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AHHOTaMA

Beenne. YyullieHre 6/1aromoyunst MAIlUeHTOB C MYKOBUACIIMA030M ITOCPEICTBOM KOMIIJIEKCHOTO CH-
CTEMHOI0 MOHUTOPUHTA KQueCTBA YKU3HU SIBASETCS OAHOW M3 aKTyasJibHbIX 3a/ja4 COBPEMEHHOTO 3[paBoO-
oxpaHeHus. PazpaboTaHbl METO/bI OIlEHOK, OCHOBAHHbBIE HA MPOBeeHWU aHKeTHpoBaHus. Ileasb mccireno-
BaHMA - CUCTEMAaTU3AIMS CBEIeHWU O CBOWCTBAX KJIIOUEBHIX 3apyO0e’KHBIX ONMPOCHWKOB KaueCcTBa JKU3HMU,
YACTUUHBIN 0030p TPUMEPOB MX MCIOJb30BaHM . MaTepHaabl M METO/bI. PejileBaHTHBIE OCTOBEPHbBIE CBE/Ie-
HUS [1JI9 KOHTeHT-aHaM3a dKCTparuposaiu us bubnamorpaduyecknx 6a3z PubMed u elibrary. OT6upanuch
vHbOpMallMOHHbIE UCTOYHUKH, MOCBSIIeHHbIe BOTPOCAM M3YUEHHUSsT XapakKTePUCTUK M aclekTaM MpuMeHe-
HUS COOTBETCTBYIONIMX OMPOCHUKOB. Pe3yabTaTsl ¥ 3aKaKUeHHe. B cTaThe pacCMOTPEHbl IPUMEPHI MOMY-
JISPHBIX aHKET, Pe3IOMUPOBAHbI KJII0UeBble TapaMeTphbl UX CPaBHEHUS, BKIoUas NPUMEeHUMOCTh. Crieriudu-
YeCcK¥e aHKeThl UCTI0Ih30BaINCh B 3apy0esKHbBIX UCCIIeJOBAHUAX Yallle [PYTUX. B 0TedeCcTBEHHBIX HAY UHBIX
ny6auKanusaX KaueCTBO KU3HU MPU MYKOBUCIIUI03€ OIEHWBAIOCh MPEXK/Ie BCEro ¢ MOMOIIbI0 OOIIUX Te-
cToB. [lepecMOTpeHHBIN oMpocHUK Mo MyKkoBucuumosy (Cystic Fibrosis Questionnaire-Revised, CFQ-R) u aH-
KeTa [1Jid OlleHKM KauecTBa »kM3HU npu MmykoBucnugose (Cystic Fibrosis Quality of Life, CFQolL) okazanuchk
BaJIMMPOBAHHBIMU, HAMOOJIee PacMpPOCTPAHEHHBIMU CTelluPUUeCKMMU UHCTPYMEHTAMU C 3aMEeTHBIM TI0-
TeHIMAJIOM JIJI X afaMnTaliy K YCIOBUSAM paboThl METUIIMHCKHUX PETUCTPOB 32 pyHeskoM. [10 JOCTYIHBIM
Ha TEKYIIUY MOMEHT cBefeHuUsiM BapuaHThl CFQ-R, TexHMWKa HAy4YHO 0OOCHOBAHHOTO KOMOWHWPOBAHUS
PA3HOPO/IHBIX JTMHEEK M3MePeHUsT UCXO0B Y MallueHTOoB (00IMX 1 CrielludprUecKrX MOAX0I0B) TTOKA3BIBAIOT
NperMyIIecTBa B KOHTEKCTe MOIIaroBOro rmoucka myTel K IIMPOKOMY BHEIPEHUI0 MEeTON0B KOMITJIEKCHBIX
OIIeHOK B MOBCETHEBHYIO BpaueOHYI0 MPaKTUKY OPraHM3aliil 0TeYeCTBEHHOT0 3[[paBOOXpaHEeHN.
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Abstract

Background. Improving the well-being of patients with cystic fibrosis through comprehensive systematic
monitoring of quality of life is one of the urgent tasks of modern healthcare. Assessment methods based on
questionnaires have been developed. Purpose. To systematize information on the properties of key inter-
national quality of life questionnaires and to provide a partial review of use cases. Materials and Methods.
Relevant, reliable information for content analysis was extracted from the PubMed and eLibrary bibliographic
databases. Materials studying the characteristics and application features of relevant questionnaires were in-
cluded in the review. Results and conclusion. The article reviews the most used quality of life questionnaires
and summarizes key parameters of their comparison, including applicability. Specific questionnaires were
used in international studies more often than others. In Russian scientific publications, quality of life in cys-
tic fibrosis was primarily assessed using generic questionnaires. The Cystic Fibrosis Questionnaire-Revised
(CFQ-R) and the Cystic Fibrosis Quality of Life (CFQoL) questionnaires have proven to be the most common,
validated, specific instruments with significant potential for their adaptation to features of clinical registries
abroad. According to currently available information, CFQ-R versions and the technique of scientifically
based combination of heterogeneous patient outcome measurement scales (general and specific approaches)
offer advantages in stepwise searching for ways to widely implement comprehensive assessment methods
into routine clinical practice of Russian healthcare organizations.
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BBegenue

MyxoBucuuaos (MB) - xpoHudeckoe, TeHeTHUe-
cKku o0OycJioBiIeHHOe 3aboJjieBaHUe, MpoTeKalollee
C 4JacTbIMU O0BOCTPEHUSIMU W TPUBOJSIIEe K CO-
KpalleHWo NMPOJOIKUTEeNbHOCTH XKU3HU [1]. Cpen-
HM BO3pacT TaKkoro nanueHTa B EBporne, Mspawne
n Poccuiickoit depepanuu COCTaBsSeT TPUOIH-
3uTesbHO 22,3 roja [l]. YcpelHeHHOe 3HauyeHUe
MPOJOKATENBHOCTH SKU3HU TIPA MYKOBHUCIIA03€
B ropoge MockBe cocTaBiigeT 37 JieT, a B 1]eJIOM
no Poccuu - 20 net [2].

Ha nmnporskeHuu GOJIe3HW TIOCTETNIeHHO Ha-
pyumaercs (QYHKUMS pAga CHUCTEM OpraHu3Ma:
OT [AbIXaTe/IbHOW [0 TNulleBapuUTenbHOU. bBra-
rojgaps BHeJpPEHUI0O HOBBIX MeTOJUK JIeUeHHUsd,
BKJII0Yasl MpUMeHeHWe MOAYJIATOPOB peryasaropa
TpaHCMeMOpaHHOM MPOBOJMMOCTH TTPU MYKOBUC-
U03e, OXXKaaeMass MPOJOJIKUTEIbHOCTh M Ka-
vecTBO u3HU nauueHToB (KJK) Bospocnu [3, 4]
XO0Tsd MCIOJIb30BaHWE COBPEMEHHBIX TpernapaToB
NPUBOAUT K YMEHbIIEHUID CUMIITOMATUUYECKUX
NposiBJIeHU 3a00/IeBaHUSA W YIIYUIIEeHUI0 QYHK-
[IMOHMUPOBAHUS CUCTEM OpPraHM3Ma, UX [elCTBUE
compoBoXkaaeTcss To60UHbIMU dhderTamu. Kpome
TOTO, MHHOBAIL[MOHHAS Tepanus JOCTYITHA He BCEM
namyveHTaM. Pe3ynabTaThl HCCIef0BaHWN ITOKa-
3bIBAIOT, YTO Yy HEKOTOPbIX OOJbHBIX TpUMeHe-
HUe OT[eJIbHBIX BHUAOB Tepaluu acCOIMUPOBAHO
C TICMXODMOIIMOHANbHBIMU TpobieMaMu, OOIIUM
yxypaienuem noscennesHoro KX [1, 5, 6].

