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MYKOBUCIIAJIO3 ¥ JIETEM B ACIIEKTE ITATOJIOTMYECKOM
AHATOMUU

Apunos Xycan Opug:rxoHoBuu
CrygnenT 4 kypca TalkeHTCKOro rocyJapCTBEHHOr0 MEIUIIMHCKOTO
YHUBEpCUTETA

AHHOTAIIUA:

MyKoBUCLIUI03 — 3TO HACIEJCTBEHHOE 3a00JeBaHHE, KOTOPOE XapaKTepHU3yeTcs
HapylieHueM (GYHKUUNA AK30KPUHHBIX JK€JIe3 M MOPaKEHHEM Pa3IUYHBbIX OPTaHOB,
MPEUMYIIIECTBEHHO JIbIXaTEIbHON U MUIIeBapUTENIbHOM cucTeM. JlaHHOe 3a00eBaHne
oOycnosneno myrtanusimMu reHa CFTR u mepenaercst mo ayToCOMHO-PEIIECCUBHOMY
tumy. [latomopdonornueckue WU3MEHEHUs] MpPU MYKOBUCIHMAO03E Pa3HOOOpa3HbI MU
BKJIIOYAIOT YTOJIIEHHE CIU3UCTBIX CEKPETOB, OOCTPYKIHUIO MPOTOKOB JKEIE3,
XpPOHUYECKOE BOcHajieHue U (puOpo3 TKaHed opraHoB. B craTbe paccMaTpuBaroTCS
0COOEHHOCTH NATOMOP(OJIOTrMYECKUX H3MEHEHUN MpU MYKOBHCIHIO3E Yy JETEH,
KIIMHUKO-MOP(OoJIOTHYECKasi KapTUHA 3a00JIEBAHUS U POJIb NATOJIOTMYECKOM aHATOMHH
B JIMarHOCTHKE ¥ TOHUMAHUM MaToreHe3a 00JIe3HHU.

Kuarw4yeBble cjioBa: MyKOBUCUUI03, JETH, I[AaTOJOTMYECKass aHATOMHMS,
reHeThu4eckoe 3a00JieBaHUE, JbIXaTelbHas CHUCTEMa, IMHUILIEBAPUTEIbHAS CHCTEMA,
CFTR, mopdomnoruyeckre nu3MeHEHUS.

Beenenmue:

MyKoBUCIIUI03 ABJISETCS OJTHAM M3 HauOoJiee pacipoCTpaHEHHBIX HACIEACTBEHHBIX
3a00jIeBaHUN Yy JeTell M TpPEeACTaBIsIET CO0OM MpUMEpP CUCTEMHOTO HapyIICHUS,
KOTOpOE€ 3aTparuBaeT HECKOJIbKO OPraHOB OAHOBpPEMEHHO. Ero maroreHes cBsi3aH C
myTanusimu B reHe CFTR (Cystic Fibrosis Transmembrane Conductance Regulator),
YTO MNPUBOAUT K HAPYIICHUIO TPAHCIOPTa XJIOPUAOB M HATPHUsSl 4epe3 KIIETOUYHBIE
MeMOpaHbl. B pesynbTaTe pa3BHBaeTCs MATOJIOTMYECKOE YIUIOTHEHUE CIIM3U B
MPOTOKaX JK30KPUHHBIX JKEJIE€3, YTO BBI3BIBAET XPOHUUYECKOE BOCIAJICHUE W
MOCJEAYIONIYIO JIeTeHepaluio TkaHen. M3yuenue maToMopgosIorH4ecKux acneKToB
MYKOBHUCIIM/I03a SIBJIICTCS KJIFOYEBBIM JJII TOHUMAHUS KIMHUYECKUX TPOSBICHUI
0OJIe3HNU, MPOTHO3MPOBAHUS TEUCHHs 3a00JeBaHUS U Pa3pabOTKu 3PGHEKTHBHBIX
METOJIOB JICUCHUSI.

OcHOBHasl 4YacCTh:

MyxkoBUCIIUI03 Yy JETEH MPOSBISIETCS KaK MYJIbTUCUCTEMHOE 3a00JIeBaHUE,
nopaXkarolee AbIXaTeIbHYI0 CUCTEMY, OIKEITYA0UHYIO KEJE3Y, I€UeHb, KHIIICYHUK U
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penpoaykTuBHble opranbl. [laromopdonornyeckue uaMeHeHus: (HOpPMUPYIOTCS Ha
pPaHHMX JTalax KU3HU U yCYTYOJISIOTCS 110 Mepe IPOrPECCUPOBaHUs 3a00JIE€BaHUSI.

