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AxkTtyanbHocTh. B PecnyOnuke benapych wactora mykoBucuuaosa octasisger 1 Ha 8000
HOBOPOXKJIEHHBbIX nerel. [Ipn mykoBucnnaose npoucxonut Myrtanus reHa CFTR, xogupyromero
MYKOBHUCLHJO3HBIA TpaHCMeMOpaHHbIil peryisitop npoBoaumoctu (Cystic Fibrosis Transmembrane
Conductance Regulator). HacroTa BeKHBaeMOCTH feTel cocTaBisieT 33%.

Henab: u3y4nTh 0COOEHHOCTH KIMHUYECKON KapTHHBI MyKOBHUCLIM03a Y AeTel ["omenbckoit
obnacru.

Marepnaubl 1 Metoabl. Hamu Obun npoBeneH aHamu3 39 MeAMIMHCKUX KapT HalMEHTOB,
HAXOJIMBIIUXCS Ha CTAalMOHAPHOM JIEYEHUU B JIETCKOM IyJIbMOHOJIOTUYECKOM OTAEJIeHUH Y3
«I"OKb» 3a nmepuon 2016-2019 rr. ¢ nmarHo3oM MYKOBHUCIH103. AHAJIU3UPYEMYIO TPYNIy COCTa-
Buin 23 (59,0%) manpuuka u 16 (41%) neBouex c neroyHoi/cMenaHHoi GopMoil MyKOBHUCLIHI03A.
22 (56,4%) pebenka — ropojckue xxutenu,l7 (43,6%) nereit — xxurtenu paitoHoB ['omenbckoi oba-
CTH.

PesyabTarsl 1 ux o0cys:kaenue. Mcxons U3 Moay4eHHBIX JAHHBIX MaKCHUMAaJbHBIA BO3pAcT
JeTel Ipy MOCTAHOBKE TUArHO3a MYKOBUCIHIO3 — § JI€T, MUHUMAJIbHBIA — TIEPBBIA MECSI] KU3HU.

[TpakTHuecku Bce AETH ¢ MYKOBHUCIIHA030M BeAYT HOpMasbHbIH 0o0pa3 sku3nu: 30 (76,9%)
Jereil mocewmarot mkomny, 8 (20,5%) — nerckuil can, U3 aHaIM3UpyeMoi rpymnmnsl Toubko 1 (2,6%)
pebeHok o0yvancs Ha nomy. Exxerogasie o0ocTpenns MyKoBUCITIA03a HaOmonamchk y 14 (35,9%)
YEJIOBEK, HECKOIBKO pa3 B rox — y 11 (28,2%) nereii, peakue obocTpenus (pa3 B HECKOJIBKO JIET)
ormevaroT 14 (35,9%) nereid.

ITo HammMm naHHBIM, y 18 (46,2%) nereil ¢ MyKOBUCLMA030M OTMEUAIach JbIXaTeIbHAasl He-
JOCTATOYHOCTh pa3Hoii creneHu, y 21 (53,8%) pebeHka MyKOBHCIIHI03 IPOTEKAT 0€3 ABIXaTeIbHOM
HEAO0CTaTOYHOCTU. AyckynbTaTuBHO y 28 (71,8%) nereil oTmeuanoch »ECTKO€ AbIXaHue, y 5
(12,8%) neteit — Be3UKyIsIpHOE, OCNa0JIeHHOE Abixanue Ob10 y 6 (15,4%) nereit. V 26 (66,7%) ne-
Tell — pa3HoKauOepHbIe/cyxue paccessHHbIie Xpunibl, y 13 (33,3%) geTeit Xpumbl HEe MPOCTYIINBa-
mich. OJBIIIKa SKCITUPATOPHOTO XapakTepa Habmoaanace y 18 (46,2%) uenoBek, y 21 (53,8%) pe-
OEHKa YUCIIO IbIXaHUH COOTBETCTBOBAJIO BO3PACTY.

[TonoxkuTenbHbIN pe3yabTaT IOCEBA MOKPOTHI NoydeH B 48,7% ciyuaes (y 19 nanueHToB):
Pseudomonas aeruginosa — y 3 (15,8%) nereii, Staphylococcus aureus —y 9 (47,4%), Candida albi-
cans — y 3 mauuenToB. Y 3 (15,8%) mereit Staphylococcus aureus couerancs ¢ Candida albicans, y 1
(5,2%) pebeHka mosyueH MOJOKHUTENBHBIN pe3ynpTaT Ha Pseudomonas aeruginosa u Candida albi-
cans.

20 (51,3%) mersM ObLIO caenaHa peHTreHorpagus opraHoB IpynHoil kiuetku, 19 (48,7%)
JeTsIM — KoMIIbloTepHas Tomorpadus. I1pu pentrenorpaguu opraHoB IrpyIHOM KJIETKU BU3YyaJN3H-
pyertcs aedopmarus JierouHoro pucynka y 3 pereit (15%), Oponxoskrassl y 6 nereit (30%), yrou-
nieHue cTeHok OponxoB u Gubpo3 10 gereit (50%). [Ipu kommproTepHOI TOMOrpaduu HAOIIOJAI0T-
Csl IIUIIMHAPUYECKUE U MEIIoT4YaThie OpoHX09KTa3bl y 4 mereit (21%), HepaBHOMEpHas THEBMATH3a-
s JerouHoi Tkanu y 6 nereit (31,5%), nuddysHoe yroiniieHne CTEHOK OpPOHXOB U JIMHEHHBIE
bubpozubie TOKN y 9 neteit (47,5%).

BoiBoabl. V3MeHeHUST B JIETKUX y OOJIBIIMHCTBA JETEH ¢ MYKOBHUCIHJIO30M XapaKTepU3y-
I0TCSl Pa3sHOKAJIMOEPHBIMU/CyXUMH XpunaMmu. [Toutu monoBuHa AeTell UMeeT JbIXaTelbHYI HEeIo-
CTaTOYHOCTh Pa3HOW CTEMEHU BbIpakeHHOCTH. Staphylococcus aureus — Hanboee yacTo BbIceBae-
MbIil BO30yauTenb. Ha peHTreHorpamMmme opraHoB I'pyJHOW KIJIETKH B MOJIOBUHE CIy4aeB OIpese-
JSITCSl YTONIIEHHE CTEHOK OpoHxoB M (uOpo3. Ha kommbroTepHOil ToMorpamme — auddysHoe
YTOJIIEHUE CTEHOK OPOHXOB U JIMHEIHbIe (PUOPO3HBIE TAKH.
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