nepcucTeHuu U nporpeccupoBanuio BITU - mHDeknuu. Bmecte ¢ TeM, BO3MOXKHOCTh CBSI3U
BITY - uH(pekIuu 1 THIepnpoIaKTHHIMUK HYKJIACTCS B TabHEHIIIEM U3yUCHHH.
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I'ACTPOSHTEPOJIOI'HYECKHUE ITPOABJIIEHUA MYKOBUCIIUIO3A
Y JETEM B BO3PACTE CTAPIIE OJJHOT'O I'OJIA

.. 1 2
Ceménosa O.B.", I'opauna H.B".
YO «BurteOckuii rocy1apCTBEHHbINH MEAUIIMHCKUIA YHUBEPCUTET I
V3 «Burebckuit 001acTHOM NETCKUN KITUHUYECKHM LIEHTP»

MyxkoBucuuno3 Bcrpeuaercs y 1 u3z 2000-3000 HOBOpPOXKAEHHBIX, 3TO AyTOCOMHO—
pelyiccuBHOe 3aboieBaHMe C MyTauumed reHa B 7 Xpomocome B mno3zuuumu  q31.2
(xuctopuOpo3Hblii TpaHCcMeMOpaHHbIN perynsaTop GFTR), 4To mpuBOAUT K CHMKEHUIO CHHTE3a
6enka GFTR u u3MeHeHMsIM MeMOpaHHBIX XJIOPHBIX KaHAOB. Bs3Kuii cexper 3akynopHBaeT
MPOTOKU DK30KPUHHBIX JKEJIe3 C UuX pacllUpeHHeM | 00pa30BaHHEM KHCT, KOTOpbIE
uHQUIMpYOTCsS. B BocmaneHuu BeAyllyl0 poOJjb UTPAOT HEUTpO(MibI, MpoTea3bl KOTOPHIX
pa3pymaroT O0eTKH BHEKJICTOYHOTO MaTPHUKCa C MOCIIECAYIOMUM pa3BuTHeM (pudpo3a u ckieposa
B Pa3IMYHBIX OpraHax. /leneHue Ha JErOYHYIO U KHMIIEUHYIO (OpMy BeChbMa YCIOBHO, TaK Kak
MIPH JIETOYHOU (pOpMe CHMKEHA aKTUBHOCTH 3K30KpUHHBIX kene3 JXKKT, a mpu kumedHoi Gpopme
B pa3JIMYHbIE CPOKHU PAa3BUBAETCSI THEBMOCKIJIEPO3, XOTSI BO3MOKHBI U U30JIMPOBAaHHBIE BAPUAHTHI
MYKOBHCIIM/I03a C XOJIECTATHYECKUM TMOpakKeHUueM MedeHU. OT JIETOYHBIX OCJIOXKHEHUU
norubaet 10 90% OONBHBIX MYKOBUCIIHIO30M [ 1, 2, 3, 4].

["actposHTeponornueckue MposiBJIeHHUs 3a00JIeBaHUA  CBS3aHBl C  HapyIICHUEM
OK30KpUHHOW (YHKIUU TOKETYJOUYHOW Kele3bl, CIM3UCTOW OOOJIOYKHM KHIIECYHHKA U
X0JIECTAa30M C HApYyIICHUEM NIEPEBApPUBAHUS U BCACBIBAHMS BCEX HYTPUEHTOB. B HOpMe TpHUIICHH,
XUMOTPHUIICHH M 3JIacTa3a pacIlEIUIAIoT OelKd 10 2—3 aMHUHOKUCIOTHBIX OCTaTKOB, THUAPOJIU3
KOTOPBIX OCYIIECTBIISIIOT KapOokcumentuaassl A u B g0 ammHOKuCnoT. Jlamee mpoucxomut
MeMOpaHHOE MHILEBApEHUE C yYaCTHEM KHILIEYHBIX MENTHIa3 U TPAHCIIOPT aMUHOKHCIIOT Yepes
SHTEPOLUTHI.  OMYJBIMPOBAHHBIE  JKEMTYHBIMM  KHCJIOTaMHM  JKHPBl  PaCHICTUISIOTCS
MTaHKPEATUYECKOU JIUIIA30H.