[Ipy nJaHUPOBAHUU TEPCOHUPUIIMPOBAHHBIX
CTpaTernyi JieyeHUS W NPUHATUU COBMECTHBIX
C MAalMeHTOM MeJUIIMHCKWUX pellleHU# Ba>KHO pe-
rynasipHo orciexuBaTh KJK, accoumupoBaHHOE
c 3aboseBaHueM. PacTeT BHUMaHNWe K BO3MOKHO-
CTSIM WHTerpalnuu nepeMeHHbIx K)XX B cTpYyKTYypy
perucTpoB MYKOBHCLMAo03a [7]. BHeceHue moka-
3aTeneilr K)K B CMCOK PerucTpupyeMbIX KIWHU-
YeCKUX WHIMKATOpPOB obyieryaeT GpopMuUpoOBaHUE
KOMITJIEKCHBIX OLeHOK 3(PPEeKTUBHOCTU Tepanuu
M peabunuTanuu, BEpPOATHOCTU HACTYIJIEHUS
orpeJie/IeHHBIX UCX00B 3a60o1eBaHus, obecreueH-
HOCTHW pecypcaMu u T. 1. [7]. PazpaboTaHbl METO/I b
MoOHUTOpUHTra K)K, ocHOBaHHBIe Ha OpraHM3aluu
aHKeTUPOBAHUS IleJIeBbIX IPYIN MallMeHTOB pa3-
HOT'0 BO3pacTa.

KoK y manneHTOB ¢ MYKOBUCIIM[I030M aHAIN3U-
pyeTcsd Mo pe3ynbTraTaM aHKeTHUPOBAHHUS MOCPen-
CTBOM creliupruUecKux 1 o6InX (yHUBepCcaabHbBIX)
WHCTpYMeHTOB. Crenudryeckrue aHKeThl BBISB-
JFI0T TOHKME, TOJPOOHBIE acleKThl GU3NUECKOro,
MCUXOJIOTMYECKOTO, COIIMAJIbHOIO, 3MOIIMOHABHO-
ro 67aromnosyuus TMaAllMEHTOB C MYKOBCHUIIJO30M.
[IperMymiecTBa YHUBEpPCAJIbHBIX CPEJICTB AUATHO-
CTWUKU 3aK/II0YAI0TCS B BO3MOYKHOCTSX TeHepUpOBa-
HUS TAaHHBIX 115 conocTaBaeHus K)K y manueHToB
C Pa3IMYHBIMY MAaTOIOTUSIMHU, & TaK¥Ke CO 3J0POBOM

nonynanueit. ITonnag xaprTuHa KK ckinageiBaercd
Mo uroraM yriy06JeHHOro aHajaW3a W OTpa’kaeT
HaspeBIIre MOTPeOHOCTH MalMeHTa B YTy UIlIeHUU
VHOUBUOVAJIU3UPOBAHHLIX IIPOrpaMM JIeUeHUd
1 MeJUIIMHCKOIO yXO[a.

B cucremarnyeckom o63ope Ratnayake I. u co-
aBT. (2020 r.) coobuiaercs o 27 TecTax AJis OLEHKHU
KoK mpu MmykoBucuugoze. OTMe4yeHo, UTO Crieludpu-
YecKHe ONMPOCHUKY NMPUMEeHSJIUCH Yalle ApyTux [8].
McLeod C. 1 coaBr. (2021 1) genaoT BbIBO/, uTo KK
[IpX MYKOBUCLUJO3€ OL[eHMWBAJIOCH C IIOMOIbIO 7
n 17 cnennduueckuX U yHUBEPCATbHBIX MHCTPY-
MEHTOB COOTBeTCcTBeHHO [9]. CBoricTBa Gonee yem
15 MHCTPYMEHTOB [Ji B3POC/bIX PACCMOTPEHBI
B aHa/suTU4Ueckoir pabore Snop-Perkowska D. u co-
aBT. (2025 1) [10].

Llesb maHHOTO 0630pa - cUcTeMaTU3aIus u 0606-
II[eHVe COBPEMEeHHBIX CBeleHUHN O XapaKTepUuCTu-
Kax KJIIOUeBbIX aHKeT, HauboJjiee pacrnpoCTpaHeH-
HBIX B NpakTuke Habmiomerus 3a KXK y 60mbHbBIX
MYKOBUCHUIO30M. B cTaThe TakKe 4YaCTUUYHO IIPU-
BOIATCS HOBBEIE JaHHBIE 110 UCIIOJIb30BAHUIO TAKUX
MHCTPYMEHTOB.

MaTepI/IaJII)I H METOo/abI

[Tovick peneBaHTHBIX MYOJUKAIUNA TTPOBOMII-
cst B 6ubnuorpaduyeckoin 6aze PubMed. B crpoky
MMOMCKOBBIX 3alIPOCOB BKJIIOYAIW KJIIOUEBble CJI0-
Ba: “cystic fibrosis’, ‘quality of life”, ‘questionnaire’,
a Tak)Ke HaszBaHUS OOUIMX U ClelUPUUeCKUX WH-
cTpyMeHTOB olleHKU KOK. [JOIOMHUTEIbHYIO WH-
bopmatuio usBnekanu 3 6assl elibrary u moncko-
BOi1 cucTeMbl Google.

PesynbTaThl

Cneyuduueckue onpocHuku

[Tonmy IS pHBIMU MHCTPYMEHTaMU MPSIMOM OLleHKH
KOK gBndroTCca: aHKeTa [1J1d OLleHKU KadyecTBa JKU3-
HU nipu MmykoBucnuposze (Cystic Fibrosis Quality
of Life, CFQol), onmpoCHHWK TO MYKOBUCLU03Y
(Cystic Fibrosis Questionnaire, CFQ), ompocHUK
0 Y/IOBJIeTBOPEHHOCTH XU3HbI0 (Questions on Life
Satisfaction, FLZM-CF). HecmoTpad Ha MUPOKWH
CMEeKTP TeCTOB, TepeCMOTPEHHBI! OMTPOCHUK IO MY~
koBucuao3y (CFQ-R) octaeTcsa Haubosee 4acTo
WCTIOJIb3YEeMBIM BaJIMTUPOBAHHBIM, CITeUPUUHBIM
WHCTpYMeHTOM olleHKHU KOK y nrofielt ¢ MyKOBUCIIM-
J1030M pas3IMYHBIX BO3PacTHBIX Tpyn [1].

CFQoL - BTOpO# 110 YacTOTE UCIHOTB30BAHUS UH-
CTPYMEHT, TpeJHa3HaYeHHbIN AJI9 B3POC/BIX Ia-
nueHTOoB [1]. KpoMe nmepedrcieHHBIX MHCTPYMEHTOB
pacrpocTpaHeHbl U JIpyrue pa3zHooGpasHbie OMpo-
CHUKU AJI PErUCcTpaliiy NMPOSBIEHUN KUCTO3HOTO
dubposza (Tabdsm. 1).
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Tabmuma 1 - CpaBHeHre CBOMCTB KITIOYEBBIX CrieluUIecKrX HHCTPYMEHTOB [JIs1 PETUCTPALIMK [IePEMEHHbIX Ka4eCTBa JKU3HN OOJIbHBIX MYKOBUCLIMI030M
(aanTUpoBaHO M3 UCTOYHUKOB [8], [9] ¢ MBMEeHeHUsIMU U JIOTIOIIHEHUSIMY; JTUIIeH3ust: http://creativecommons.org/licenses/by-nc/4.0/)

Table 1 - Comparison of the properties of key specific instruments for registering quality of life values in patients with cystic fibrosis (adapted from sources [8],
[9] with amendments and supplements; license: http://creativecommons.org/licenses/by-nc/4.0/)

OnpocHUK / Tof pa3padoTKH / Ie/ieBbie

TPyIbI / SI3bIKOBbIe Bepcuu (Ha 2020 r.)

