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KnuHuueckme ocobeHHOCTU NOpaXeHUsi OPraHoB
ObIXAHMUS Y feTeU C MYKOBUCLMOO30M
B HyBawckou Pecnybnuke

MykoBucumnaos (MB) — ogHO M3 4acTbIX HacneacTBeHHO oby-
CrOBMEHHbIX 3ab0neBaHni, XxapakTepuaytoLleecs nonMopraHHom
ONCHYHKUMEN, B TOM YMCHE PAHHUM U TSHXKEMbIM NOPAXKEHNEM Op-
raHoB gpbixaHusi. MopaxeHne opraHoB AblXaHWs SBMASIETCS OCHOB-
HOM (paKTOpPOM, OMNpeaensitoLmMM NPOrHO3, CMEPTHOCTL, KAYeCTBO
YKU3HU 1 MHBanuau3aumo 6onbHbIX MB.

Llenb nccnenoBanusa: BbisBUTb KNUHUKO-FEHETUYECKUE OCO-
©EHHOCTM nopaxkeHus opraHoB AbixaHus npu MB y neten B Yy-
Bawuckon Pecny6nuke (YP).

Matepuanbl u metoabl: Ob6cnegosaH 31 pebeHok: 16 manb-
yukoB (51,6%), 15 nesovek (48,4%) B Bo3pacTe oT 5 mecsueB
no 18 nert (cpegHui Bo3pact 8,615,6 roga). Bce getn amby-
naTopHo Habniopganuck M nonyyanu cTauMoHapHoe evyeHune
B MynbMOHonornyeckom otaeneHnn BY «PecnybnvkaHckas get-
ckas knuMHudeckasi 6onbHuLa» MuHaapascoupa3sutust Hysatumm.
KomnnekcHoe obcnefoBaHue BknoYano B cebs: noTosyto Npoby,
MOMeKynspHO-reHeTUYeCKoe WCCneaoBaHue, peHTreHorpaguio
OpraHoB rpyAHOW kneTku, GakTepuonornyeckuii aHanma ¢ no-
MOLLbIO CEMEKTUBHbBIX cpef, MccrieqoBaHue yHKLUM BHELLHEro
abixaHus (PBf), KoMNbOTEPHYK TOMOrpadunio opraHoB rpyaHoN
knetkn (KT). MNoToBbIV TeCT ObIN NpoBeAeH BCEM NaumMeHTaMm ABy-
KpaTHO 3Kcrpecc-MeToAMKOM ¢ noMollblo annapata HaHopakTt
(Beckop, CLA). MonekynspHo-reHeTM4eckue uccnenoBaHue
nposeaeHbl 29 getam (93,5%) B nabopatopun JHK gnarHoctmkm
'Y MIHL, PAMH (r. Mockea). Ctatuctuyeckas obpaboTka npo-
Be[ileHa C MOMOLLbIO NakeTa nNpuknagHbix nporpamm SPSS (SPSS
Inc., Chicago, IL).

Pesynbratbl: NepBble CUMNTOMbI MOPaXeHUsi OpraHoB [Abl-
XaHusi y Bcex AeTel Habnojanvicb Ha NEpBOM oAy >KWU3HU
(B cpegHem ¢ 6,0+2,8 mec.). B nebiote nopaxeHnss opraHoB Abl-
XaHusi Habnoganuce cnegytolwme CUMNTOMbI, BbISIBEHHbIE MpU
o6bekTBHOM obcnenoBaHumn: puHUT (93,5%), manonpodyKTue-
HbIn Kawenb (96,8%), 3aTpyaHeHHoe AbixaHue (80,6%), oabiwka
(74,2%), pucTaHuMoHHble xpunbl (74,2%), y4acTue Bcrnomora-
TenbHoW MyckynaTtypsl (80,6%).

Mpn reHeTnyeckom obcrnenoBaHWM BbISIBNEHBI criedyloLmne
reHoTunbl: E92K/E92K, E92K/F508del, F508del/F508del, E92K/
W401X, E92K/N1303K, F508del/unknown 1 unknown/ unknown.
[ons BbIsiBNEHHbIX annenen coctasuna 86,2%. leHeTnyeckoe
obcnepoBaHne nokasano, 4to 53,5% xpomocom 6onbHbix MB
Yysawmn HecyT myTaumo E92K. AnnenbHasa yactota Hanbonee
pacnpocTtpaHeHHon B Poccumn myTtaumm F508del B YP coctasnsiet
29,3%. Mpun atom y 55,0% naumeHToB ¢ reHotunom E92K myTtauus
BblIBI€Ha B rOMO3WUIOTHOM NonoxeHuu, y 35% — B komnayHAHOM
cocTtosHuKM ¢ myTauven F508del n B 10% ¢ Apyrumun mytaumsamu.