[TocneacTBust HapyLIEHUM 3THX MPOLECCOB HecnemupUuHbl. MYyKOBUCIHIO03 BBISBICH
HaMU B OTAEJIEHUM TracTpo3HTepojoruu MU sHpokpuHoioruu BOJKILL y nmereit ¢ 3amepikkoi
(bu3NYecKOro pa3BUTHUS, 3alOpaMM, METEOPU3MOM, YBEJIMYEHHEM pPa3MEpoOB >KUBOTa. JleTu
MOCTyNau ¢ kamobaMu Ha OO B KUBOTE HEOMPENCICHHOW JOKAIM3AINH, WU B 00NacTH
IyIIKa, CHW)KEHHE AamlIeTUTa, TOIIHOTY, PBOTY, BBINAJECHHE NpAMOW KUIIKH. [Ipn BHemHeMm
ocMoOTpe OblIa XapakTepHa o0miasi cmabocTh, ONETHOCTh C CEPOBATHIM OTTEHKOM, TEHH O]
rJIa3aMH, YBEIWYCHHBIM XUBOT. MIHOTMAa CyTOYHBIM 00BEeM CTyJjia ObUT YBEIMYEH C YaCTOTOU
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nedexanuii 2—5 pa3 B CyTKHM, B KOIpOrpaMMe€ XapakTepHa creaTopess M Kpeartopes. llpu
MasibabCcopOLMM CHUKEHO BcachlBaHME >xupopacTBopuMblx BuTamuHOB [I, K, A u E, uto
CIOCOOCTBYET OCTEOICHHH, MPOTPECCHPOBAHUIO TATOJIOTUU JIETKUX W KOXH, HApYIICHHSIM
3pEeHMUS.

DXOCKOMMYECKNE W3MEHEHHsI B IOJDKEIYJOYHON jKele3e HEpeaKO IMO3AHUN TpU3HAK.
Xeneza yBenmuueHa, C THUIEPIXOTCHHBIMH UM AaHIXOT€HHBIMU BKJIIOYEHUSMH (YyYacTKH
JUIOMATo3a, KUCTHI pazMepoM 4—11 MM — aHEeBpM3MaTHUECKHE PACIIMPEHHUS BUPCYHTOBa
IOpPOTOKA), YTO Jy4yllle BBIABISETCA IO pe3ylbTaTaM KOMIbIOTepHOH Tomorpadun. Ilpu
HXOCKOITMHU B TPOCBETE JKEITIHOTO ITy3BIPSI MOXKET OBITh BBISBJICH CIA/K WM JKEIYHBIE KaMHH,
MeJsikoouaroBasi Auddy3Has HEOAHOPOAHOCTh MAPEHXUMBI MeYeHH (’KMpOBas HHMIbTpaLus). A
TaK)Ke BBIPAKEHHAS «TSHKHCTOCTBY TICUEHOYHOTO pHCYHKa (Pubpo3), pacmmpeHue CTBOJIA
BOPOTHOM BEHBI M KPYIHOOYAroBas HEOJHOPOJIHOCTh C AOIUIEpOrpapMuecKuMH IMpHU3HAKAMU
MOPTAbHOM ~ THIEPTEH3WW  (MYJIBTWIOOYNSAPHBIH  OWIMAapHBIA  IUPPO3), KOTOPBIA HE
COIPOBOXKJAETCA KIMHUYECKUMHM CHMOTOMaMH M HM3MEHEHUSIMM JaOOpaTOPHBIX JaHHBIX, HO
MOET MPUBOJUTH K MEUEHOYHOU HETOCTATOYHOCTH [5].

Haubosnee npocThIM U HaJIEKHBIM METOAOM HOATBEPKICHHS TUarHo3a siBJIeTCs IOTOBast
npo0a, OAHAKO y HEKOTOPHIX NAaIMEHTOB OHA OTpHUIATEIbHAs, HEOOXOIUMa OIEHKa TTOBTOPHO
yepe3 aBa roaa. IlaTOrHOMOHMYHBIM MOPQOJOTHUECKUM MPU3HAKOM OOJE€3HH SBISETCA
KHCTO3HBIH (puOpo3 momKenyqouHoi xkene3bl. J(uddepeHmanbHbii TarHo3 MpoOBOAAT ¢
HenuMakuel, aucaxapujazHod HexocTtarouHocTeio. AHanu3 JIHK mno3Bonser mnoarBepauThb
JIMarHO3: €r0 YCTAaHaBJIMBAIOT HA OCHOBAHWU OOHApY>XKEHHS NBYX MyTaHTHbIX ayuieneir DF508
(rOMO3UTOTHI) ¥ POBOSAT MPH COMHUTEIBHBIX pe3yibTaTax MOTOBOM MpoOkl. /i TMarHocTUKU
BHEUTHECEKPETOPHOI HEAOCTATOYHOCTHU MOKETYJOUHOM JKeie3bl ONPEEIAIOT 3J1acTa3y B Kaje,
[0  KOHIEHTpAalMM  KOTOpOM  moabupaercst  Jno3a  sH3UMoTepanuu.  HMccaenyror
TPAHCAMHUTEIHATBHYIO Pa3HOCTh TOTEHIIMAJIOB CIM3UCTONW HOCOBBIX X0A0B (transepithelial nasal
potential difference — NPD) nns quarnoctuku MykoBuciuao3a. OqHako ABa MOCIEAHUX METO/Aa
B PecnyOnuke benapych HeJOCTYIIHBI.