CTpyKTypa (KOIHYeCTBO MYHKTOB M JOMEHBI) /

BpeMs Ha 3alo/IHeHue

OyHKIMOHAIbHBIE
CBOMCTBA

CFQ-R /2003 / oJipoCTK# 1 B3pOCIbIE
(14+ ner);

nojpoctku (12-13 net);

neru (6-11 net), pogurenu (qoBepeHHbIe
nuta - getv 6-13 yer) / aHTIUCKUH,
[IOJICKUY, HeMeLIKUY, BeHI'epCKUH,
HUJIepJIaHICKUHI

XWUH[OH, TOPTYTrajIbCKUM, NCIIAHCKUH,
LIBeCKUM, TYpelkuit 1 ap. (30+ g3bIKOB)

Kos-Bo MyHKTOB B BepCUAX: B3pociiasd —
50; moppocTKoBas — 35; fieTckas — 35;
ponuTenbckas - 44 / joMeHbl: pusnyeckoe
B,EI,OPOBbe, JKMU3HEeHHAas aﬁepmq,
dMOLMOHaIbHast chepa, ColranbHbII

KOMITOHEHT, poJieBas Cl)yHKLU/I‘F[ WJIN HIKOJIbHAdA

JKU3HB, TIpeficTaBjleHre 0 GU3NUeCcKoi
bopme/TenociokeHH, GpeMst JTeueHus,
BOCIIpUdATHE 300POBbY, BeC, IbIXaHUe,
nuiieBapeHue/ Meauana - 14 (ot 10 go 30)
MunyT [11]

Hapexxnocte: a > 0,7, 32 UCKITIOUEHMEM
OpeMeHM JIeYeHNsT U JoMeHa
COLMAIbHOTO GYHKIIMOHWPOBAHUS

B HEKOTOPBIX MCCIIeIOBAHUSX;
HAJIeXKHOCTh B TecTe-perecte >0,6;
BJIMITHOCTb: BAJIMJIHOCTh U3BECTHBIX
IpyII ¢ 06beMoM GpOPCUPOBAHHOTO
BbIoxa 3a 1 cexyHay (OPBI), Bo3pacT
Y WHJIEKC Macchl Tesa; apdekT
TIOTOJIKA: HAPYLIEHWSs TTHIIeBOTO
noBeeHus (46,4%), 06pas Tena (39,6%),
nuieBapenue (37,2%)

e-CFQ-R (anextponHas Bepcus CFQ-R) /
2018 / [12]

MOJIPOCTKU U B3pociible (14+ seT) /
QHTJIMACKUWA, UCTTAHCKUM, BO3MOYKHO,
JIpyTHe I3BIKA

DIJIEKTPOHHBIN BapHaHT OyMasKHOIO
onpocHuka CFQ-R, 12 fomMeHoB; 50 MyHKTOB

AnanTupoBaH [1jist 6ICTPOTO
3arojiHeHus naueHTamu. e-CFQ-R
obJ1afiaeT MpenuMyIiecTBaMu,
CBOMCTBEHHBIMU J1JI51 3JIEKTPOHHbIX
OHJIAMH-OIIPOCHUKOB. Bbicokast
KOHKOPJIAHTHOCTH C OyMaykKHbIM
BapUaHTOM — KOppessius 6ojee

0,9 Bo Bcex JjoMeHax. TecT-peTecToBast
HagexHocTb: 0,8-0,9

CFQ-R-8D / 2023 / manenTs! =14 ser [13]

BobigeneHo 8 foMeHOB (pusnueckoe
bYHKIMOHUPOBAHUE, SKU3HECTTOCOOHOCT,
OMOIMOHAIbHOE GYHKIIMOHUPOBAHUE,
posieBoe GpyHKIIMOHUPOBaHME,
pecrnupaTopHble CUMITTOMBI, BOCTIPUSITHE
busnyeckoit GOpMbI UK TETOCIOKEHNUS,
CUMIITOMBI HapYIIIeHUs MUIeBapUTETbHON
byHKIMY 1 GpeMs JTeueHws)

CFQ-R-8D 1o3BosisieT BbIIBIATH
W3BECTHBIE I'PYIIOBbIe pa3Inyus

1 U3MeHEeHNs C TeueHUeM BpeMeH!

¢ 6ojiee BeCOMBIMU [[0KA3aTe/IbCTBAMU,
CBUAETEIbCTBYOLMMHU O JTYUIINX
MICUXOMETPUUYECKUX llapaMeTpax, yeM
y EQ-5D-3L, ¥ aHaJIOrUYHbIX rnapa-
MeTpax, Kak y aukeTsl SF-6D. Moxker
noTpe6oBaThCS MPOBeIeHUe TOTIOJTHHU-
TeJIbHbIX UCCJIe[JOBaHUI BaJIMHOCTU
B Pa3/IMUHBIX MOMYJISLUSX

CFQoL /2000 / moJipoCTK¥ 1 B3pOC/IbIe
(14+ neT) / aHTTIMUCKUHM, TTOJIbCKUH, Tpeyve-
CKUY, MTOPTYTaJIbCKUNA

B3pociblii BApUAHT: 52 TYHKTA /
JIOMeHbl: PU3NUECKUH, collUaIbHOe
GYHKUMOHUPOBaHUe, JleueHue,
SMOLMOHa/IbHAs chepa, colralbHble

OTHOIIIEHWS], KApbepa, BOCIIPUATHE Oy YILEro,

CHMIITOMaTHUECKUE TIPOSIBIIEHUs /
15-20 MUHYT

HapexHocTs: a: 0,72-0,95; Ha[Ie’KHOCTh
TecT-perecT >0,7; BAJIMAHOCTD: BCE
JIOMEHBI KOPPEJTUPYIOT C 00hEMOM
OBICTPOrO BKCITMPATOPHOTO MOTOKA,
M3MepseMoro B JiMarnasoHe ot 25%

10 75% >KM3HEeHHOM eMKOCTH JIeIKUX
(BPD,), UyBCTBUTE/IbHbI K M3MEHeHUAM
C TeueHeM BpeMeHU

CFQ /1997 / noppocTku U B3pocible (14+
net); netu (6-13 siet); poguTenu (oBepeH-
Hble JIMIA - feTr 6-13 j1eT) / aHTIMNUCKU,
HEeMeIKWI; HUIePJIaH/ICKWiA, TOPTYTasib-
CKWM, BO3MOYKHO JIPYTHE S3bIKK

[TyHKTBL: B3POC/IbIA BapuaHT - 48;
JOHOILIeCKUI: TeTCKUMR - 35, POAUTEIIbCKUM —
44 / noMeHbl: GU3NUECKUH; JKUBHEHHAS
DHEPIus, SMOLUOHAIBHOE COCTOSTHUE;

COLAJIbHBIN; 3aTpyJHEeHWd B TOBCEIHEBHOM

JKMW3HU WUJIK B LIKOJIE, (1)1/131/1qu1<219{
Q)opMa / TeJIOCJIOJKeHU e, ITUIleBoe
TroBeeHne; HarpysKa, aCCOllMMpoBaHHad C

MIPOBOJMMOI1 Tepanuel; Bec; pecipaTopHast

W nuiieBapuTenbHas GyHkius [14]

Hapexxnocts: a: 0,62-0,93 s
6OHbLUI/IHCTBa JOMEHOB B aHKeTax
[IJI B3POCJIBIX M [IeTel; BaJIUJHOCTD:
HEeKOTOphIe TOMEeHbl KOPpe/IupyoT
¢ nokazartenassMu OOB1
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Ta6mua 1. OkoHYaHHe

OnpocHUK / Tof pa3padoTKu / Ie/ieBbie
TPyIbI / SI3bIKOBbIe Bepcuu (Ha 2020 r.)

VIHCTpYMeHT [1s ckpuHuHra - FLZM-CF /
2003 / nmanueHTsr > 15 stet [15]

CTpyKTypa (KOIHYeCTBO MYHKTOB M JOMEHBI) /
BpeMsI Ha 3al0/THeHHe

JlonoTHUTeIbHBINA MOJ1YJIb 10
MYKOBUCLIM/I03Y BKJIIOUaeT 18 BONpoCoB AJIst
OLleHKH y[I0BJIETBOPEHHOCTHU 110 OTHOLLEHUIO
K CUMIITOMaM W ApPYTUM I[POSIBIIEHUIM
TsKecTH 3a601eBaHus / 5 MUHYT

OyHKIMOHAIbHBIE
CBOMCTBA

HapgesxknocTs: a: 0,8; HaeKHOCTD

B Tecte split-half reliability - 0,72;
BaJIUTHOCTE: BBICOKAsT KOPPESIus

C IMHeNKoW o01eit YO0BJIETBOPEHHOCTHU
310poBbeM - r=0,75; cyrabas 1mosio-
xuTenbHas cBsi3b ¢ OPB1 -1 = 0,3;
OTpULIATeNIbHAS CBSI3b C BpeMEHHBIMU
3aTpaTaMu Ha JieueHue - r = -0,26; pas-
JIMYAET MAI[MeHTOB C TIOTPeGHOCTSIMI

B TIOMOIIIY B TIOBCEIHEBHOM KU3HU [16]

