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AKTYyaJIbHOCTh. MYKOBHUCIIUI03 (KUCTO3HBIA (PUOPO3) — 3TO ayTOCOMHO-PELECCUBHOE
Haclle/ICTBEHHOEe 3a0oJieBaHKe, XapaKTepU3ylolleecs HapylleHneM (YHKIHMHA BCeX SK30KPHUHHBIX
Kelle3 U, Kak CJEICTBHUE, MOPaKEHHEM >KM3HEHHO BaXXHBIX OPraHOB M CHUCTEM, M3 KOTOPBIX
OTIPENICNIAIONIYI0 POJIb B Pa3BUTHHM pPAaHHEW WHBAIMIU3AIMHM M JICTAIBHOCTH HIPAIOT MOPAKECHUS
OpPraHoOB JbIXaHUS M NMILEBapeHUs. KauecTBO KU3HU JIOAEH ¢ MyKOBHUCLHUA030M ONpEAEseTCs
Ka4yeCTBOM IPOBOJIMMBIX JICUeOHO-TMarHOCTUYeCKUX Meponpustuid. [1o nanusiM Pecrybnukanckoro
LIEHTpa AETCKOW IYJIbMOHOJOIMHM U MyKoBHcHMI03a 3a 2023 rox, B Halled CTpaHe NpOKUBAcT
152 peGeHka ¢ MyKOBHUCITUI030M.

Lesb: mpoananu3upoBaTh 0COOEHHOCTH MyKOBHCLINI032a y neTel B PecryOnuke benapyce B
COBPEMEHHBIX YCIIOBUSIX.

Matepuanbl u MeToabl. PaboTa npencraBiseT cob60il aHanM3 JaHHBIX PecITyOIMKaHCKOTO
perucrpa nereit ¢ MyKoBHCIHI030M. B mccnenoBanue BKiOUeHO 152 pebeHKa ¢ yCTaHOBICHHBIM
JMarHo30M MyKoBuciuo3 Ha 31 nexadps 2023 roga. B pabote Taxke Obu1 Hcnonb3oBaH «Peructp
EBponeiickoro O6mectBa Kucroznoro @udposza 2023 roga» (PEOK®-2023).

PesyabTaTsl H X 00cyxaenue. CpeHMil BO3pacT yCTaHOBJIEHUS JUarHo3a cocrasiser 1,6
JIeT, MeIMaHa YCTaHOBIIEHUS quarno3a cocrasuia 0,3 rona. Hanbomnee pacnpocTpaHeHHON MyTaIlie
rena CFTR B benapycu sBnsercs F508del (annmenbnass wacrota coctasimser 50,6%). Pexe
Bcrpeuatomuecs:  BapuanThl: CFTRdele2,3 — 8,7 %, 2184insA —-7,1%, NI303K-3,2 %,
W1282X - 1,3%, G542X —0,6%. MuxkpoOuonoruueckuii mpopuib pecnupaTOPHOTO TpPaKTa
001pHBIX MyKOBUCITHI030M B PB: Pseudomonas aeruginosa — 33%, Burkholderia cepacia complex
— 4,5%, Haemophilus influenzae — 9%, Staphylococcus aureus — 61% Achromobacter species — 8%.
Ha 2023 B Pecnybnuke bemapycs renorunupoBanue Obuto mpoBeneHo y 100% mnammeHToB ¢
MykoBuciuno3oM. He wunentuduuumpoBaHHbIME ocTanuck 22,1% wMyTanuii, cpeiHee 3Ha4YCHHE
HEBBIABJICHHBIX MyTaluii B Mupe cocraiseT 3%. B Pb cpeanee 3nauenue O®BI1 y nereii ¢ 6 no 17
JET BapbupyeT B mpoMexyTke oT 60 1o 89%, menuana cocrasisiet 80 %. Cpeanee 3HaueHue OPB1
B Mupe ot 89 1o 109 %, meauana — 99%. B Pb 17% neBouek u 21% manpunkoB B Bo3pacte 2—17 et
UMEIOT JePUIUT MacChl Tena (mokaszarens Z-score < -2.0). Jlmama3on nmokasarens Z-score y AeTei B
Bo3pacte ot 2 10 17 net cocrasisiet -1.8 + 0.7. B benapycu y nauuentoB ¢ mykoBucuu1030M B 100%
CIIy4aeB BBIABIIEHA IOJDKEIYA0YHASI HEJOCTATOYHOCTb, TOTJ1a KaK BO BCEM MHpPE 3TO OCJIOKHEHUE
BbIsIBIIsIeTCSL B cpeqHeM B 80% ciryuaeB; nmopakeHue neuenu B Pb nabmomaercs B 33% ciydaes,
cpeaHuil MUpoBo nokasarens — 20%.

BoiBoabl. Ha ocnoBanum nanaeix PEOK®-2023 B PecnyOnuke bemapych nmeer mecto
BBICOKUH ypOBEHb HEBBISBICHHBIX MYTAIMi, YTO YKa3blBaeT Ha HEOOXOIMMOCTH PACIIMPEHUS
na"enu JIHK-uccrnenoBanust ¢ 1enpio BBISIBICHUS OOJBIIETO KOJUYECTBA MYTAllMid, YTO SBISETCS
BaYKHBIM TUAarHOCTHMUYECKHUM I10KA3aTEJIEM, ONPEAEIISIOIINM TaKTUKY JIEUEHUS] B COBPEMEHHOM MUDE.
BrlsiBIeHHBIE COBpEMEHHBIE 0COOEHHOCTH MYKOBHCIIH/1032 HEOOXOAUMO YUUTHIBATH ISl IPUHSATHS
YIpPaBJIEHYECKUX PEIICHUH B OTHOIIECHUH JUATHOCTHKY U JICYCHUS JAHHOTO 3a00JICBaHMUS.
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