW HEIOCTAaTOYHOCTH.
Habmtonaercst ¢opmupoBanue paspacranue (uOpo30B € OTrpaHUYEHHEM CKIEPO3UPOBAHHBIX
Y4YacTKOB, TaKXe MOSBISAIOTCS OPOHXOIKTAaTHYECKHE Ouaru, KUCTO3Hble oOpasoBanus. [lna 4-i
CTaauM XapaKTepHa TsDKeJas KapAHOpeCHHpaTOpHas HEAOCTaTOYHOCTh, TMPHUBOIAIIAS K CMEPTH

oonpHOTO [15].



YacToTra XpOHWYECKOTO WH(DHUIIMPOBAHUS JBIXaTEIBHBIX MYTEH pasIuyHON QIIOpOH, o
naHHBIM peructpa, B 2017 r. cocraBuma: S. aureus — 57,1%, P. aeruginosa (xpoHuueckoe
unounuponanue) — 32,4%, P. Aeruginosa — 14,9%, Burkholderia cepacia complex — 6,2%,
Achromobacter spp. — 4,6%, METHIMUIMHPE3UCTEHTHBIA 30JOTHCTBHIA cTapuIoKokKk — 4,0%,
Stenotrophomonas maltophilia — 3,5%. B 14,1% ciyuaeB abIxaTesbHbIC MyTH OOJBHBIX MOPAXKCHBI
Apyroii rpamMoTpuIaTesibHoM ¢iopoit [17, 18].

W3-3a  OrpaHMYEHHOCTH KIWHUYECKHX JAaHHBIX (APMAKOKMHETHUYECKUE TapaMeTphl
MIPOTHO3UPYIOTCSI HA OCHOBAaHUM MH(POpPMAINH, MMOJTYYSHHON y B3POCIbIX MAllMEHTOB, TaK KaK B
HCCIIEIOBAaHMSIX Y4acTBYeT MEHbIlEee YHCIO OOJIbHBIX JIETCKOrO BO3pacTa, a TaKkKe CYLIECTBYIOT
CIIO)KHOCTH C 3a00poM 00pa3ioB KpOBH, OTCYTCTBYIOT JIOCTYIIHBIE JIEKApCTBEHHBbIE (DOPMBI
nepopalibHBIX TpernaparoB [26]. B Hacrosimiee Bpems pa3pabaThIBAlOTCS WHHOBAIIMOHHBIC
MIPOTOKOJIBI M MPOTPAMMBI JJIsI UCCIIEOBAHUM, MpeIHa3HAUYECHHBIC I MeTUaTPUUECKON MPaKTUKH
[27].

3ak/roueHue

[Tocne ananu3a nyOauKanuii OTEYECTBEHHBIX U 3apyO0eKHBIX aBTOPOB MOKHO OTMETUTH, UTO
MYKOBHCIIHJI03 — 3TO YacTO BCTpeYarolleecs HacleJACTBEHHOE 3a00JeBaHNe, KOTOPOE 00YCIOBICHO
TEeHETUYECKOM MyTaluell, coyeTarolelics ¢ MOJIHOPraHHOM HEIOCTaTOYHOCThIO, Haumbosee
BBIDQXKCHHOM CO  CTOPOHBI  JIBIXaT€IbHOM W SHJIOKPUHHOM  CHCTEM, 4YTO TpelyeT
CHEMAIM3UPOBAHHOIO IOJX0Ja K METOoAaM JUAarHOCTHMKM M BbIOOpY Tepanuu. OCHOBHBIE
MATOJIOTUYECKUE U3MEHEHHSI OTMEUAIOTCS B OPOHXOJIETOUHOM CHCTEME MPU HAKOIIICHUU CIIM3UCTBIX
CTYCTKOB, BBI3BIBAIOIIUX OOCTPYKIMIO M BOCHAIMTEIbHBIE W3MEHEHHUS [bIXaTeNbHBIX MyTeH.
[TaTorenHass MukpodQuiopa Jerkux, XapakTepHas JUisi MYKOBHCLH03a, PEIKO BCTpedaeTcsl IMpH

JPYTUX 3a00J€BaHUSX, a PSII MUKPOOPTaHU3MOB MPOSIBIISIOT HETUITMYHBIE JJIsl HUX CBOMCTBA.
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