DISABKIDS-CF-monynb / 2013 / netu
(8-17 net); poguTenu ([oBepeHHbIE THUIIA

IUIST TallieHToB 8-17 J1eT) / IOpTYTanbCKuit 2 MUHYTHI

10 TTyHKTOB; JOMEHBLL: BIMSHUE, Tepamus /

Hapesxxknocts: a: 0,71-0,76;
BaJIMHOCTB: XOPOIITMe KOHBEpPreHTHask
Y TUBepreHTHasi BaJIUTHOCTb,
OIleHeHHbIe C TTIOMOIIBI0 MATPHUIIBI
MHOTOMEePHbIX TTPU3HAKOB 1
MHOI0aCIeKTHbIX MeTof0B (MTMM);

MOTONI0UHbIe 3DGeKTh: 27,5% 1Jis
IIOMeHa «BJIUSTHUE»

Onpochuk no mykoeucyudozy (Cystic Fibrosis
Questionnaire, CFQ)

OnpocHuk no MykoBucuupaosy (CFQ) - aTo MH-
CTPYMEHT [IJI1 U3MEePEHUs KaueCTBa JKM3HU Mallu-
€HTOB C MYKOBHMCIIM[I030M, BIlepBble paspaboTaH-
HBbI Bo ®panuuu B 1997 1. [8] M mepeBefeHHBIN
Ha pasnuuHble g3biku [17]. OnpocHuk CFQ mepBo-
HayaJbHO HABJIAICA €JIWHCTBEHHBIM WHCTPYMEH-
TOM, TIPECTABJIEHHBIM B BEPCUAX AJIA Pa3TMUYHBIX
BO3PACTHBIX TPYII MAUEHTOB C MYKOBUCIIHIO-
30M, a UMeHHO: s meTei oT 8 mo 13 net (CFQ-g),
nns ponuteneit (CFQ-p), a Tak>Ke B BepCUU AJI1 MO/
POCTKOB ¥ B3POCJIbIX B BO3pacTe OT 14 ieT U cTaplie
(CFQ 14+). Onpocuuk CFQ coctout us 35 (CFQ-m),
44 (CFQ-p) unu 50 (CFQ 14+) myHKTOB [14]. OTBeTH
MalreHToB Mpeodbpas3yoTcs B mKagbl oT O (Xy#liee
KOK) mo 100 (myutee KOK) [14].

Ilepecmompennvie gepcuu OnpoOCHUKA NO MYKOBUCUU-
003y (Cystic Fibrosis Questionnaire Revised, CFQ-R)

[lepBruHble HemellkuMe U aMmepukaHckue (CIIIA)
BapuaHTel CFQ o6namanyd HeyI0BIeTBOPUTEIb-
HBIMU IICUXOMETPUUECKUMU CBOMCTBAMU. B cBd-
3u ¢ 3TUM BapuaHThl CFQ OblIM TIepeCMOTPEHBI,
UTO MPUBEJO K MOAMPUKAIIUU CIHUCKA BOMPOCOB.
[TepBas Bepcust CFQ-R 6bi1a paspaborana B 2003 T.
[8]. Y mepecMOTpeHHBIX BapuaHTOB onpocHrKka CFQ
(CFQ-R) obHapyskuBaTCs npremiaemMbie GyHKIINO-
HaJIbHble XapaKTepucTuku [18].

B my6nukaunuu Ceyhan B u coaBT. omucaHbl
pesynbraThl npuMeHeHrsg CFQ-R y B3poC/bIX ma-
IIMeHTOB C MYKOBUCIUIO30M. ABTOPLl OTMeua-
10T, uyTo CFQ-R cuuTaercs pacnpocTpaHeHHBIM
crenqudrUyYeCcKUM ONMPOCHUKOM Mo KK nmpu maHHOM
3abosieBaHUM. VICTIONIb30BAHHBIM B HCCIIeOBA-
HUW BapuaHT aHKeThl BKAouyaeT 50 TOTOXKEeHUH,

pacipelesieHHBIX 110 9 LOMeHaM U TpeM IIKajlaM
cumnToMoB [19]. Kaxkioe monoxkeHue OlleHUBaeTCs
o 4-yposHeBo¥ mkaje Jlakepra. CTaHOapTU30-
BaHHBIM MHTEpPBAJ s Ka’KJOW MOAIIKAJIbl HaXO-
nuTca B uHTepBajie oT O mo 100 6ansoB. Beicokue
OlleHOUHbIe 3HAUeHHWsT oTpaskalT ny4diee KK [19].

[To pesynbTaTaM CUCTEMATUYECKOTO 0030Da,
npoBeneHHoro Ratnayake [. u coaBT. (2020 T1.),
ObIIM OTMeUeHBl W3MepUTeIbHble IIKaabl WH-
crpyMernTa CFQ-R: gy1ga meTeir B Bo3pacTe OT 6 [0
11 neT; mogpocTKOB B BospacTe oT 12 pmo 13 ner;
IO POCTKOB UJIU B3POCJIBIX — BO3pacT 14+; 0jd po-
nuTesel (mpeaHa3HaueH ajg oleHKu KXK y neTeit
oT 6 o 13 net). [To ganubiM Ratnayake I. u coaBT,,
CFQ-R mepeBeneH Ha 36 pa3JIUYHEIX A3LIKOB, €ro
3aroJHeHue 3aHuMaeT oT 10 MUHYT [0 mojiy4yaca
[8]. O630p McLeod C. u coaBT. (2021 T.) BKJIIOYAET
cienyiollee ONMCAHUWe YeTbipexX IIKaJl CUCTEMBI
CFQ-R: 1) CFQ-R >14 nert (44 nosnoxxeHud 1mo 9 no-
MeHaM); 2) CFQ-R nnsg ompoca nmeTelt (8 JOMeHOB,
35 TONOYKEeHU ) C yuacTreM oMoITHuKa (6-13 eT)
WU CAMOCTOSITeNIbHO (12-13 j1eT); 3) pOAUTENbCKU
BapuaHT (44 nonoxxeHus, 10 MUHYT); JOUIKOJIbHbI I
Bo3pacT (3-6 net, 28 mosoXkeHuu, 15 MUHYT HA 3a-
MOJIHEHUe).

B I'epMaHny Tak>Ke feTaqlbHO U3YYeHbl BAPUAHTHI
CFQ-R: CFQ-R 6 - 13, CFQ-R 14+ [18]. CFQ-R 6 - 13
n CFQ-R - ansg poauTesneit paspaboTaHbl [AJid CaMO-
CTOATENIBHOTO NMPUMEHEHUS JeTbMU U 3aT0JIHEHUA
poauTenaMu cBefmeHuit o KJ)K pebGeHka cooTBeT-
CcTBeHHO. [leTcKas Bepcus BKJIIoUaeT 35 MOJIoKeHN !,
CIPYINIIMPOBAHHBIX [0 BOCBMHU JoMeHaM. OHa mpe[-
HasHaudeHa [JIg JeTel MIKOJIbHOr0 Bo3pacTa. Bepcuga
IIJI9 3aII0JTHeHUS POOUTEJIIMU COCTOUT U3 43 I0JI0-
SKeHUM, paclpelesieHHbIX II0 OLWHHAOLATU [oMe-
HaM [18]. HekoTophble JoMeHbI TpeACcTaBlIeHbl TOJTbKO
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B OJTHOW W3 [IBYX Bepcuit. B Tabnuie 1 oTpaskeHb
nofipoOHbIe XapaKTePUCTUKYU JIOMEHOB, YMCJIO TTYH-
KTOB W NpumMepbl GOPMYJUMPOBKU TIOJIOKEHUN He-
Melkux Moaubukanuii anketsl CFQ-R [18].