Y GonbHbIX paHHEro LUKOMbHOro Bo3pacTa napametpbl ®B[
(PXKEN n OPB,) octaBanucb B npeaenax HopMbl, CHUXEeHne OT-
MeYeHO TOmnbKO Yy MOAPOCTKOB. [MokasaTenu cnpomeTpumn y obene-
AOBaHHbIX AeTel Haxoaunuck B npeaenax Hopmel B 77,8% cnyya-
eB, B 22,2% oTMeYanuch nerkas unm ymepeHHasi 6poHxuansHas
obctpykumsa. CpenHue nokasaten O®B, no rpynne coctasunm
84,51£14,7% ot pgormkHoro, a ®XXEJ1 98,0+20,1% OT JOMmKHOro.

Y obcnegyembix geten Ha KT opraHoOB rpyaHON KNeTKu BblsiB-
NeHbl: yBenuYeHne KopHeln nerkux, pebepHo-gnadparmanbHblie
crnanku, atenekTas, amdusema, cnmsncTble Npobkn B OpoHxax,
OpOHX03KTa3bl, NHEBMOCKNEPO3, NHeBMOodunbpo3, aedopmaumns
OpOHXOB.

Y 6GonbwuHcTBA BOMbHbIX OTMEYanacb  MOHOKYINbTYpa
Staphylococcus aureus nnéo P.aeruginosa, y 7 60nbHbIX (22,6%)
BbiCeMBanacb MUKCT-UH(EKUMSA BbILLEYNOMSIHYTbIX MUKpoopra-
HM3MOB. Y MaLMEeHTOB CTapluell Bo3pacTa 4acToTa BblAeneHusi
rpamoTpuLaTenibHol ropbl OCTOBEPHO Bbille, YeM Yy AeTen
paHHero Bo3pacTa. Hapsigy ¢ 6aktepuansHon drnopon y 9 6onb-
HbIX (29%) oTmevancs BbiceB rpubos poga Candida.

MpoBefeHHbIi HaMW CpaBHUTEMbHbIA aHanM3 nopaxeHus
BGPOHXOMNEro4HoM CUCTEMbI B 3aBUCHMOCTU OT reHOTUNa 3aTPOHYI
KNMUHUYeckne AaHHble, pesynbtatel KT, AaHHble cnvpomeTpun
1 Mukpoburonormyeckoro mccrnenoBaHust. [onyyeHHble pesyrnb-
TaTbl rOBOPSIT 0 6onee rny6GokoM MopaXeHU OpraHoB AblXaHWs
B rpynne komnayHg-rereposurotr E92K ¢ F508del no cpaBHeHuo
¢ romo3urotamm no E92K. HecmoTtps Ha To, 4TO 06a AaHHbIX CO-
YyeTaHUss MyTauuMi OTHOCATCS K «MSATKUM» (peHoTUnam, B CBS3U
C M3BECTHbIM [OOMVHMPOBaHMEM 3dhdpekTa «MsArkom» myTaumu
Hapg «TSHKENOW», MOXHO NPEeAnonoXuTb, YTo Gonee BbipaxeH-
HOoe MopaxkeHue Nerkux y rereposurotr obycrnoBrneHo Hanuyvem
N, COOTBETCTBEHHO, BIUSIHWEM «Tsbkenon» MyTtaumm F508del
B KOMMNAayHA-reTepo3UroTHOM COCTOSIHUM Ha 3(PeKT «Msrkom»
mMyTauum E92K. Takum obpa3om, HalLn JaHHbIE NOKa3bIBaOT, YTO
BGPOHXOMNEro4Hoe NnopaxeHue Npu HanM4uy B reHoTune AByX Msr-
KMX MyTauuii MeHee BbIPaXeHO, HeXernu Mpu COYETaHUN «Tske-
TIOV» N «MSTKOM» MyTauun.

BbiBogbl: OcobeHHOCTbIO reHeTuveckoro npodunsa aeten
©onbHbIX MyKoBUCUMA030M B YyBaluckon Pecnybnuke siBnsietcs
Hanuyve Manoro KonuyecTsa MyTauUM MyKOBWUCLMAO3a CO 3Ha-
ynTenbHbIM NpeobnagaHnem «msarkon» myTtaumm E92K. KnnHuve-
ckas n KT-kapTuHa nopaxeHusi opraHoB AblxaHWUsi onpeaensietcs
y BCeX AeTell C MyKOBUCLIMAO30M, MPUTOM YTO AaHHble Cnupo-
METPUM HMXKE BO3PACTHBIX 3HAYEHUI HOPMbl TOMBKO Y YeTBepTU
GonbHbIX. Hanuune B «MSArkOM» reHOTUMNe «TSHKENo» MyTaumm
F508del onpenensiet 6onee TAxenoe nopaxeHne GpoHxoneroy-
HOWM CMCTeMbl MO CPaBHEHUIO C FOMO3WUTOTaMM MO «MSTKUM» MY-
Taumsm.
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