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AkTyanbHOCTD MCCaenoBaHUsA. MyKOBHCIMIO3 — HACJCJACTBEHHOEC XPOHHYECKOE 3a-
foJleBanue, 3aKJII0YAIONIeecs B HApyIIeHHH (DYHKIMOHUPOBAHUA BCEX SK30KPHUHHBIX ZKEJIE3
opranu3Ma (B MEepBYI0 OUepeib TOPAYKAIOTCs JErKue, KeJyJT0UHO-KUIIeTHbIH TPakT). 3ada-
CTYIO HAPSJLY C IMHUPOKUM CIIEKTPOM IIPOSBJISIONIUXCH CUMIITOMOB, MPAKTUYECKHU TOJHOCTHIO
OTPAHUYIMBAIONINX aeKBATHOE COIMAIbHOE, SMOIMOHAIBHOE U 00Iee dusndeckoe MyHKITH-
OHUPOBAHHUE MAIUEHTAa, €ro IMOBCEAHEeBHAS KU3HEICATeJNbHOCTh TAKZKe 3HAYMTEJLHO 00pe-
MeHeHa, TPeOYIOIUM MHOTO BPeMEHH M YCHIUH JedeHueM. B CB43M ¢ 3TUM BCTAET BOIPOC
N3y9YeHUs KAdecTBA JKU3HMA Y HAIUEHTOB ¢ MYKOBHCIUIO30M, €r0 OICHKH, IyBCTBATEILHO-
CTH K JIDYTUM IIOKa3aTeJ/isIM, KOTOPbIe B CBOIO O4Y€pe/b MOI'YT ObITh U3MEHEHbI uju OoJiee
THATEJIbHO PAaCCMOTPEHBI B JIEUeHHNH HJIN MPU IICUXOJIOTHYECKOM COIPOBOXKACHUN JaHHBIX
60ﬂbeIX. TaK)Ke Ha ﬂaHHbIﬁ MOMEHT B POCCI/H/I OTCYTCTBYIOT HUCCJICAOBaHUA MOCBAIIECHHBIC
MOHUTOPHUHIY KA4eCTBA, KU3HU OOJBHBIX MYKOBUCIUIO30M II0 MEPE UX B3POCICHAS, KOTOPOE
BO3MOZKHO 0JIAr0Japs TOCTHZKEHASIM COBPEMEHHON MEIUIINHEL.

Lens uccnemoBanusd. lcciejoBanmne kauecTBa KU3HU B3POCJIbIX OOJIbHBIX MYKOBHUCITU-
JIO30M, U BJIMSHUSA HA HEro 0COOGEHHOCTE BOCHPUATHs OOJIE3HHN U CIIOCOO0B COBJIAIAIONIETO €
00JIE3HBI0 TTOBEICHMUSI.

Meroauku uccjaegoBaHUs.

1. Ompocuuk «Conajatliee oBejieHrne npu Mykosuciugoses (Abbot et al., 2001)

2. «Kparkuit onpocuuk Bocupusitust 6osesnus (Broadbent, 2006)

3. Oupocuuk «KauecrBo xusnu npu mykosuciumosze» (Cystic Fibrosis Quality of Life
(CFQoL), L Gee, J Abbott, S P Conway, et al., 2010)

XapakTepucTuka BbIGOPKHU. B uccienosanun npuHsiim yaactue 50 B3pocabix (B BO3-
pacte ot 18 10 38 sieT) GOJBHBIX MYKOBHCIIHIO30M, MY2KCKOTO (16 westoBek) u xenckoro (14
9eJI0BEK) TMOJIa, TPOXOJIANINX MIAHOBOE cTannoHapuoe (12 denorek) mwin ambyaaTopuoe (18
gesosek) jgedenne B KB Ne 57 I3 r.MockBbr.