B uccrnenoBaHUM HeEMeNKUX YUEHbIX aHKeThl 3a-
MMOJTHSAIUCH POAUTENIAMU CaMOCTOSITEIbHO U JETh-
MU B BospacTe oT 11 mo 13 jieT mocjie IpoBepKuU HO-
CTaTOYHOCTU HaBbIKOB UTeHUd. [leTu B BO3pacTe
oT 6 mo 10 yeT mpoxonuiiu cobecemoBaHWe W BbI-
6upasu OTBETHl C TMOMOIIbIO CHelUaJbHOW BCIIO-
MOTaTelbHOW KapTOouku. CBeleHWs OXBaThIBAIOT
BpPEMEHHOU Mepuoj, OTHOCALIUNCS K TPeablay UM
IByM HepensM [18]. B geTckoil BepcHU OTBEThI
OIIeHWBAIOTCS MO 4YeThipexOajjibHOM InKaje Jlau-
KepTa U/ 10 PEUTUHIY «BEPHO - HEBEPHO» B [IU-
arnasoHe OT «COBCEM HEBEPHO» [0 «0UEeHb BEpHO»
WJIM TI0 YaCTOTHOM XapaKTepUCTUKe B [Malia3oHe
OT «HUKOTAA» 10 «4yacTo» [18]. B ponuTenbCcKoil Bep-
CUU UCTIONB3YIOTCA aHaJOTMUYHble YeThIipex0aiib-
Hble 1Kaabl JlaikepTa, JOMOTHEHHbIE MATHIO MYH-
KTaMU ¢ 4 JOMYCTUMbIMU CTAHAAPTHBIMU bpazaMu
1719 BeIOOpa 0TBeTa. HeKoTophle 3JIeMeHThI TIePeKo-
OUPYIOTCS, a 3aTEM OLleHKa KauyeCTBa JKU3HU TaKKe
paccuuThiBaeTcs Mo mkajge oT O (Huskoe) g0 100
(BrICOKOE) [18].

CrenyeT OTMETUTh, UTO CO3[0aHa 3JIeKTPOH-
Hasg Bepcusg CFQ-R (e-CFQ-R), saBnstomascs
OTHOCHUTEJIbHO HOBBIM UWHCTPYMEHTOM, T[Ipe-
Ha3HAUeHHBIM 19 MOHUTOPUHTA MCUXOCOLUATb-
HoTOo Giaromonyuusi manueHToB. e-CFQ-R cobu-
paeT uHdopMal Mo OHJIAalH B yIaJIeHHOM peXXUuMe
1 B ynoOHOe g marnueHTa BpeMs. [ B3anMoO-
IecTBUS C [NOCTAaTOYHO MOHATHBIM WUHTepdeit-
com e-CFQ-R MOTYyT NpPUMEHSThCS MOOWIbHBIE
YCTPOMCTBA, IJIAHIIETHl, KOMIbOTephl. [lyTem
rcrnonb3oBaHus e-CFQ-R BO3MOXKHO O6bICTpOE TO-
nydyeHure 6e30MUO0UYHBIX U TOYHBIX PE3YJIbTATOR
C MEHBIIMMMW AJMUHUCTPATUBHBIMU YCUITUAMMU.
[laHHBIV BAapWaHT OMPOCHWKA MOXKET ObITh WH-
TEeTpupoBaH B pabOTy 3aNUIEHHBIX ITUGPOBBIX
MEeIUIUHCKUX WHPOPMAIIMOHHBIX cucTeM. [lo-
cjie MOTMOJIHUTENbHOTO TeCTUPOBAHUSA ITUPPOBO-
ro BapuanTta - e-CFQ-R pa3paboTuMku TpUIIIU
K BBIBOJY, UTO 3JIEKTPOHHAA BEPCHUS, ABIIICH Ha-
JIEeXHBIM WHCTPYMEHTOM, criocobHa 3aMeHUTh OY-
MaxxHyo dopmy CFQ-R [12].

K coBpeMeHHbIM MOAUGUKAIIMAM OPUTMHAID-
Horo CFQ-R orHocutca anketa Cystic Fibrosis
Questionnaire-Revised-8  Dimensions  (CFQ-R-
8D) [13]. CFQ-R-8D - HoBbI#l U crnenubuyvecku
O MYKOBUCIMJ03a MHCTPYMEHT, OCHOBAHHBIU
Ha OIleHKe TMpeAlouYTeHWl. ['7TaBHOe Ha3HayeHue
3TOTO ONPOCHUKA - TOJIYUYEHUEe OIL€HOK II0JIe3HO-
CTU AJIs IPOBeleHUsI aHajiM3a 3aTpaTHoU addex-
TUBHOCTW TPU TNPUHATUU OCO3HAHHBIX DeIlleHUn
Mo pa3paboTKe M peajusaluu MIporpaMm BosMelre-
HUS Tepaluy MHHOBAL[MOHHBIMHU JIEKapCTBEHHBIMU
cpeactBamMu [20]. ONMPOCHUK SBJISIETCS YITPOIIEH-

HBIM BapuaHToM CFQ-R, 4uTO cokpalaeT BpeMd
cbopa cBesernit. OH obmamaeT BEICOKOW MHGOPMa-
TUBHOCTBIO, YVUUTEIBAA YHUKAJIbHbIE YePTEl IPOIB-
neHnit MmykoBucunupgosa [13]. [lockoneky CFQ-R-8D
SABJIZETCHd OTHOCUTEJILHO HOBBIM WUHCTPYMEHTOM,
TO TMOUCK B Oubnuorpaduueckoit 6aze PubMed
(ctpoka mowucka: Cystic Fibrosis Questionnaire-
Revised-8 Dimensions) mpuBoUT K 0OHAPYKEHUTO
TOJIbKO HECKOJIBKUX TTyOIMKATIUIA.

AHKkema 011 oueHKU Kauecmea Xu3Hu npu MyKoeuc-
uudose (Cystic Fibrosis Quality of Life, CFQoL)

Bcero B aHKeTe HACUMTHIBAETCS 52 MOMOKEHUS
1 9 MOMeHOB. AHKeTa BKJIIouaeT B ce6si BOMPOCHI, Ka-
carmecs: puanMyeckor GyHKIUKA U MOOMITBHOCTH,
COLMAJIbHOW JKM3HU, Tepalnuu, CUMIITOMOB, SMOL M-
OHaJIbHOTO QYHKIIMOHWPOBAHUS, CTeIeHU 00ecro-
KOEHHOCTHU B CBSI3U C OyAyIINM, XapaKTepUCTUKH
MeJXJIMYHOCTHBIX B3aWMOOTHOLIEHNH, UMUIKA QU-
3udeckol GopMbl U Kapbephl [21]. Ha 3amonHeHue
aHKeThl HeobxoauMo 15-20 MunyT [9]. [leneBas mo-
NyJIA0Us — B3POCible U TOAPOCTKH [9].

[TpuGIM3UTETBHO B IBYX AeCATKAX MyOauKaui
(crpoka noucka B PubMed: CFQOL cystic fibrosis)
NpUBeJeHbl WTOrM WCIIOJIb30BAHUA WHCTPYMEH-
ta CFQoL. OnHOM M3 COBpeMeHHbBIX MyOauKalun
(2024 1) gaBnsgetca pabora Altabee R. m coaBrT.
B oTOM ucceoBaHMM OblJI ClleJIaH BBIBO[I, UTO O/
HOBpeMeHHOoe ucnoab3oBanue obimero (EQ-5D-5L1)
n crnegudpuyeckoro (Hampumep, CFQol) ompocHU-
KOB IT03BOJISIET TTOJTyUYaTh Gojiee MoTHbIe TpeJcTaB-
nenusi o K)XXK npu MyKoBucIMI03e, YTO obJieruaer
MpoBeJleHre S5KOHOMUYEeCKOT0 aHaan3a «3aTpaThl —
nosiesHocTh>» [22]. B gpyroi ny6nukanuu (2022 T.)
Altabee R. 1 coaBT. mpecTaBU/IM KOJTMUYECTBEHHBIE
OLIeHK! TepaleBTHYeCKOW HAaTPy3KH, BOCTIPpUHUMA-
eMO# B3POCJIBIMM C MYKOBUCIIM/I030M. BBIIO 0TMe-
YEeHO, UTO OJJHUM M3 IOCTYTTHBIX CIIOCO6OB aHaIn3a
TepaneBTUYECKOT0 OpeMeHW MOXKHO CUMTaTh WC-
[oJib30BaHUe Cy6]_HKa}'[ aHkeT CFQolL u CFQ-R [23].
B 6ubnuorpaduueckont 6aze elibrary omy6aukosa-
Ha CTaTbd C pe3yibraraMu ucrnoinbzoBaHug CFQ-R
B Poccuu [24].

