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IOHIOKPHUHHBIE MPOSIBJIEHUSI MYKOBHCIH103a

B xypuane Nature Reviews Endocrinology omyOnukoBaH o0030p MO SHIOKPUHHBIMH
MIPOSIBIICHUSIM/ O CJIOKHEHUSIM MYyKOBHUCITHI034.

MyKOBHCIIHIO3 — 3TO MYJIBTHUCHCTEMHOE 3a00JieBaHWE, BBI3BAaHHOE NHUCQYHKIMEH Oeka
CFTR. benok CFTR mpencrasnser coOoi TpaHcMeMOpaHHbBI — OeloK, KOTOPBIH
TPAHCIIOPTHPYET XJIOpUJA, OuMKapOOHAaT W Jpyrue HOHBI Yepe3 anHuKalbHble MeMOpaHBI
ANUTENNATbHBIX KJIETOK U PEryjlupyeT aKTUBHOCTb APYTUX MOHHBIX KaHaloB. JucyHKuus
CFTR npuBOIUT K CEKpELMH T'yCTOM, BA3KOM CIIM3U B MOPAXKEHHBIX TKAHSAX, YTO B MEPBYIO
odyepenb MPHUBOAUT XPOHHUUECKUM PECHUpPATOPHBIM 3a0oneBaHusM, HapyuieHusM KKT,
caxapHoMy Jua0eTy.

PaccmoTpuM, Kakue BCTpEYArOTCS SHIOKPUHHBIC MPOOJIEMBI Y MAIMEHTOB U KaKUe y HUX
MIPUYUHBL.

1. Caxapunbiii quadet (C/)



Pacnpocrpanennocts CJ] yBenmmuuBaercsa ¢ Bo3pactom: <10% no 10 ner, 9.7% B 10-19 ner,
24.1% B 20-29 net, >32.7% y nanuentoB crapuie 30 net, 10 80% y mauuentos crapiie 40
7eT).

CI mpu  MYKOBUCUUAO3E  XapaKTepU3yeTCs  MPOTPECCUpPYIOUIe  MHCYJIMHOBOMU
HEIOCTAaTOYHOCTBIO BCIEICTBUE TUCPYHKIUH B-KIETOK, a HE UX ayTOUMMYHHOH 1€CTPYKLUH.
B natorenese urparot pois:

1. HapymeHre MUKPOOKPYKEHHSI OCTPOBKOB.: (prOPO3 M JTUIMOMATO3 SK30KPUHHOW YaCTH
MOJKENTYyIOUHOM JKene3bl (BCiencTBUE OOCTPYKLIMH IPOTOKOB BS3KUM CEKPETOM)
IIPUBOZAT K «COIYTCTBYIOIEMY ITOBPEXKIEHUIO» OCTPOBKOB JIaHrepraHnca;

2. CHWXXEHHE cekpeluuu u/mim 3(Qexra moKaroH-moo0Horo nentuaa-1, 9ro yxyamaer
MOCTHPAaHANAIBHYIO CTUMYJISLIMIO HHCYIMHA U TIOJAaBJIEHUE TIIIOKaroHa;

3. HMHCYIMHOPE3UCTEHTHOCTh: UMEET BTOPUYHBIA XapaKTep U YCHJIMBAETCS IPU OCTPBIX
MHQEKIUAX, IPUMEHEHUH INIIOKOKOPTUKOUIOB, XPOHUYECKOM BOCIIAJICHUH.

B ocHoBe Tepanuu - HHCYJIMHOTEpAIHs

2. HapymieHust pocta ¥ 0JIOBOT0 CO3peBaHus

HcTtopuuecku 370 ObUIO YHHUBEPCAIbHBIM OCJIOKHEHHEM MYKOBHUCIIM03a, HO B HACTOsIIEe
BpEMS B CBSI3U C YIIyUIIEHUEM TEPAIIMK BCTPEYAETCS PEXKE.

B ocHoBe 3aaepkKKu pocTa CleqyIoINe IPUYNHBI:

1. oSHepreTMdyeckHii W HYTPUTHBHBIM JeQHUIMT BCIEACTBUE MaimbabcopOuuu U
MOBBILIEHHBIX JHEPro3arpar M3-3a XPOHUYECKOH NbIXaTeIbHOM HEIO0CTaTOYHOCTHU U
UH(DEKIni;

2. XpOHHMYECKHU MOBBILIEHHBIH YPOBEHb MPOBOCHANIUTENbHBIX IUTOKMHOB (TNF-a, IL-10,
IL-6) HanpsiMmyt0 HHTUOUPYET POCT;

3. y mHorux nanueHToB ypoBeHb CTI' B HOpME WM TMOBBIIIEH, HO CHU)XKEH YpOBEHb
HN®DP-1 u ero cesazpiBaromiero oenka (MDOPCH-3), 9To yka3piBaeT Ha pe3UCTEHTHOCTD K
CTI' Ha ypoBHE peLenTopos;

4. mnpsmoe BiausHue mytauun CFTR: Dxcnpeccust CFTR oOnapyskeHa B ocTeobnacrax,
XOHJAPOLMTAX M IUIalleHTapHOW TKaHU. Ha Mozjensx >KMBOTHBIX ITOKa3aHO, YTO
muchynkmmst CFTR  wmoker HanpsiMmyro Hapymiath pPOCT KOCTeHM B JUIMHY |
BHYTPUYTPOOHOE pa3BUTHE;

5. JIMTENbHBIE KypChl CUCTEMHBIX NIIOKOKOPTUKOMIOB moaasisitoT cekpeuuto CTIN u
IPSIMO UHTHOUPYIOT aKTUBHOCTb XOHPOLIUTOB.