Bcem nmanuenTaM HazHa4aroT AUETY C MOBBIMIEHHBIM KOJIMYECTBOM O€JIKa U HOPMaJIbHBIM
KOJIMYECTBOM JIETKO YCBAaMBAaeMbIX JKUPOB M YrieBoaoB. Cremyer Bo3Memiath JIeQUIMT
’KMPOPACTBOPUMBIX BUTaMUHOB. [IpoBoauTcs 3amectutenbHas sH3uMoTepanus. s paHHEro
KOHTaKTa MaHKpeaTuHa ¢ SMHUTEINEM JIBEHAIIATHUIIEPCTHON KUIIKH PEKOMEH]IyEeTCs COBMECTHOE
IpUMEHEHHEe (EPMEHTOB ¢ HHTMOUTOpaMH IIPOTOHHOMN MoMIbl. Jl03MpOBaTh NPOTEOIUTUIECKHE
(depMeHTHI cleyeT OCTOPOXKHO, TaK Kak Y>K€ B IEpBble MECSIBl SH3UMOTEpANUU BEIUKa
BEPOSITHOCTh ATPOr€HHOro (PUOPO3MPYIOIIEro KOJIMTA, IMAaTOreHe3 KOTOPOro CBS3BIBAIOT C
OPSAMBIM TOBPEKACHUEM CIIM3UCTONW KHIIKU BBICOKMMH J03aMHU MAHKPEATHUYECKUX MpOoTeas U
BbICOKUMH THUTpaMH IgG K CBUHOMY TpuUICHHY. BO3MOXHBI ajuieprudeckue peaxiui,
pa3pakeHus! KOKU B MEPUAaHAIBHOM 00JIaCTH U U3MEHEHHsI CITU3UCTOMN NojocTH pra. [Tokazare-
neM 3(G(EeKTUBHOCTH 3aMECTUTENIBHON Tepaluu SIBISETCS YIyYIIEHUE COCTOSHMS MalUeHTa U
OTCYTCTBUE HEUTPAIBHOTO JKUPA B KaJe.

Takum 00pa3oMm, TacTPOIHTEPOJIOTMYECKHUE MPOSBICHUS MYKOBHUCLHI03a — BaXKHBIE
CHUMIITOMBI CMeIIaHHON (popMbl Gosie3HH, KOoTopas BcTpedaeTcst Hanbosee yacto (70% ciaydaes)
U MOTYT OBITh pAaHHUMH MapKepamH O0JIE3HU NPH JIATEHTHOM ()OPMHPOBAHUYU ITHEBMOCKJIEPO3a.
["acTposHTEpOIIOTHYECKHE TPOSBICHUS MYKOBHCLUA032 HECHEUU(UYHBI, YTO ONpeAesseT
HE00XOMMOCTh NPOBEJCHHS OTOBOM MPOOBI Y OOJIBIIOro YUCia MAalMEHTOB MIPU PELUANBAX U
IPOTPECCUPYIOIIEM TEUEHHH IaCTPOIHTEPOIOTMYECKIX 3a00IeBaHui.
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I'OPMOHAJIBHBIN ®OH KAK ®AKTOP IIEPCUCTEHIIUU BITY-UHOEKIINU
Y XKXKEHIIUH ®EPTHJIBHOI'O BO3PACTA

Cemenos /1. M., Ozpusko U.H., IIpycakosa O.H., /leuxano H.C., /ledyns M.H.
YO «ButeOckuii rocy1apcTBEeHHbIH MEIUIIMHCKUIA YHUBEPCUTET»

BBenenne. BITU — accouuupoBaHHble 3a00NIeBaHUsI T€HUTAIUNA OCTAIOTCS OJHOW M3
BOKHEUIINX MPOOJIEeM COBPEMEHHON MEAUIIMHBI. BBICOKast pacripocTpaHeHHOCTh, pa3HoOOpa3ue
KIIMHUYECKUX TMPOSIBICHUHA W OHKOTCHHBIM TMOTEHIUAN OIpenesseT BBICOKYIO COIUAIBHYIO
3HAYUMOCTh ManmuuioMaBupycHoi wHpekmuu [1]. PaznooOpaswe BapHaHTOB KIMHHYECKOTO
TE€YCHHs] BUPYCHOM WH(EKIUU MpeArnoiaraeT Haludue TPUITepHBIX (akxTopoB, OmpeneneHue
($akToOpoB, CIOCOOCTBYIONIMX TEPCUCTECHIIMN BUPYCHOW WHQEKIMHA TO3BOJIAT TIOBBICUTH
saddexktuBHOCTS JeueHus: BITY-accounnpoBanHbix 3a0oneBanuii [2, 3, 4].