OnpocHuk no ydoeaemeopeHHoCMuU KU3HbI0 015 N00-
pocmios u 83pocavix ¢ mykosucuyudoszom (Questions
on Life Satisfaction, FLZM-CF)

CunTaeTcsd Ha[LEKHBIM U BaJTUIHBIM UHCTPYMEH-
TOM, TIOXOSAIIMM [171d TTPOBeJleHNsT CKPUHUHTA T10-
kazareneit K)K. [TpuHIMUIIBI paszpaboTKu GpuHAIb-
HOM Bepcuu onpocHuka FLZM-CF, Bkioualomien
obuie u crenupuUuecKkMe MOAYIW W TpeaHA3HA-
YEeHHOM [IJIsl MAIlMeHTOB cTapiie 15 jeT, moapooHO
npepcTaBaeHbl B nybnukanuu Goldbeck L u coaBT.
[16]. DTOT MHCTPYMEHT MCIIOJB30BAJICS MCCIIe0Ba-
TeIIMU-Pas3paboTUYNKaAMU [IJIsT U3y UeHU ST BOTIPOCOB
KOK mpu peanuzanuu onpefeneHHBIX MPOrpaMm
JledeHus U peabunuTtanuu [25].
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IIpumepuvt Opy2ux HOBbLLX ONPOCHUKOB

OnpocHUK BIIUSTHUA MYKOBUCIIM03a
Ha moBcegHeBHYI0 ku3Hb (Cystic Fibrosis Impact
Questionnaire, CF-IQ) pa3paboTaH B CBSI3W C BHe-
IpeHueM B IPakTUKy WHHOBALMOHHBLIX CTaHOap-
TOB Tepanuu (Hanpumep, monaynasatopoB CFTR)
Y TIOBBIIIIEHUEM TTPOJIOJIKUTEIbHOCTH KU3HU O0b-
HbIx. CF-IQ croco6eH uamMepsiTh MHAMBUIYJTbHbIE
MCXOMbl, HaAO/II0Ialoecss TOJIbKO Y TAIlMeHTOB,
JOKMBAIOIIMX 10 B3POCJIOro Bo3pacTa (HalpuMep,
KJK, acconurpoBaHHOe C BbICIIMM 00pa3oBaHUEM,
Kapbepoi, chepoit mpodeccuoHaabHON AedTenbHO-
CTU U T. 1.) [26]. CF-1Q reHepupyeT B TOM YHCJIe pac-
I PeHHble OlleHKU 3PPEeKTUBHOCTHA HOBBIX BHAO0B
neueHud. TecT comepskuT 40 IIOJIOKEHU, HA €T0 3a-
ToJIHeHWe 3aTpauuBaeTcs 5-6 MuHyT [9)]. TTogpo6-
Hble cBorcTBa CF-IQ M3nmoxeHsl B padboTax [15, 26].

AWESCORE (Alfred Wellness Score) - xpaTkuit
BapyaHT MHCTPYMEHTOB PEerucTpaluyd UCXOHOB, CO-
obmraembrx nanueHTamu (PROM), paspaboTaHHBIN
C IeJIbI0 IIPUMEHEeHUs B IIOBCeNHEBHBLIX KJIMHUYe-
ckux yenosugax. AWESCORE mnpomeMOHCTpUpOBAI
BaJIUOHOCTEL U HALIeKHOCTb B MCCJIeIOBAHUU C yUa-
CTHMEM B3POCJIbIX MAMEHTOB C MyKOBUCIUI030M [27].

Oobwue (yHugepcaavHble) ONPOCHUKU

Cpenu oOIIMX aHKeT B MeXXYHApOJHOW Hayy-
HOWl JIUTepaType paclpocTpaHeHbl: 6Ha3zoBoe sipo
PedsQL 4.0; Health Utilities Index, rpynma omnpo-
cuukoB EQ-5D; kopoTkas ¢opma - 36 (Short Form -
36, SF-36) 11 ee MPOM3BOIHbIE; OMTPOCHUK 1O MPOPU-
o BnusgHud 6one3nu (Sickness Impact Profile, SIP);
HoTtuHremckuit npodunes 3popoBesd (Nottingham
Health Profile, NHP) u np.

OnpocHuk no kayecmey KusHu 6 neouampuu
(Pediatric Quality of Life Inventory, PedsQL)

PedsQL - MOy IbHBIV ONPOCHHUK, TPeHA3HAUEH-
HBIY 715 oleHK M KOK y meTeii v Mo poCcTKOB (BO3pacT
nejaeBoi nonynsuuu — ot 2 go 18 ner) [28]. Cuctema
PedsQL BktouaeT Bepcuu [jd JeTeil U poguTesnen
(mpoxcu) [29]. Bo3MOXKHO [OMOJIHEHUEe sifipa aHKe-
Thl (001U 610K, aKTya bHbINM BapuaHT - PedsQL
4.0) cenuduueckuMu MonynamMu [30]. OpocHUK
MOAXOMUT JIJII IPUMeHEHUS B peaslbHbIX KJINHUUe-
CKUX yCIoBUSX (monpobHee B ucciieqoBanum [27]).
B PubMed o6napyxuBaercsi 6onee 20 TemaTuye-
ckux mybnukanuit (crpoka nmovcka: PedsQL cystic
fibrosis). PedsQL BanuagupoBaH B Poccuu u iBiseT-
Cs MOMYJIIPHBIM B NMeJMaTpuUecKoi mpakTuke [30].
PedsQL mpuMeHsiyics B OTeueCTBeHHBIX paboTax,
MOCBSIIIIEHHbIX TIpobsieMaM JileueHUsT MYKOBUCIIU-
nosa [2].

Hucmpymenm onpedenenuss uHdekcoeé noae3Hocmu
041 300poevsa (Health Utilities Index, HUI)

3a py6exkoM IIMpOKOe pacmpoCcTpaHeHue TMOJy-
unma cuctema HUI-3, choxycupoBaHHas Ha OlleHKe

8 OMEHOB: 3peHue, CIIYX, peub, llepeBUKeHUe, YMe-
JIOCTH/TIOBKOCTH, 3MOLMOHAJIbHAA cdepa, O3HAHUE,
6oneBoit cuuapom unu auckompopt. HUI-3 obecre-
4yMBaeT KOMIUIEKCHYIO OCHOBY [JISI U3MEPeHUs CO-
CTOSAHUS 3[00POBbS U OlleHKY 3HaYeHU M KK, ncmoin-
3yeMbIX B KJIMHMKO-3KOHOMWYECKOM aHajmze [31].
BosMoxkHocTy npuMeHeHud nHcTpyMenTa HUI B oT-
eUeCTBEHHOU IMeJUaTpUUYeCcKOl MpaKkTUKe aKTUBHO
M3y4YaJIMCh B paMKaX COOTBETCTBYIOIIMX 3adauy [32].
TecT mpuUMeHAJICAd B MUCCIELOBAHUAX C yUyacTUEM
OOJTPHBIX MYKOBUCIIMI030M B Poccuu [33].

Anxemvt zpynnot EQ-5D

EQ-5D ucnonb3yeT 5 uaMepeHW# A ONUCAHUS
3/I0POBBSI: TOJBMKHOCTH, 3aboTa o cebe, 0OBIYU-
Has MesaTeNbHOCTh, 60b/MUCKOMPOPT U TpeBora/
Ierpeccud. B HacTodllee BpeMs CYIIeCTBYeT OBe
6azoBbie Bepcuu mHCTpyMeHTa EQ-5D (EQ-5D-3L
n EQ-5D-5L). Kpome Toro, pazpaboTaH 1 Baauupo-
BaH BapuaHT EQ-5D, mpefHa3HAYEHHBIN /19 leTel
Y TIOJIPOCTKOB, - EQ-5D-Y [27].

