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AKTyaJIbHOCTb. MYKOBUCHUI03 IO HACTOSIIETO BPEMEHHU  OCTAETCS
BOKHEUIIEH  MEIMKO-COIIMAIbHOM  MpoOJeMOi, YTO  OOYCIIOBIICHO MaJoi
IPOJIOKUTENBHOCTRIO  JKM3HM TAUMEHTOB, PpAaHHEM UX WHBAIWIW3ALUUCH = U
JIOPOTOCTOSIIIIMM JieueHrueM. MYKOBUCIIUA03 — HauOoJiee yacras Hacjie/ICTBEHHAs
MOJMOpPTraHHAasl MATOJIOTHS, XapaKTEPU3YIOMIAsCs BBIPAXKEHHOM TEHETHYECKOMN
TeTePOreHHOCThIO U KIMHUYECKUM MOJUMOPPUZMOM. ITO ayTOCOMHO-PEHECCUBHOE
MOHOT'€HHOE 3a0oJieBaHHE, OOYCJIOBJICHO MYyTalMel TreHa.. TPaHCMEMOpPaHHOTO
perynstopa MB (MBTP). Xapakrepuzyercss HapylIeHUEM CEKPEUUN 3K30KPUHHBIX
KeJe3 JKU3HECHHO Ba)XXHBIX OPTaHOB, C MOPAXKECHUEM MNPEXKIAE BCEFO IbIXAaTEIBHOIO U
KETYJIOYHO-KUILIEYHOTO TPAKTOB, TSKEIBIM TEUYCHHEM U HEOJaronpusiTHBIM
nporHo3oMm [l]. Yacrora renma pocratrouyHo Bbkicoka — »1:1500 wacenenust [1].
BepositHOCTh poskaeHUsT OOJbHOTO peOCHKA IMO. €BPOMECHCKUM JaHHBIM COCTABIISET
1:2000-1:2500 >kHBOpPOKIEHHBIX.

MyxkoBUCLIUI03 — pe3ynbTar Jnedexra CHHTe3a OeliKa, BBIMOJHSIOMIETO POJb
XJIOPUIHOTO  KaHalla,  YYacTBYIOIIEFO™. B BOJHO-AJICKTPOJIUTHOM  OOMEHE
SIUTEINANIBHBIX KIIETOK JbIXaTEJbHBIX MYTEH, MKEIyIOYHO-KHUIIEYHOrO0 TpPAKTa,
MOJKEITYJOYHOM  JK€JIe3bl, I[I€YE€HH, PEHpPOAYKTUBHOM CHUCTEMBI. B cBsA3M C
HECITOCOOHOCTBIO JTe(PEKTHOTO Helka aJeKBATHO BBIMIONHIATH PaOOTy XJIOPHIHOTO
KaHaja BHYTPU KJIETKM HaKalUIMBAIOTCS HOHBI XJiopa. B mpocBeTe BBIBOJIHBIX
MPOTOKOB M3MEHSIETCA SJICKTPUUCCKUN TMOTEHUHUAI, B KJIETKY YCTPEMJISIETCS HOH
HaTpus. llocmegHuil BBIMOJHSET pPOJb HAcoca, YTO OOYCIABIMBAET YCUJIEHHOE
BCAChIBaHUE BOJIbI M3 OKOJIOKIETOYHOrO MPOCTPAHCTBA. B WTOre Crymaercs cexper
OOJIBIIIMHCTBA KEJI€3: BHEUTHEW CEKpEeINH, 3aTPYHSICTCS €ro dBaKyallus, B OpraHax
BO3HUKAIOT BTOPUYHBLIE H3MEHEHHMs, HauOojee Cephe3Hble — B OPOHXOJIETOYHOMN
cucrteme. B_cTeHKaX OpOHXHAIBHOTO JIEpEeBa Pa3BUBACTCS XPOHUYECKOE BOCIAJICHHUE
Pa3IMYHOM  BBIPAKEHHOCTH, Pa3pyLIACTCd COCAUHUTEIIBHO-TKAHHBIA  Kapkac,
bopMupyIOTEst OpOHXMOJIO- M OPOHXOAKTA3HI [2].

B yeaoBusaxX MOCTOSTHHOM OOCTPYKITUHU BSI3KOM MOKPOTOW M TIPOTPECCUPYIOIIEH
AECTPYKIIMH JIETOYHON MapeHXUMBbI OPOHXO0IKTA3bl CTAHOBSTCS PACIPOCTPAaHEHHBIMH,
HapacTaeT TUIIOKCHS, Pa3BUBAETCS JIETOUHAs TUIEPTEH3USI U «JIETOYHOE CEepIue».
Bbponxonerounsie n3aMeHeHUs MPe00IaaloT B KIMHUYECKON KapTUHE W OMPENCISIOT
nporuo3 y 95% manuentoB. B 8—20% romo3uroTtHsix cirydaeB MB manudectupyer ¢
POXKJICHUST MEKOHUAJIBHBIM HJIEYCOM C BO3MOXKHBIM MCXOJIOM B MEKOHUAJbHBIN
MIEPUTOHUT.