1./IpixaTesbHasi,cCHCTEMA
OcHoBHbIE MOp(OTOTHUECKHE U3MEHEHNUsT HAOII0Aat0TCs B OpoHXax u IErkux. Cekper
OpOHXHMANBHBIX JKENE3 CTAHOBUTCS BA3KUM U TyCTHIM, YTO MPHUBOIUT K OOCTPYKIUU
MEJIKUX M KPYMHBIX OpOHXOB. B pe3ynbTare pa3BUBaeTCs XpPOHUYECKOE BOCHAICHUE,
runepTpodus CIU3UCTON 000J0YKH U (HOPMUPOBAHHE OPOHXOIKTA30B. B TKaHU JETKUX
oTMeudaeTrcs UHPWIbTpalus JTuM@OIUTaMU W HEUTpOoPMIaMH, C MOCIEIYIOIUM
pazBuTHeM (puOpo3a U arereKkTa3oB. MUKPOCKONUYECKH HAOIIOJAIOTCS CIU3UCTHIC
npoOKH B OpOHXMOJIaX, YTOdIIeHne 0a3anbHOU MEMOpaHbl U yBEIMUYECHHUE KOJIMYECTBA
MYKOLIUTOB.

2.11omxey109HAN JKeTIe3a
[TomxenynoyHas >kene3a SBISETCA OJHUM M3 Haubosee YSI3BUMBIX OPraHOB IpH
MYKOBHCLHJI03€. 3arycTeBUIasi NaHKpeaTHyecKas CEeKpelrsi MPUBOJUT K 0OCTPYyKLIUU
IPOTOKOB, aTpo(UU alMHAPHBIX KJIETOK U 3aMEUIEHUIO0 UX COCIMHUTEIbHON TKaHBIO.
B pesynbpraTre pa3BHBaeTCs NAaHKpEAaTUYECKass HEAOCTATOYHOCTh C HapyIICHHEM
BBIPAaOOTKH MHUIIEBAPUTENBHBIX (PEPMEHTOB. MaKpOCKOIIUYECKH OPraH MOKET OBbITh
YMEHBUIEH B pa3Mepe, IIOTHBIM Ha OLIyNb M C BUAUMBIMH ydacTKaMu (uOposa.
MUKpOCKOIIMYECKH OTMEUYAETCsl aTpo(us allMHAPHBIX KJIETOK, JTUCTPOPUS OCTPOBKOB
Jlanrepranca u BocnajiuTeIbHast HHOUIbTpAIHUS.

3.JInmeBapurTeabHas,CHCTEMA,H,ICYCHb
VY nerelt ¢ MyKOBUCLIHI030M HEPEJKO HAOIIOIA0TCA U3MEHEHUS B KEITYHBIX TPOTOKAX
u niedeHu. CKOIUJIEHHE BSI3KOM JKeTYM MPUBOAUT K OOCTPYKIIMHU MPOTOKOB U PA3BUTHUIO
omnmapHoro guodpoza. MUKPOCKOIIMYECKH MEYEHB MOKA3bIBAET MOPTAIBHBINA (HUOPO3,
BOCTIAJIUTENIbHBIE MHOUIBTPATHl M PACHIMPEHHUE KETUYHBIX MPOTOKOB. B KuIlleuHuKe
OTMEYaETCs YIUIOTHEHUE CIU3UCTON 000JI0UKH, XPOHUYECKOE BOCTIAJIEHUE U PA3BUTHE
MaJibabCcopOIu.

4.PenpoayKTUBHAas1,CHCTEMA
MyKoOBUCUHI03 BIMSAET HA PAa3BUTUE CEMSBBIHOCAIIMX MPOTOKOB y MAaJbYUMKOB U
MPOXOAUMOCTh (hasionueBsix TpyO y AeBouek. [latomopdonornueckn HadmoaeTcs
oOnuTepanus Ui aTpodusi COOTBETCTBYIOIIHUX MPOTOKOB, YTO MPUBOIUT K OECILIOAIO
y B3pPOCJIBIX MALIMEHTOB.