B opurunanpHo#t Bepcuu, EQ-5D-3L, kaxkoe ms-
MepeHVe OXBAaThiBaeT 3 BO3MOXKHBIX YpOBHS (6e3
npo6jieM, HEKOTOpble MPOBIEMBI, BKCTpeMaibHbIe
1po6IeMbI) ¥ MOXKeT OMUCHIBATH 243 YHUKATbHBIX
COCTOSTHUS 3M0pOBbs [34]. B Gojlee HOBOII Bepcuu
naHHoro mHctpyMmenTta (EQ-5D-5L) ucnonb3yoTcs
UOeHTUYHbIEe [1apaMeTpbl 3[J0POBbS, HO YBeJIMUEHO
YMCI0 BO3MOXKXHBIX YPOBHEU OLleHKU C 3 10 5 [34].
C NOMOILIBI0 BaJUIUPOBAHHBIX «HALMOHAJIBHBIX
BeCOBBIX KO3QPUIIMEHTOB» 1719 PA3TMUHBIX TPOPU-
neit 3m0poBbst 10 EQ-5D MOTyT ObITh BbIOPAHbBI WH-
JIeKChI, UCTOJIb3yeMble B (papMaKOIKOHOMUYECKUX
aHanmsax [35, 36|

[To uToram moucka B PubMed (cTpoka moucka:
cystic fibrosis EQS5D) o6Gnapyskeno 18 mny6iauka-
nuit. B pabore Altabee R. u coaBT. 3a 2024 T. pac-
CKa3blBAETCH O pesyjbTaTaxX aHajlusa Lejecoo-
OpaszHocTu ucnonb3oBaHus EQ-5D And MpUHATHS
pellieHunii NMpyY SKOHOMUUYECKOM OOOCHOBAaHWU CO-
OTHOLIEHUS «3aTpaThl - IIOJI€3HOCTb» B YCJIOBUSAX
OpraHM3alluy JlIeUeHUs B3POCJIBbIX U IOLPOCTKOB
C MYKOBUCLMI030M. BBIJIO IIOKA3aHO, UYTO MUCIIOJIb-
3oBaHue EQ-5D-5L no3BonsieT audpdepeHInpoBaTh
pas3jIMuHbIe 10 TSIXKeCTU 3Tallbl TeUeHUS MYKOBUC-
nuposa. UamekcHble 3HaueHuqa EQ-5D-5L u moka-
3aTenu BU3YyalbHOU aHasmororoit mkanbl (EQ-VAS)
YMEPEHHO KOPPeJIMPOBaJIM C pe3yjabraTaMu OLeHOK
mo onpocHuky CFQoL (CF Quality of Life). O6Ha-
PYJKEHO, UTO [OIOJIHUTEJIbHOE IIPUMEHEHME ClIeL -
¢nyeckoro mHCTpyMeHTa olleHku KJK (Hampumep,
CFQoL) BmecTe ¢ EQ-5D-5L MoXeT crocobCcTBOBATh
nosyueHuto Oosiee yeTkux npepactaBieHuin o KK
[IPpU MYKOBUCLIM03€e W PaCLIMPEHUI0 BO3MOXHO-
CTell [JIg IpOBeleHUs aHalu3a COOTHOLIEHUS «3a-
TpaThl — MOJIE3HOCTh> [22)].

B npyrom npumMepe ucrnoib3oBaHusa EQ-5D - my-
onukanum Acaster S. m coaBT. (2023 T.) TaKXKe CO-
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obmraercsi, 4To o0IlIMe IoKa3aTe/lu I0JIe3HOCTH
no EQ-5D, nprMeHsieMble B aHan3e 3aTpaTHON d¢-
($eKTUBHOCTH, He BCer/ia KOPpPeTUupYyIOT C BhIpaskeH-
HBIMU W3MEHEeHUSIMHU QYHKIMOHATBHBIX BO3MOXK-
HocTe# merkux u KoK npu MmykoBucnugose. B cBa3u
C DTUM aBTOPLI IIpeNCTaBUIM Pe3YyJIbTaThl paspa-
60TKM HOBOTO CIENUPUYHOTO JJIsT MYKOBUCIIM03a
MHCTPYMEHTAa, OCHOBAHHOI'O Ha OLleHKe II0JIe3HOCTHU
MyTeM W3y4YeHWs MPeAINouTeHui. 32 OCHOBY ObIT
B34T pacIpOCTpaHEeHHBIM U XOpOILIO BaJIUIUPO-
BaHHBLIM UHCTPYMEHT — IIepeCMOTPEeHHBIN 14 IIOI-
POCTKOB/B3POCTBIX ONpPOoCHUK 1o KJK mpu MyKo-
Buciunose (Cystic Fibrosis Questionnaire-Revised,
CFQ-R) [37].

Kopomxasa ¢popma - 36 (Short Form-36, SF-36) u ee
npouszeoonvle

[lannas aHkera Oblia paspaboTaHa JJis OIEeHKH
KauecTBa )KM3HU KaK [1allMeHTOB, TaK U HaCeJleHUs
B 11eJIOM. IHCTPYMEeHT BKJIt0YaeT B ce0s1 BOMPOCHI,
Kacamolluecss COUManbHOM PYHKIMM UeloBeKa, ero
«KW3HEHHOU DHepruu», 00IIero COCTOSIHUS 3710PO-
BbsI, HAJTMUus fuckoMpopTa, pusanueckoil QyHKIIUU
Y pOJIeBbIX MoKazaTesied. B SF-36 TakKe BKIIOUEHBI
BOITPOCHI 0 XapaKTepPUCTUKAX BMOIIMOHAJIBHON che-
PBI MU MEHTAJIBHOTO 3[J0pOBbS [21].

B 6aze PubMed o6HapyXuBaeTcsi HECKOJIBKO
IecaTKOB Mybnukanuit (morckopast ctpoka: SF-36
cystic fibrosis), onuceiBatomnx npuMmeHenue SE 36
y INalMeHTOB C MYKOBUCLM[I030M. 3a MOCJIefHUN
rom ony6HHKOBaHo nBe pabotel. Tak, B 2024 T.
BbIIIIJIA B cBeT myOnukanusa Dainavas D. u coaBT.,
B KOTOpDOW IpejAcTaBJIeHbl pe3yJibTaThbl aHalinisa
bUHAHCOBBIX TOCHECTBUN, OOYCIOBIEHHBIX MY-
KOBUCLIU030M. ABTOPBI TaK’Ke [TPOBOJUIIU OLEeH-
Ky 00IIero CoCTOSHWS 3[0POBbS, aHATU3UPOBAIIU
BIIUSIHUE [I0Ka3aTejleil IOBCEeNHEBHBIX pacXOA0B
Ha KOK. [Tomy4yeHHbIe aHHbIe TTO3BOISIOT BEIIBUTH
BO3MOXKHbBIE NOAXOMB! K yayuleHnwo KXK y nronen
C MYKOBUCLM[030M, ONUpaIILMecs B TOM YUCIe
Ha BHeJJpeHMe HOBBIX WJIM YCOBEPLIEHCTBOBAHHBIX
MeTOMUK jnedeHus [21].

Ha ocHoBe ankeThl SF-36 paspaborana ¢opma
SF-12, mpepcrasnsiomnias coboit 6osiee KOPOTKYIO
anprTepHaTuBy. SF-12 mpenHasHaueHa [OJig [IpUMe-
HEeHUs B KPYMHOMACIITAOHBIX MCCJIeIOBAHUSIX.
HaneXHOCTb U BajqMIHOCTbL 3TOrO MHCTPyMeEHTA
Obl1a XOpoIIo JlokazaHa. [TogcyeT 6asyIoB 115t KaK-
JIOTO M3 YeThIpex JOMeHOB (pusnueckoe QYyHK-
LMOHWPOBaHUe, (uanuyeckas PoOJb, DMOIMOHAIb-
Hasg POJib M MeHTaJjibHOe 3[0POBbe) MPOBOJUTCS
C UCIIOJIb30BAHUEM [BYX IIYHKTOB. [Ipy 3TOM Kax-
IbI W3 OCTAJIbHBIX YeThIpex JIOMeHOB (GoseBou
cMHIpOM, oOlllee 370pOBbe, JKM3HEHHAs DHepPrus
W couuanbHoe (QYHKIWOHWPOBAHUWE) OIEHWBAIOT-
Csl Ha OCHOBAHMY OLHOIO IyHKTA. Bce 12 mMyHKTOB
MCIIONTB3YIOTCS [IJIsT pacyeTa CyMMapHbIX 06ajijioB
no GU3NUecKoMy M MCUXUUECKOMY KOMIIOHEHTaM

(PCS-12 1 MCS-12) ¢ noMouIbl0 aJropuTMa, dMIU-
pUYeCKY TOJTYUeHHOTO Ha OCHOBE TaHHBIX 0O0IIero
omnpoca HaceneHnus B CIIIA [38, 39].