PesyabraTsl nccaegoBanuga. HaunbosbiieMy HeraTuBHOMY BAHSHUIO OOJIE3HU TIO/IBEP-
JKeHbI cJiefytonue cepbl Ka4ecTBa JKU3HU: BBIPAKEHHOCTHh cummnroMaruku (47,8+7,65 u3
100 6as110B), 3aHUMATOIIHE SHAYUTENBHYIO YacTh BpeMeHHu JiedeGHble npoteaypot (51,37+9,16
u3 100 G6amwnos), ozabouernocTs Oyaymum (46,21+8,30 u3 100 6a/ioB), mpobIeMbl BOCIPHU-
sTusi 00pasza coberBeHHOrO Teaa u ero pedopmanmii (49,32+6,94 u3 100 Gasios), mepexu-
BaHust 0 Kapbepe (Me=54,7 u3 100 6amros). MeHee moaBepKeHbl BANSHUIO GOJE3HA — CO-
mpaapHoe (Me=70,7 u3 100 6asnos), smonnonanbHoe (Me—69,8 w3 100 6aaioB) n dusnde-
ckoe (Me=66,8 u3 100 6a/1710B) (byHKITMOHHPOBAHKE, MEXKIMIHOCTHBIE OTHOIIEeHHs (Me=61,5
u3 100 Gamios). TlosyueHHBIE Pe3YJIBTATHI COLJIACYIOTCS € JAHHBIMU, HOJYYEHHBIMH B XO-
A€ KIIMHUKO-aHaMHECTHUYC€CKOI'O MHTEPBbLIO, IIPOBEJCHHOI'O C KazKAbIM IIallMEHTOM lIepe Ha-
JaJIOM MCCJAeNIOBaHUs. BobHbIE B GOIBIIIHCTBE CIYyYaeB HCCACIOBAHUIT TeMOHCTPUPOBAIN
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CBOI0 KOMMYHHUKATHBHYIO KOMIIETEHTHOCTh, SMOIMUOHAJIBHBINA (DOH UCHBITYEMBIX OBLT CTabu-
JIeH, ¢ TIpeob/IalaHeM MOJI0KUTETHHBIX IMOIUI.

CrarucTuyecKkn 3HAYUMbBIE PE3Y/IBTATHI ObLIN TOJIYIEHbl B CPABHUTEILHOM UCCJIETOBAHIH
Ka4vecTBa KU3HU 110 TAKOMY KPUTEPHUIO KaK CyObeKTUBHOE Bocupusrue 6osesnu. s sroro
BCs BLIOOpKa ObLJIA TOJeIeHa Ha JiBe IPyHbl: rpynna No 1 — ¢ yMepeHHBIM BOCIpUITHEM 00-
JIE3HN KaK YI'PO3bl 2KU3HU U 3I0POBbIO, rpymna N2 2 — ¢ BeIpazKeHHBIM BOCIIPUITHEM 00JIe3HA
KaK yrpo3bl KU3HU U 370poBbI0. B rpyiie 0osibubix Nel Oosie3Hb OKa3biBaeT MeHee MHTEH-
cuBHOe BO3jeficTBHe Ha Takue cdepsl, Kak: dusudeckoe (74,29 6amta, p=0,047), cormannb-
Hoe (81,50 Gamna, p—0,023) u smonmonasbHoe dbyHKIMOHNpOBanue (85,79 6amta, p—0,003).
Januast Kateropust G0JbHBIX MeHee o3abouena cBonM OymymuMm (63,57 6ama, p=0,041), Tax-
Ke 3abosieBaHue MeHee BIMsieT HA UX MEKJIMYHOCTHBIE oTHOmmenus (75,57 6amna, p=0,001).
Hapsiny ¢ stum, y GosbubIx Tpymibl Ne 2 takume acnekrsl kak dusudeckoe (64,00 Gasuia,
p=0,047), conmanbroe (65,00 6amna, p=0,023) u smonnonasbHOe dyHKIHOHNpoBanue (63,20
6asna, p—0,003) GoJiee MogBEP:KEHBI HEMATHBHOMY BJIMSHUIO 00Jie3HN. B cBA3WM ¢ HAIMYHEM
y HEUX 3a00J1€BaHus, TaHHAs KATeropusi OOJbHBIX GoJiee 03abodensl cBouM Oyayrum (45,40
Gasna, p=0,041) u ouIyIIAIOT 3aTPYJHEHUsT B MEXKJIMIHOCTHBIX OTHOIIeHusX (52,57 Gasia,
p=0,001). Takum 06pa30M, KAYECTBO KU3HU MAIUEHTOB BOCIPHHUMAIOIITUX CBOE 3a00/1eBaHIe
KAaK BBIPAXKEHHYIO YIPO3Y, 3HAYUTEIHHO HUZKE 110 CPABHEHWIO C MaIlMeHTaMu, BOCTPUHUMAIO-
IMUMHI CBOE 3a00/IeBaHNe KaK YMEPEHHYIO YTIPO3y *KU3HHU.