5.CepaeuHo-cocyaucras,cucremMa
XOTS MOpaKEHHE CepAla U COCYJOB MEHEE BBIPAXKEHO, MPHU JJIUTEIBHOM TEYEHHH
00s1e3HN OTMeYaeTcs TrunepTpodusi MpaBoro Keiyaouyka U JIErouHas THIepTeH3Us,
BBI3BaHHBIC XPOHUYECKON THUIIOKCUEHN M OOCTPYKIIMEH JIETOYHBIX COCYIOB.
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6. KiimHuko-Mmop@os1oruyeckne,0c00eHHOCTH
Kinuuanueckue MIPOSIBIICHUS MYKOBHCIIH]1032 TECHO CBSI3aHbI C
naTOMOP(OJIOTHIECKUMH M3MEHEHUSIMH. XPOHUYECKUN Kalllellb, PEeLHIUBUPYIOIINE
uHbekuun  JNETKUX, CcTeatopess W 3aMEJIEHHBIM  POCT  OOYCJIOBIEHBI
MOP(}OIOrMYeCKUMU U3MEHEHHUSIMH B TIOpaXEHHBIX opranax. [latomopdomoruueckoe
UCCJIEIOBAHNE TIO3BOJISIET BBISIBUTH CTENEHb MOPAKEHUS OPraHoB, cTaauio Gpubdposa u
BBIPAKEHHOCTh BOCIIAJINTENIBHBIX MTPOIIECCOB.

7.PoJ1b,IaTOJIOrM4Y€CKO,AHATOMHIM,B,IHATHOCTHKE
[Taromopdonornyeckue  UCCIACAOBAHMS  SIBISIOTCS  BOKHBIM ~ KOMIIOHEHTOM
JMAarHOCTUKU MYKOBHCIIN]103a, 0COOCHHO B CJIOKHBIX KIIMHUYECKUX ciiydasix. buoncuu
TKAaHEH, ayTOIICUU U TMCTOJIOTMYECKUE METOABI MO3BOJIIIOT ONPEIEIUTh XapaKkTep U
CTEIEHb MMOPAXKEHUSI OPTaHOB, OLEHUTh dPPEKTUBHOCTh TEPANTUU U IPOTHO3UPOBATH
TeueHue 3abosneBaHuss. COBpeMEHHBIE METOJIbI BKIOYAIOT UMMYHOTUCTOXUMUIO IS
BbIsiBNIeHUs MyTanuii CFTR 1 konnuecTBeHHbIN aHAIN3 CIM3UCTHIX TPOOOK.

3akiouyeHnue:
MyxkoBucuuI03 y JeTed MpelcTaBisieT CcOOO0M  CIOXKHOE MYJIbTUCUCTEMHOE
3a0oeBaHue, MaTOMOP(OJOTUYECKHE HW3MEHEHUS TMpU  KOTOPOM  SIBISIOTCA
KJIFOUEBBIMU 711 TOHUMAaHUSI KIMHUYECKOM KapTUHBI M MPOTHO3MPOBAHUSA TEUEHUS
0one3Hu. OCHOBHbIE MOP(OJIOTHYECKUE U3MEHEHUSI HAOJIIOJAIOTCA B JAbIXATEIbHOU
CUCTEME, IIODKEIIYAOYHOM JKeje3e, MEYEHH MW KUIICYHHKE. XapaKTEepHBIMU
NpU3HAKaMU SBIISIOTCS YTOJIIIEHUE CIIMU3UCTBIX CEKPETOB, OOCTPYKLHMSI HPOTOKOB,
XPOHHYECKOE BocmayieHue u pubdbpos opranos. [TatoMmopdoaornueckue uccie10BaHus
MO3BOJISIOT BBISIBUTh CTETIEHb TOPAXKEHUSI OPTraHOB, OLICHUTh 3PPEKTUBHOCTH TEpPAIUU
U CHOCOOCTBYIOT pa3paboTKe MEpPCOHANIM3UPOBAHHBIX MOJIXOJ0B K JICUEHHIO.
[Tonnmanue MOp(POIOrHIECKUX 0COOEHHOCTEN MYKOBHCIIN/03a UTPAET BAXKHYIO POJIb
JUTSl paHHEW TMarHOCTUKH U YIY4YLIEHUS! KaueCTBA KU3HU MMALIUEHTOB.
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