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Beederue u ueau

Kaxk 6b1710 OKa3aHO B MPEBLIYINIX UCCIe0BaHnsAX [2| mporao3 mykosucimaosa (MB) 3a-
BHUCHAT OT Tpex ocHOBHBIX mapamerpos: OD®B1, UMT u neobxoauMocTn BHYTPUBEHHON aHTH-
b6akTepuasibnoit Tepanuu. HUW Ilynbmonosiorum u Yuusepcurerckas kimnuka Ppankdypra
SIBJIAIOTCS CIIEIUAM3UPOBAHHBIMY TIEHTPAME JIJIs TTAIIMEHTOB C JIAHHBIM 3abojieBanneM. BbLio
npoanausuposano ¢ 1990 o 2015 roja Tpu HamboJiee BazKHBIX IMapamMeTpa JJisd IPOrHO3a MPH

MB.
Memoodwt

Poccuiickue jannble ObLIM B3ATHI HETIOCPEICTBEHHO U3 MeUITMHCKUX KapT B Mockse. [lan-
nbie @pankdyprckoro nenrpa MB 0b1mn codpansr ¢ miardgopmbr Muko.web u jonotHeHb! U3 cu-
creMbl «Opbucy. 3aTem Bce JTaHHbIE OBLIN BHECEHBI B OOIIYIO B TAOJ/IHILY, TOKA3aTE/ I CPABHUBA~
JIUCh B OMHCATEHLHOM CTATUCTHYECKOM aHaJII3e ¢ HCIoIb3oBanueM mporpamm Bias u R Studio.

Pesyavmamut

428 narnmentoB u3 Mocksbr (217 M, 211 x, 348 ¢ PA- undexrueii) u 159 narpenros n3 Opank-
dbypra (92 M, 67 x, 137 ¢ PA-undeknueii) cpapausaaucs no UMT, OPB1 u neobxoqumocTr
BHYTPUBEHHOW aHTHOAKTepuaabHON Tepanuu. Mexk 1y AByMsI NPOrHOCTUYECKUME ITapamMeTpa-
vMu O®PB1 u UMT B 2015 rogy ormedeHa JOCTOBEPHO 3HAYMUMAsT PA3HUIIA.

Bospactabie rpymmbr naruentoB ¢ MB B Mockse umenn 6osiee Huskuit UMT, gem mamueHTsI ¢
MB Bo ®pankdypre B 2015 roay (B Bospacre 16-18 ser: p = 0,003; B Bo3pacre 19-22 roma: p
= 0,004; B Bozpacte 23-29 netr: p <0,001; B Bospacte 30-35 ner: p <0,001; B Bo3pacte 36-66
aer: p = 0,024) (Pucynox 1).

O®B 1 rakxe 6611 3HAUMMO HUKe B Mockse, yem Bo @pankdypre B 2015 roay (p <0,001).
Bruto ipoBeieHo cTaTHCTHYeCKOe CPpaBHEHHE COTIOCTABIEHHBIX BBIOOPOK TI0 POCTY, BO3PACTY U
nosty. O6e rpymnmsl Briodaan o 100 namuentos (100 uz @pankdypra u 100 uz Mocksbr) (Pu-
CYHOK 2).

B 2015 roay B8 MockBe 0bL10 TIpoBeeHO OOJIBINE KYPCOB BHYTPUBEHHONH AHTUOMOTUKOTEPAIINN
(y 64,75% mamuenton), gem Bo @pankdypre (39,19%) (Pucynok 3).

Obcyorcdenue pe3yavbmamos u 68b.800bt
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eBricokuit IMT n xopomme 3uauenns ODPB1 saBIsSIOTCs MOTOXKUTEIBHBIMIA ITPEIRKTOPA-
MU JIJIsI JIOCTUKEHUS JIyIIUX Pe3yJIbTATOB B PE3yJIbTaTe Tepallui U 0oJiee HU3KOH CMepT-
wocru or MB [1].

DTO mcce/0BaHne MOKA3aI0 3HAYNTENHHYIO PA3HUILy B MPOTHOCTUYECKUX IMTapaMeTrpax
(ocobenno B UMT u OPB1) mexay @Ppankdyprom u Mocksoii B 2015 rosy.

[Ipeanonaraercs, 4To pa3andns CBA3aHbI C SIMUAEMUOIOITIECKIME, COIUATBLHO-9KOHOMU-
YecKuMU ((PUHAHCHPOBAHME YUPEXKJICHUI [0 JICICHUIO W YXOJIY 3a HAIMeHTaMMU ), TeHETH-
veckue (pacrpesenenne mytauii delta F508) dbaxTopsr.

Uctounukm u aureparypa

Corey M, McLaughlin FJ, Williams M, Levison H. A comparison of survival, growth,
and pulmonary function in patients with cystic fibrosis in Boston and Toronto. J Clin
Epidemiol 1988:41(6):583-91.

Kerem E, Conway S, Elborn S, Heijerman H. Standards of care for patients with cystic
fibrosis: a European consensus. J Cyst Fibros 2005;4(1):7-26.

Meng X, Clews J, Ciuta AD, Martin ER, Ford RC. CFTR structure, stability, function
and regulation. Biol Chem 2019.

Nnnrocrparnun

Puc. 1. Cpasuenne 3uauenuit UMT B obenx xoroprax 3a 2015
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FEV1

Puc. 2. Cpasrenne 3nauenuii OOB1 B obenx koroprax 3a 2015

Relative Haufig

A 1=Therapie durchgefiihrt  2=Therapie nicht durchgefiihrt B 1=Therapic durchgefihrt 2=Therapic nicht durchgefiihrt

Puc. 3. CpaBHeHne 9acTOTHI IIPOBEJIEHNsT KYPCOB BHYTPUBEHHON aHTHOMOTHKOTEepanuu 3a 2015 ro



