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AKTyanbHOCTb. [10 JaHHbIM pa3HbiX aBTOPOB, U3Me-
HeHua B renatobuiMapHOW CUCTEME MPWU MYKOBUCLMAO3e
BcTpeyatotes B 20—80% (Colombo C. Liver disease in cystic
fibrosis, 2017). OcnoHeHMa CO CTOPOHbI renaTobuIMapHon
CUCTEMbI CTAHOBSATCHA BTOPOWM (MOC/IE NErOYHbIX OCTOMHEHWUN)
NPUYUHON cmepTu BGonbHbIX MyKoBucuuposom (Efrati O.,
Barak A. Liver cirrhosis in cystic fibrosis, 2003).

Llenb uccnepoBaHus. AHanu3 KIAMHUKO-NabopaTop-
HbIX 0CO6EHHOCTEN U3MEHEHUIN renaTtobuIMapHON CUCTEMBI
B 3aBMCUMOCTM OT JJIUTENbHOCTM 3aboneBaHus y LeTein co
CMeLlaHHoM GopMor MyKOBUCLMAO3A.

MauueHTbl U MmeToabl. C 2020 no 2021 r. B oTaene-
HUK racTpoaHTeponorum PUMUATM obcenenosaHo 40 peten,
Haxo4sLWMXCA Ha NEeYeHUn ¢ AMarHo30oM «MYKOBUCLMAOS».
[na BbISBNEHUS M3MEHEHWW B renatobunMapHoOn cucteme
y4YWUTbIBa/IM aHAMHECTUYECKME AaHHble, KITMHUKO-NnabopaTop-
Hbl€ U MHCTPYMEHTaNbHbIE pe3ynbTaThl.

Pe3ynbratbl. 55% peten, HabniogaeMblx ANa nocta-
HOBKMW AMarHosa, 6b1M Manb4yMkamu u 45% — neBoyKkamu,
a CcpefHWi BO3pacT MOCTAaHOBKU KIMHWYECKOro AuarHosa
cpeav aTux aeten coctasun 2 roga 3 mec. Y 40% rocnutanu-
3UMPOBaHHbIX AeTen 3aboneBaHue Taxenoe, y 60% — cpea-

HeTsKenoe. Y Jeten € TAXeNblM TedyeHuem 3aboneBaHus
CPefHWM CPOK MOSBIEHUSA NEPBbIX CUMMTOMOB COCTaBASET
5 mec. YTT BbigBuAM renatomeranvio — 55%, peaktus-
Hble U3MeHeHUs nedveHn — 15%, anddysHble n3meHeHus
nedeHn — 10%, ytonuweHne napeHxumbl nedyeHn — 15%,
cryuieHue xendu (cnagx) — 10%, cnnenomeranuio — 2,5%,
dun6p0o3 neveHun cnesa — y 1 6onbHoOro. NpumeyarensbHo, 4To
nauueHTy NocTaBuAM AMarHo3 B Bo3pacTte 5 mMec, 1 3abone-
BaHWe 6blno TaxenoiM. entyxa BbigBfieHa y 1 601bHOrO,
10-KpaTHOe NoBbIeHWE GUIMPYOUHA. Y 3TOM NaLMEHTKM
CUMNTOM 3aboneBaHUsa TakKe Obll BbIABAEH NpU poxie-
HUW. JTaBopaTopHble UCCNefoBaHUsA onpefenunun noBbile-
Hue dpepmeHToB AJIT 1 ACT y 15% BCcex feTein u NoBbIWeHne
anbda-amunasbl — y 2,5% 601bHbIX. Y BCeX HabntogaemMbix
feTen 3aboneBaHue 6bIN10 NOATBEPKAEHO NOTOBOM MPOGOW,
WNPT, Tectamu Ha onpefeneHune anactasbl 1 B Kasne.

3aknioueHue. [peactaBieHHble AaHHbIE KIIMHUYECKMX
Ha6l0AeHI NO3BONSAIOT cAenaTb NPEANONOXKEHUE O CBA3M
U3MEHEHUI B renatobunnapHomn cUcTeMe ¢ Te4eHnem 3abo-
NieBaHus Npu MyKoBucLKnLo3€e. PaHHee nosBieHne CUMMTO-
MOB NPUBOAMUT K BblpaXeHHOMY U3MEHEHUIO renatobununap-
HOW CUCTEMBI U TAXKENIOMY TEHEHMIO BONE3HW.
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