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AKTYyaAbHOCTb. MCTOpUYECKM HACAEACTBEHHOE 3aboneBa-
HUE C NOpaXeHUeM 3K30KPUHHbIX Xene3 MykoBucLMa03 (MB)
€nocobCcTBOBANO 3aAepXKe pocTa U AedUUMTY Macchl TeAa.
HyTputBHaA noaAEpXKa HECKOABKO YAYULLIMAG MOKa3aTeAun
dusnyeckoro paseutus. TapretHaa Tepanus, HanpaBAeHHas
Ha KOPPEKTMPOBKY MyTaHTHOro 6eAka, TpaHcMeM6paHHOro
peryaatopa mykoBucumpaosa (CFTR), aABUAACb PEBOAOLMOHHBIM
AOCTWXEHWEM B AeveHun MB. OpaHako B AuTepaType noutu
He BCTpeyaeTcsi AaHHbIX BAUSIHUSI TapreTHOM Tepanuun Ha Gusu-
yeckoe pas3BuTHe peTen ¢ MB.

Lienb ucchnepoBaHUA. U3yunTb BAMSIHUE TapreTHOM Tepa-
NM1KU Ha POCT U MHAEKC Macchl Tena (MMT) aeten ¢ MB.

MaumeHTbl U MeToAbl. B peTpOCneKTMBHOM ABYLEHTPOBOM
MCCAEAOBaHMU K3y4eHO du3nyeckoe pa3Butue 46 uyenoBek
(21 manbumk 1 25 peBouek) B Bo3pacTe oT 3 A0 17 AeT (CpeaHuit
Bo3pacT — 11,33 + 4,61) ¢ reHeTMYeCKn NOATBEPXKAEHHBIM AWa-
rHO30M «MYKOBMCLIMAO3», HAOAOAGBLUMXCS B KAMHUKaX B NEPUOA
¢ 2009 no 2024 r. Kputepmn BKAKOUEHUS: BO3pacT A0 18 aer,
BbIIBA€HHaA MyTauus reHa CFTR npu reHoTMNMpOBaHUK, Aeve-
HWEe B COOTBETCTBMU C KAMHWUYECKMMW pekomMeHpaumamu (KP).
MoAyuyeHHas Bbibopka bbina pa3peneHa Ha 2 NOArpynnbl: B OAHOM
M3 HWX NaUMEHTbI HAXOAMAMCH Ha TapreTHow Tepanuu (n = 25),
B APYron — Het (n = 21); obe rpynnbl AETEN NMOAYYaAU HYTPUTMB-
HYIO MOAAEPXKY M Tepanuto cornacHo KP. HopmanbHOCTb pac-
npeaeAeHus NOArpynn oueHnBanack no tecty Lanupo - Yuaka.
ANt OLEHKM P-YPOBHSI 3HAYMMOCTM MCMOAB30BAACA t-KpUTEPHIA
CTblOAEHTA AAA HE3ABWUCUMBbIX BbIOOPOK.

Pe3syabTathl. B noarpynne nauMeHTOB, HaXOAALLMXCA
Ha TapreTHoMn Tepanuu, coctosilein n3 13 poeBovek U 12 manb-
umKoB, z-score pocta U UMT coctaBua -1,21 + 1,33 (95%
AOBepUTEeAbHbIN MHTepBan (AW): 1,04-1,85) u -0,27 + 1,39
(95% AM: 1,08-1,93) cootBeTcTBEHHO. ¥ 12 aAeBouyek UM 9
MaAbYMKOB, HE HAXOAALLMXCS Ha TapreTHoOW Tepanwu, z-pocT
paBHAncs -0,08 + 0,99 (95% AU: 0,76-1,46), a z-UMT
okazanca paBeH -0,66 + 1,47 (95% AW: 0,89-1,7).
PacnpeaeneHune B 06eunx noarpynnax 66iA0 GAN3KO K HOPMaAb-
Homy (LLU-Y; p > 0.05). bbina BbiABMHYTa HyAeBas runortesa:
NPUMEHEHWE TapreTHoM Tepanuu HUKaK He BAWMAET Ha Z-pocCT
n z-MUMT nauneHToB. T-kKpuTepuin CTbtopeHTa AN HE3aBWUCU-
MbIX BbIOOPOK MoKasaA, YTO AOCTaTOUYHbIX 0OOCHOBAHMI AAA
OTKAOHEHUA An Z-UMT y Hac HeT (p = 0,32). OpHaKko y nauu-
€HTOB, CTapTOBaBLUMX C TapreTHon Tepanuen, z-pocta Obia
Huxe (p = 0,003) 1 KpMBas pocTa CMelLEHa BAEBO OT CPEA-
HWX MokasaTenen, ueM y petelt 6e3 Hee, B TO Bpems kak Z-UMT
y obenx MOArpynmn OkKasancA Ha MPUMEPHO OAMHAKOBOM
YpPOBHe.

3aknoueHune. 1. TapretHaa Tepanus, MpuUHMMaemMas
B TeueHuve 6 mec, He BAauAeT Ha UMT. 2. PocT nauueHToB,
HaXOAALLMXCA Ha TapreTHOM Tepanuu, HUXe, YeM NauMeHTOB
6e3 Hee, ABASIETCA CAy4yalHOM HaXOAKOW W TpebyeT aHa-
AM3a MULLEBBLIX AHEBHUKOB nauMeHToB. 3. AaHHOE wuccAe-
AOBaHWE SBASETCA MUAOTHbIM, WM €ro pesyAbTaTbl MOryT
6bITb  MCMOAb30BaHbl MPW  MNAAHWUPOBAHUKM  AAAbHEMLLIMX
MCCAEAOBaHUM.
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