B ocHoBe 3aepxku mybeprara Jiexar:



® (yHKIMOHAIbHBIN TUIIOTOHAAU3M (HapyweHue paboTHhI
THITOTATIAMO-TUTIO()U3apHO-TOHATHON OcH) Ha (OHE XPOHUYECKOTO dHEeproneduuTa
Y HU3KOM Macchl Tena (CHUKEHHE YPOBHS JIENTHHA - KIIIOYEBOIO CUIHAJIa JUIsl Hadana
myOeprarta);

® BOCHAJIUTEIbHbIE  IUTOKUHBI  IOJABISIOT  CEKPELMI0O  TOHAJoauOepuHa B
TUIIOTAJIaMYCe;

e Oenok CFTR oskcmpeccupyercs B HEHWpOHaxX THUIOTANaMyca, CEKPETUPYIOMIUX
TOHAI0TPONUH-PUIU3UHT TOPMOH.

B ocHoBe jedyeHMs 3aJ€p)KKM pPOCTa: YIy4llleHHE HYTPUTHBHOIO cTaTyca M KOHTPOJIb
BOCIIAJICHHSI, BO3MOYKHO IPUMEHEHHE ITPENApaTOB TOPMOHA POCTa.

3. IIaTororust KOCTHOM TKAHU

Octeonopo3 nuarHoctupyercs y 8.1% B3pocinbix >18 net u 40% nauuenton >60 net. Puck
nepenoMoB (0COOEHHO pedep U MO3BOHKOB) y HOAPOCTKOB U MOJIO/BIX B3POCIIBIX MOBBIIIEH B
9.2 pa3za.

B ocHOBe naroreHne3a HU3KOM MUHEPAIbHON IIJIOTHOCTH:

1. npsmoe Bnusinue nuchynkuun CFTR Ha xoctHble kinetku: CFTR akcnpeccupyercs B
ocreolJiacTax, OCTEOKIACTax U OCTEOLUTAX;

2. BropuuHble (akTophl Mo THUMy AeduuuTa BUTaMMHA D M KanbLus, XpOHUYECKOE
CHCTEMHOE€ BOCIAJICHUE, TMIIOTOHAJAN3M, HU3Kas (U3UUecKas aKTUBHOCTH, JICUCHHE
[TFOKOKOPTUKOUIAMU, CaXapHbIil 1nader.

JUis IMAarHOCTHKHU MCIOJb3YIOT PEHTI€HOBCKYIO JEHCHUTOMETPHIO. Y JeTedl M MOJOABIX
B3pPOCIBIX HHTEPHNPETUpYIOT Mo Z-score (< -2.0). BaxxHO y4MTHIBaTH UM KOPPEKTHUPOBATh
nokaszarenu Ha HH3KUH pocT. Takke HEoOX0OUM MOHUTOPHHT 3a ypoBHeM 25(OH)D,
kaneius, [1TT, TecTocTepona (y My>K4rH), MapKepOB KOCTHOTO 0OOMEHa.

Jleuenne - HazHaueHue OucdochoHATOB MO TOKA3aHHMSIM B 3aBHCHMOCTH OT BO3pacTa U

KJIIMHUYECKOM KapTHUHBI.

4. Haagnoye4yHMKOBasi HEIOCTATOYHOCTh

He sBnseTcss nepBUYHBIM HEMOCPEACTBEHHBIM OCJIOKHEHHEM MYKOBHCLHUI03a, & BO3HUKACT
Ha (OHE STPOreHHOM CyNpeccHuM TUMOTalaMO-THIIO(PHU3apHO-HAAIIOYEYHUKOBOH OCH TNpHU
JICYCHUN TIIOKOKOPTHKOMJIAMH, OCOOEHHO IOCJE TPAHCIUIAHTAIMU JIETKUX.MOCBSICHHBIMH
Tepanuu u OyayLIUM UCCIIEI0BAaHUSM.

5. PenpoayKTHBHOE 310pPOBbE U MEHOIIAy3a



VYV manueHToB CTapuICro BO3pacTa BO3pacTacT pUCK I'MIIOTOHA3UMA Y MYKYUH U Oonee PaHHAA

MCHOIIay3a y KCHIIWH IO CPABHCHUIO C O6H.I€I>i HOHYHHHHeﬁ.

[TonpoGHee ¢ 0030poM MOXKHO 03HAKOMUTHCS Ha caifTe *KypHasa.
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