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MyKOBHUCIHI03 - ayTOCOMHO-PEIIECCUBHOE HACIEICTBeHHOE 3aboneBanue. B PecmyOnuke
benapyce ero uwacrora cocraBiser 1 ciywait Ha 8000 HOBOpOXxneHHBIX. IIpu MykoBucuuao3e
BBISIBJIIETCSI MyTallusl B TeHe TpaHcMeMOpanHoro peryistopa (CFTR), koTopslil koaupyer 0emok,
BBITOJIHSAIOUINNA (DYHKIIMIO XJIOPUAHOTO U OMKapOOHATHOTO KaHala, PeryJimpysi TeM CaMbIM COCTaB
KHUIKOCTH M 3JIEKTPOJIUTOB B cekpeTax. CaxapHblii auaber sBISETCS OAHUM U3 OCJIOXKHEHHUH Y
MAIMEHTOB C MyKOBHCLUI030M. DTOT THII [1a0eTa UMEET CXOKUE YEPTHI C CaxapHbIM JUa0eTOM THIA
1 u 2, HO oTIMYaeTcs MaTOr€HE30M, YTO IO3BOJIIET BBIAEIUTH €r0 B OTACIBHYIO KIMHHUYECKYIO
enunuiy. C BO3pacToM pacHpOCTPaHEHHOCTh CaxapHOro auadera y OOJBHBIX MYKOBHCIIMI030M
BO3pacTaert, focturas 20% y nogpoctkos, 30-50% y B3pocibix u out A0 80% cpeau nanueHToB
crapuie 40 ner. [locnenHue nccnenoBaHus MOKA3bIBAIOT, YTO YACTOTA COIYTCTBYIOIIETO CaXapHOIO
nuabeta yBenuuuBaeTes Ha 10 % kaxoe gecaTuiieTiue, KpoMe TOro, CMEpTHOCTD Y JIUI] C CaXapHbIM
IMa0ETOM OCTAETCS BBIIIE, YEM Y JIUIl C MyKOBHCLUI030M 0€3 aHAJIOTHYHBIX OCJIOKHEHHH.

Tunu4aHO# 0COOEHHOCTHIO CaxapHOro AUadeTa MpU MyKOBHUCIIUI03€ SBJISIETCS TIOBBIIICHHBII
YPOBEHB IJTIOKO3BI B TIa3Me KPOBH IOCIIE TpUeMa UM, @ He HATOIAK, U HECTIOCOOHOCTH a/IeKBaTHO
€ro CHM3HUTh. Y TAIMEHTOB ¢ MYKOBHMCLHMIO30M HauyayibHas (aza CEKpeludu WHCYIHMHA, KOTOpas
3aBUCHUT OT JIENOJISIPU3ALINY, 33JI€PKUBAETCS, YTO IMPUBOANUT K MOCTIPAHIUAIBHON MMIEPIIIMKEMUN
U B MOCJIEACTBUU K HapyIICHUIO TOJIEPAHTHOCTH K TJIIOKO3€. DTHOJOTHIO CaxapHOro AuadeTa mpu
MYKOBHCITM/IO3€ CBSI3BIBAIOT C HApPYMICHUSIMHM SHIOKPUHHOW UM HK30KPUHHOW (QYHKIHSIMH
nomkenyaodHon kenessl. [lpu nedexre rena CFTR u3mensiercss nemonsipusarusi MeMOpaH Oera-
KJIETOK W  Hapyllaercs IpallMUpOBaHUE TpaHyJl HHCYJWMHA, MCKaXas COOTHOLIEHHE
CEKPETUPOBAHHOTO TPOMHCYIMHA W uHCynauHa. Ilpm »sToM wuHr6mpoanme rena CFTR
THIIEPIIONIAPU3YET ajb(a-KIETKH, yBEITUUUBAs COJIEpKaHHUE TIIOKAaroHa, KOTOPBIN 10 MapaKpUuHHOMY
MEXaHU3MY PEryJIMPYET CEKPELHIO UHCYJIUHA. J[pyroi BaKHbIN ACIEKT SHIOKPUHHOMN PETYIISALIUN —
MHKPETUHOBAs OChb, BKIIOYaromas ropMons! GIP (riroko303aBucuMbli MHCYTMHOTPOIIHBIN MENTH)
u GLP-1 (rmoxaronononoOubrii mentua 1). OHU SBISIOTCS KUIICYHBIMU TOPMOHAMH, KOTOPHIE
BBICBOOOXKJIAIOTCSI B KPOBOTOK IOCIIE MTPUEMa MUIIH, OCOOCHHO OOraToil yrieBojaMu, CTUMYJIUPYS
BBICBOOOK/ICHHSI MHCYJIMHA B KPOBOTOK, U MHTMOUPYs BEIPAOOTKY IJIIOKaroHa ¥ coMaToctaTuHa. B
MOJDKETYJOYHOH Jkenese nmanueHToB ¢ myTtanuei rena CFTR yposau 6enka GLP-1 cymectBeHHo He
OTJIMYAIOTCS, TOI/la KaK YPOBHHM PELIENITOPOB K HUM CHMKEHBI 110 CPAaBHEHHIO C IOJKEITYAOYHOU
Kene3oi MalreHToB 0e3 MyKOBHCIHI03a M aAuadera. Pe3ynbTaThl aHanm3a TPaHCKPHUIITOMA
CBUIETENLCTBYIOT O cHMkeHne GLP-1R Ha ypoBHe TpaHCHILMM, NPOLIECCHHra WIM JaXKe
JeTpaialiiu.

Heo0xo1uMo 0TMETUTE POJIh B MATOTEHE3E CaXapHOro quadera nmpu MyKoBUCIHI03¢e Gprdpo3a
U KMPOBOI MH(DHUIBTPAIIMKM B TKaHM IMOJKETyN0YHOHU kene3bl. [Ipu aToM octpoBku Jlanrepranca
ocTaroTcsi (PYHKIMOHATIBHBIMH, HO TIOCTETICHHO M30JHPYIOTCS M3-32 pa3BUTHs (UOPO3HBIX IMOJIOC,
YTO MPUBOJIUT K CHIDKEHUIO KPOBOCHAOKEHUSL.

[Ipu caxapHom nuabere, CBSI3aHHOM C MYKOBHUCIH030M, OBLTM OTMEUEHBI MOBBHIIICHHBIC
KOHIIEHTpauuu BocnanuTenbHbix MapkepoB (IL1-B, IL6, TNF-o, IFN-y). Omun u3 Takux
Meauaropos, IL1-f, mpuuacren k anmonrto3y 6era-kinerok npu CJI1 u C/12. CocTtosiHue BoCHaNICHUS
NPUBOJANUT K TOBPEXKICHUIO TODKEITYAOYHON Kelne3bl, MMMYHHOH WHQWIBTpAUN OPYTUX
KOMIIOHEHTOB OCTPOBKOB JlaHrepranca u pe3suCTeHTHOCTH K UHCYJINHY.

Jlnabet, cBS3aHHBIA C MYKOBHUCIIHIIO30M, OTATOINAET COCTOSHUE ManueHTa. [lanbHelee
M3yYeHHUE IMaToreHe3a MO3BOJUT YIYYIIUTh AMArHOCTUKY U JIeUYeHHE 3a00JIeBaHUS U YBEIUYHTH
IIPOJOJKUTEIBHOCTD )KU3HU MALlUEHTOB.
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