Heabr — wu3yuuTh OCOOCHHOCTHM TEYEHHMs] MYKOBUCIHUIO3a Yy JETEH,
npoxuBaromux B ['pogHeHckoit o6nacTu.

Metoasbl ucciaenoBanus. [log HamuM HaOMIOACHUEM HaXOAWIOCh 13 nereit B
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Bo3pacte oT 3 n0 17 net. JleBouek — 5, MmasibuukoB — 8. B Hacrosiee BpeMs BO3pacT
nereit: 3—6 et — 5 nereit, 7-11 ner — 5 nereit, 12—14 ner — 1 pebenok, 15-17 get — 2
neteil. Jlnarno3 MyKOBHUCIIHMJI03 TIOCTABJICH MPEHATAIIBHO C MOMOIIbI0 AMHHUOLIEHTE3a
u JIHK-guarnoctuku y 1 pebenka, B Bo3pacte a0 1 roga —y 7 nereit, B 1-3 roga — y
4 nerey, MO3MHSSA MOCTAaHOBKA juarHo3a — B 14 jmer — y 1 pebenka. Bcem nersim
NpoBOIWIN (PU3MKAIbHOE OO0CJeI0BaHME, MCCIEIOBAaIU KOMPOrpaMMy, MPOBOAMIA
notoBbii TecT U [JHK-nuarnoctuxy.

Pe3yabTarhl M X 00cy:xkaeHHe. Bce manyeHTsl UMEIOT CMENIaHHYI0 (popMy
MyKoBUCIIHI03a. [lepBbIMM mposiBleHusMu 3a0osieBaHus y 4 jgeted  Obur
MekoHuanbHbIN uneyc (30,8% nanuenToB), y 8 nereid — HEeyCTOMYMBEBIN CTYJI, TI0Xast
nmpuOaBka B Macce Tella, 4YacThle OpOHXWTHI W THEBMOHWH, y | pebeHka —
MTOCTOSIHHBIN KallleJib Ha MPOTSXKEHUU HECKOJIbKUX JIET.

KnuHnueckne mnposiBaeHUs: OpOHXO3KTa3bl BbiABICHBI y 10 mered,
XPOHUYECKUN TTAaHKPEATUT — Yy 7, XpOHUUECKH renatut — y 6, pubpo3 neuenu — y 4
JeTei, nuppo3 neueHu — y 1 pebeHka, BapUKO3HOE pacUIupeHue BeH MUILEBOJA U
KapJuajdbHOTO OTnena keiyaka— y 1 peOeHka, BbIMaJAEHUC HPSIMOM KUIIKA — Yy 2
JeTe, pUHOCUHYCUT — Yy 3 MaIMeHTOB, *XeTuekaMeHHas 0oJie3Hb— y 1 pebOeHka,
racTpon3odareanbHbii peditokc— y 4 netei, AepUIUT MacChl Tejia UMEIOT 6 aeTei
(46,1%).

[Ipu reHeTHyecKoM oOCeI0BaHUN Y 6 J1eTeil Oblimu BhIsBICHBI MyTanuu AF508
B rene CFTR, y 1 peb6enka — AF508/AF509, y. 6 meteit — AF508 B rene CFTR u
CFTR del2,3, 1.e. y OonbiunHCTBa AeTeil BbIsiBJeHb MyTanuu rena MBTP 11 knacca,
JAIOIIKE TsKeble PEHOTUTUYECKUE TTPOSIBJICHHUS.

[To pesynpTaTam OakTepuaibHBIX. MOCEBOB BBIABICHBI Staph. aureus — 9
nauuMeHToB, Pseudomonas aeruginosa - 6. mauuentroB, Burkholderia cepacia — 1
pebenok, Candida albicans u.famata.12 nereii. Bce aetn rocnutanu3upyrorcs B
JOKSB r.I'poano 2 pa3a B roj MIaHOBO JIsi 0OCIEIOBaHUS U KOPPEKIUH JICUCHUSsI, a
Takke TpH OOOCTPEHHM | XPOHHUYECKOTO BOCIHAJIUTEIHHOTO OpPOHXOJIETOYHOTO
rpo1iecca.

et mony4aroT < JIEUCHHE B COOTBETCTBUU € KIIMHMYECKUM MPOTOKOJIOM
JTUAarHOCTUKH, JICUCHHUS M peaOWIUTAlldd TAIlMeHTOB C KHUCTO3HBIM (PuOpo3om
(myxoBuciugesom) [4]. IlomyuyaroT noctossHHO KpeoH B go3e oT 2600 mo 10000
En./xr mo <numasze, KypcamMu aHTUOAKTEpUATILHYIO TEpAalMi0 C YYEeTOM BBICEBA
MUKPODIAOPHI (amMuKaIuH. KJIApUTPOMHUIIMH, T€HTaMMUIIVH, MEpOTIEHEM,
nunpodaokcanuy, uedenum, 1edTazuauM, KOJIUCTHH), YPCOAE30KCHUXOJIUBYIO
KUCJIOTY, XupopacBopumbie BuTamMunbl A, NI, E, K, uaransiuu ¢ aneTuaucTenHoM
n 4% NaCl, maccax TpyAHOW KJIETKM U TOCTYPAJIbHBIA JpPEHaX, AbIXaTeJIbHYIO
TUMHACTHKY.