B xome uccienoBanus yCTaHOBJIEHO TaKzKe, UTO 3HAYMTEILHOE BJIMSHUE HA KadeCcTBO
JKU3HU OKA3BIBAIOT TAKHEe MCHXOJOTHYECKHE MapaMeTphbl, KakK COBIaJatomniee (KOMUHT-) MO-
Bejenue. ITokazaresnb mkajbl «u3beranuney pased 56,71420,12 aJjiaMm n1pu HU3KOM yPOBHE
KadecTBa kuzuu u 39,38430,06 - npu BbIcOKOM (mocToBepHOCTH pazimauit P=0,034); no-
kazaresb mKaael «OrBaedennes pasen 41,904+19,81 Gasmam mpu HU3KOM yPOBHE KAdeCTBaA
Kuszau u 26,00£23,28 — npu BeICOKOM (J1ocTOBepHOCTH pasaundauii P=0,026). Takum o6pa-
30M, Ha YPOBEHb KAadeCTBa >KU3HH B3POCJBIX OOJBHBIX MYKOBHCIIHJIO30M TaK:Ke OKAa3bIBaeT
BJIMSTHUE BBLIOOD CTPATETWH COBJIAIAIONIET0 MOBEIeHUsS: YV OOJBHBIX IpH BBIOOPe HEeIPhEK-
TUBHBIX, HEAJANTUBHBIX KOMUHI-CTPATErnil «OTBIeUeHney U «n3beranuey OOHAPYKUBAETCHA
6oJiee HU3KUI YPOBEHb KAUECTBA, KU3HU.

Brisoapi.

1. BeaencrBue HeraTuBHOIO BIMSAHHA OOJIE3HH, KAUECTBO KH3HH B3POCJBIX TAIIMEHTOB
€ MYKOBHCIIH/IO30M BKJIIOUYAET pasjindnbie chepbl (PYyHKITMOHUPOBAHUS JTAHHBIX OOJbHBIX U
SIBJITETCS] OTHOCUTEJILHO HEBBICOKUM. [Ipwm 3TOM jekyiapupoBanne OOJbHBIME O COXPAHHO-
cTu cepbl X MEKJINITHOCTHBIX OTHOIITEHUH, COMMAIBHOTO, (PU3UIECKOT0 W IMOIUOHATLHOTO
GYHKIMOHUPOBAHKUS MOI'YT YKa3bIBATh HA HEJIOOMEHKY UX aKTyaJbHOIO COCTOSHHS.

2. X0oTd Ha pasjaundHbie cepbl XKU3HEAeITEIbHOCTH BCEX B3POCIBIX OOIbHBIX MYKOBHCITH-
J1030M, 0E3yCJIOBHO, OKA3bIBAET OIPOMHOE BJIMSHAE JUCKOMMOPT, BEI3BAHHBIH KJIMHIICCKUMHA
POsIBJIEHUSIME 3300, 1€BaHUST 1 OOPEMEHSIIONIUM JIeUeHHeM, OTHAKO 00J1ee HI3KHNe MOKA3aATe TN
Ka9YecTBA YKU3HU HAOJIOMAIOTCS ¥ OOJBHBIX, BOCIPUHUMAIOIIINX CBOE 3a00/IeBaHme KaK BhIpa-
JKEHHYIO yI'PO3Y 3J0POBBIO U KHU3HH, YeM B I'pyIie OOJbHBIX € YMEPEHHBIM BOCIHPUATHEM
00J1€3HU KaK YI'PO3HI.

3. Beibop aanTuBHBIX WM MAJTOAJANTUBHBIX CTPATErUil COBJIAIAIONIErO (B IEPBYIO OYe-
pejib ¢ 6OIe3HBIO) MOBEIEHNST TAKZKe OKA3bIBAET BIMSIHAE HA YPOBEHb KAUeCTBA KU3HU B3POC-
JIBIX MAIIMEHTOR ¢ MYKOBUCIII030M. Bo/IbHBIE ¢ TPE00.Ia,TaI0UMK MAJIOA AN THBHBIMHA KOTTWHT-
crpareruamu «l30eranue» u «OTBaedeHne» UMeOT Oojiee HU3KHE IMOKAa3aTeId KadecTBa
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KU3HUA.

4. TlcuXOKOPPEKIMOHHbIE MepPbl B OTHOIIEHUU JIAHHBIX [1aPaMETPOB, BO3MOXKHO, OyJyT
SIBJISITHCSl KJIFOUOM K TIOBBIIIIEHUIO MOKa3aTeseil KauecTBa KU3HHU Y B3POCJIBIX MAIUEHTOB C
MYKOBHUCIIHI030M, aJeKBATHOMY BOCIPHSITHIO WMH CBOEro 3abosieBaHus (He CBOISIIEMYCS
K HEJOOIEHKe ero WM K BOCIHPHSITHIO €r0 KaK BBIPAXKEHHOW Yrpo3bl) W, KaK CJeJICTBHE,
ONTHUMHU3AINYN UX JCYEHHUS B IEJIOM.
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