Ieab paboThl BBHISIBICHHE TOPMOHAIBHBIX (PAaKTOPOB, BIMSAIOIIMX HA MEPCUCTEHIIUIO
MaNWIIOMaBUPYCHON MH(PEKIINU CPeIU KeHITH (PepTUIHHOTO BO3pacTa.

Martepuan u MeToAbl HccaeA0BaHMA. B 0oCHOBY paOOThl IMOJNOXKEHBI PE3YJIbTATHI
oOcnenoBanus 687 >keHIUH (HEPTUIHLHOTO BO3pacTa HA HAIMYUE BUPYCOB MANMIJIOMBI YeTTOBEKa
(BITY) paznnunsix Tunos. Onpenenenne BITY nponsBoamiiocs METOJOM MOJIMMEPA3HOM LIETTHON
peakuuu. s oonapyxenus [JHK BITY ucnons3oBammck Tect-cuctemsl: - AmmmCenc BITY 6,
11, 16, 18, 31, 33, 35, 35H, 39, 45, 52, 58, 59, 67 (HII® «JAHK-texnomorun» r. Mockaa).
Bo3spacr xenmun coctaBmsut 23 - 35 ner. O0cienoBaHHbIE MAIIMEHTKH ObUIM pa3feiieHbl Ha 2
rpynmnsl: rpynna HaOmonenust (I'H) - 341 sxenmmua, y xoTopeix Obuta BbisiBieHa BIIY -
uHpexnusa u rpynmna kKoHTpois (I'K) - 346 xeHmuH, y KOTOpbIX HE ObLIO BhIIBICHO BITY -
uHpekuu. C 1enplo0 OLEHKH TOPMOHAIBHOrO ()OHA, >KEHIIMHAM KOHTPOJBHOW M OCHOBHOU
rpynn MpOBOJWIOCH MCCIEAOBAHUE YPOBHS MOJOBBIX FOPMOHOB B CHIBOPOTKE KpoBu B | m Il
dazy wmeHcTpyanmpHOoro mukia. Cratuctuueckas o00pabOTKa HaHHBIX OCYIIECTBICHA C
MPUMEHEHUEM TPHUKIAJHOTO TPOrpaMMHOTO MakeTa «Statistica 8.0», amanTUpOBaHHOTO JIs
MEIUKO-OMOJIOTHUECKUX uccienoBaHnii. Ha ocHOBaHMM KIMHMYECKOTO OOCIIEOBaHUS, TECTOB
(GYHKIIMOHATBPHOW JTUAarHOCTUKU, TAaHHBIX MHCTPYMEHTAIbHBIX M J1a00paTOPHBIX HCCIEAOBAaHUMN
BBISIBIICHBl  PA3JIMYHbIE T'MHEKOJIOTWYECKHE 3a00JeBaHMsA, CBSI3aHHBIE C H3MEHEHHUSIMH
ropmoHaigbHOro (ouna. Ilpu »TOM, HapylieHue MeEHCTpyaldbHOH (YHKUIUU B JAECTOPOIHOM
Bo3pacte (HM®) (mepcucrenius (oinkyiaa, HEIOCTaTOYHOCTh JIOTEMHOBOW (ha3bl) OBLIO
BBISIBJICHO C OJJUHAKOBOM 4acTOTOM B ABYX rpymnmnax u Habmonanock y 29 (8,5+1,51%) xeHmun
rpynmsl HaOmoneHust u'y 31 (8,96+1,54%) xenuwnsl rpynnsl KoHTposis (p>0,05). Taxke He
ObUIO BBISBIIEHO CTAaTUCTHUECKU 3HAYMMBIX PA3INYUil B YAaCTOTE BBISBICHUS TMIIEPAaHAPOTEHUH,
KoTopasi Obita BeisiBIIeHA y 17 (4,99+1,18%) xenmun ['H u y 21 (6,07+1,29%) xenmmnsl ['K
(p>0,05).

B cTpykType THMHEKOIOTMYECKHX 3a00NeBaHM, CBS3aHHBIX C HapylICHUEM
ropMoHajbHOro (oHa, cpeau ManUeHTOK, uHbuuupoBaHHeix BIIY, cratuctuyecku 3HaYMMO
Yallle BbIABIIAIACH THIEPIPOJIAKTUHEMUS (IIepcucTUpyromas uin TpanzutopHas) (p<0,05). Tak,
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