BbIBOADBI:

1.V nereit I'pomHeHCKON 001acTH MYKOBHCIMIO3 BBISIBJIEH C YacTOTOM
1:15385 nereit, uto sBisiercss HepoctaTouHbIM (110 PB 1:8000).

2. Jlumb y 38,5% pereil MyKOBHUCIIMAO3 BBISIBJICH B aHTCHATAJIHLHOM WIIH
paHHEM HEOHAaTaIbHOM Tiepuoje, y 53,8% B Bo3pacte 70 3 JieT, 4TO OOBICHSETCS
OTCYTCTBUEM B benapycu HEOHATaIbHOIO CKPUHUHTA.

3. Bce eme BcTpedaroTcs Ciiydad MO3THETO BBISBICHUS MYKOBHCIIH03a, YTO
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TOBOPUT O HEIOCTAaTOYHOM HACTOPOKEHHOCTU IMEIHATPOB B OTHOIIEHHH 3TOTO
IMarHo3a.

4.V Bcex MallMEHTOB BBISIBIICHA CMelIaHHas (hopMa MYKOBUCIU03a TSHKEIION
CTEINEHU C BBIPAXKEHHBIM KJIMHUYECKUM MOJIUMOP(HU3MOM.

5.V Bcex nerei BbIsIBIEHBI MyTanuu, oTHocsmuecs kK I u 11 xmaccy. AF508
(100%), CFTR del2,3 (46,1%), mnpu KOTOpPHIX pPa3BUBAIOTCS  TSKEIIbIC
(heHOTUITMYECKUE TTPOSBICHHUS] MYKOBUCIIMI03A.

6. HeoOxoguMo ©OoJiee TIIATEILHO OOCICAOBATH MAIMEHTOB, HWMEIOIIHE
CTOMKWN Kameidb, 3alepKKy (HU3UYECKOTO Pa3BUTHS, IS CBOCBPEMEHHOM
JUAarHOCTUKU MYKOBUCIIM03a U TPOBEACHUS PEaOUIUTALIUH.
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TAKTUKA BPAYEN-CTOMATOJIOTOB PECIIYBJIMKU BEJIAPYCh ITPU
JIEYEHHUU I'/TYBOKOI'O KAPHUECA

Boaodkesuu /. JI., Bymeusaoeckuii A. B, MadamsH A. B.

YO «Besopyeckulti eocydapcmeeHHbIl MeOUYUHCKULL yHU8epcumem»

AKTYaNnbHOCTH. Kapuec nentuHa riryookuit (qanee — rimyOOKuid Kapuec) — 3TO
MaTOJIOTHYECKUI TIpoIecC, MpU KOTOPOM TMOPAKECHUE JIOKATU3YeTCS OJIM3KO K
MOJIOCTH 3y0a W KOTOPHIA MPU OTCYTCTBHM TEPANUH WA HETPABUILHOM JICUCHHUH
HPHUBOIAT K TTYJIBITUTY.

[Ipu  rmyOokom  kapuece  Hambojee  1eecOOOpa3HbIM  SIBISICTCS
KOHCEPBATUBHBIA TMOJXOJ, MPEAYCMATPUBAIOIINN COXpaHEHUE >KU3HECTIOCOOHOCTH
mynblbl.  KOHCEpPBATUBHBIN TMOIXOJ MOXKET PEAM30BBIBATHCS OMOJOTHYSCKUM
METOJOM, METOJAaMH HEMPSMOTO W TIPSIMOTO TIIOKPHITHS TYJbIBI W YaCTUYHOU
mynbroroMuu. [Ipn KOHCEPBATUBHOM JICYCHUH TITyOOKOTO Kapueca Bpad MPUHUMACT
MHOKECTBO PEIICHUH, KaKI0€ M3 KOTOPHIX BIMSICT Ha PE3yNbTAT JIeUCHUs (BHIOOD
HaKOHEUHHWKA, OXJIaXKIeHUs1, O0pa, MEIMKAMEHTOB I aHTUCENTHIECKOH 00paboTKH,
MaTepuaia JIeueOHOH MW HM30JUPYIOUIEH MPOKIAIKH, CPOK KOHTPOJISI BUTAIBHOCTH)
[1-6]. Tlo mamubiM Yepnsimesoit T.B. (2015), cpemu cromarosoroB r. MuHCKa
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