HaiileHo HECKOJbKO TyOJIMKAIUii, B KOTOPBIX
OTpa’keHbl pe3yJIbTaThbl [IPUMEHEHUS BJIEMEHTOB
onpocHuka SF-12 y malueHTOB ¢ MYKOBUCLUIO-
30M (mouckoBag ctpoka: SF-12 cystic fibrosis). Tak,
B pa6ore Perez A.A. M COaBT. MPUMEHSJIUCH IIIKa-
7l GUBUUYECKOTO M TICUXWYECKOro KOMIIOHEHTOB
nHcTpyMeHTa SF-12 ¢ menblo peructpapuu KOK
Yy MAallMeHTOB OO0 TPaHCIJIAHTAUU JIETKUX, a Tak-
J)Ke yepe3 3 M 6 MecsleB mocie onepanuu [40].
B nccrnenosanuu Neri L. 1 coaBT. IPOBOLUIIN OIIPOC
IIOJPOCTKOB C IOMOIBI0 SF-12. OIPpOCHUK UCIIOJIb-
30Bajicd B paMKaX U3yUYeHUd BO3MOXKHOCTeN agall-
Talluy poguTesiel, yUaCcTBYIOMINUX B yXo4e 3a HeThb-
MW C MYKOBUCHIIZO30M, K COOITIOIEHUI0 PEKMMOB
npodeccuoHanbHON W/WAW TPYyJOBOW AedTeTbHO-
ctu [41]. Rosa del Campo u coaBT. npeACTaBUIU pe-
3ynbraThl aHanusa KK Ha ocHoBe SF-12 y manueH-
TOB, MOJTYYaBIIUX TTPOOUOTUKHM C 11eJThI0 CHUIKEHU S
BbIpaJKeHHOCTU OucHaKkTeprosa MpU MYKOBUCIIH-
nose [42].

SF-6D - cucrema, paspaboTaHHas Ha OCHOBe
SF-36 ¢ nenbo enje 00bIIero YIPOLIeHUd IpolLe-
nyp usMmepenus KXX v rojnydeHus 3HaUeHU [10J1€3-
HOCTHU (TaKk Ha3bIBaeMbIX utilities), ncmonb3yemMbIx
B ($apMaKOdKOHOMMWYECKMX aHaau3ax. Penknm
npuMepoM (cTpoka moucka: SF-6D cystic fibrosis)
U3ydeHUsa CBOUCTB SF-6D npu MYyKOBUCLUOO3E
aBisercs pabora Mukuria C. u coaBT., B KOTOpO#
MPUBOJSITCH UTOTU CpaBHeHUS QYHKIMOHATBHBIX
napameTpoB ompocHukoB CFQ-R-8D, EQ-5D-3L
u SF-6D [13].

Onpocnuk no npoguaio eauanus 6oaesnu (Sickness
Impact Profile, SIP)

OmHUM ¥3 pacnpoCTpaHEHHBIX BapuaHToB SIP
(comep>xut 136 mojiokeHU# U 12 KaTeropuii), uc-
[I0JIb3yeMbIX IIPU MYKOBUCLIU[03€, SBJISIETCH €ro
o6puranckast Bepcus (UKSIP). THCTPpYMEHT BKJIIO-
JaeT TakKue [NOMEHBbl, KaK COH U OTIbIX; [IUTAHUE;
pabora; BeJleHMe [OMAITHEro XO3siCTBa; peKkpea-
s ¥ cBOOOHOE BpeMs; mepeBusKeHre; MOOUIIb-
HOCTB; YXO/[I 32 TEJIOM U MOJBUKHOCTbB; COLLUAJIBHOE
B3aMMOJeNCTBYE; HACTOPOXKEHHOCTh U BHUMATEJIb-
HOCTb B IIOBEJI€HUU; 5MOLIMOHAJIbLHOE [0OBeeHUE;
M KOMMYHUKa1us. [TogcueT 6ana0B MPOU3BOIUTCS
[IyTeM aHa/li3a B3BelIMBAMLUX LIKal. bojlee BbI-
coxuit 6ann orpaxaer xyamee KK [43]. Mcmomnb-
3oBaHue UKSIP mo3BoigeT onpenensaTh eguHoe
VHIEeKCHOe 3HaueHUe, a TakKe CBOIHBIE MHIEKCHI
Y TpodUIIbHBIE ITOKa3aTeau A4 12 kaTeropuit [43].

[IpuMepoM uCCIeLOBAHUSA C WUCIOJIb30BaAHUEM
SIP y 60/bHBIX MYKOBHCIIA/I030M MOJKET CIY>KUTb
pabora De Jong W. m coaBT. ABTOpBI M3y4vasiu
cBs3b nokasaresei K)XX ¢c MHOUKaTOpaMu JIerOuYHON
byuxkuuu [44].
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Hommunzemckuii npoduiv 300poevs (NHP)

NHP cuuTaeTcs BaJUIHBIM U HaJLEKHBIM OIIPO-
CHUKOM [JII perUCTpaLuu IoKas3aTesaeil COCTOTHUS
3710POBbS IO PU3UYECKOMY, COLIMATBHOMY U OMOL M-
OHAJIbHOMY KOMITOHeHTaM [45].

[Touck B PubMed o6HapyskuBaeT HECKOIBKO CTa-
Teli (mouckoBas cTpoka: 'nottingham health profile"
cystic fibrosis), B koTopeix ymnoMuHaeTcad NHP.
B psaae paboT c momoinbio NHP oleHuBaiach mu-
Hamuka KK mocsie TpaHcIlaHTalMu jerkux [46].
B HEKOTOPBIX CTaThsiX oTMeueHo, uyTo NHP obnapga-
eT JIUMUTUPOBAHHBIMU BO3MOJXHOCTSIMU IIpU €ro
KCIIOJIb30BAHUM y MAllMEeHTOB C MYKOBUCIIUIO30M.
Hanpuwmep, B uccnenoanuu Congleton J. u coaBT.
ObIIM  TOJTyUYeHbl [aHHble, CBUJETEbCTBYOIINE
0 HaJWMYUU JIUIIH C1ab6ON KOPPesnsiuyd MeXy To-
kazarensaMmu no NHP u auHaMuKon nameHeHuit Gu-
3MOJIOTMUECKUX MTapaMeTpoB [47].

O0cyK/IeHne H 3aK/TI0YeHne

Onenka KJK manueHTOB ¢ MYKOBUCIIUI030M OC-
HOBaHa Ha NMPUMEHEHWU CIeluPuUecKux 1 00IIUX
aHkeT. Crenuduueckre aHKeThl MCIIOIb30BATUCH
B 3apy0eKHbIX HAy4YHBIX HWCC/Ie[OBAHUAX Yallle
JIpyTrux. B oTedecTBEHHBIX MYy OIMKAIMSIX KAUECTBO
SKU3HU IIPU MYKOBUCLHUIO3€ OLeHUBAIUA IIpeXXie
BCEro C MoMolbio 001mux TecToB. Cpenu 60bIIOro
pasHoob6pasus TectoB CFQ-R m CFQol siBnsioTcs
pacIpoCcTpaHeHHBIMU CllelINaJIUu3UPOBAHHLIMY UH-
CTPyMeHTaMu, OO0JafalollMMU TepCrleKTUBHBIMU
CBOMCTBaMMU, HEOOXOTMMBIMU [JI UX WHTErpaluu
B CUCTeMY QYHKIIMOHMPOBAHUS PETUCTPOB 3/]paBo-
oxpaHeHHd 3a pybeskoM [8].

3HauuTenbHAs [OJIg TeCTOB OpUEHTHUpOBaHA
Ha IOAPOCTKOB U B3POC/BIX MALIMEHTOB, OTIeJb-
Hble TeCTHl CJIOKHBI /I 3alOJTHEHUS AeTbMU [48].
OueBuIHA TIOTPEOGHOCTH B KOPOTKUX U YIAOOHBIX
aHKeTaX, MHTeIPUPOBAHHBLIX B OHJIAMH-CEPBUCHI
nudpoBbix naaThopMm. TeM He MeHee 3a pPybOekoM
TecT CFQ-R BanmuaupoBaH 14 JeTCKOU U B3POCTION
MOMYJISIIWY TAMeHToB, 00agaeT CIHoCOOHOCTHIO
BBISIBASATH MOAPOOHBIE acmekThl AuHaMuku KK
malyeHTa KakK B KJIMHUYECKUX MCIBITAHUAX, TaK
U B YCJIOBUAX IPaKTUYECKOrO 3[4PaBOOXpaHeHU.
Metonuka wusmepenus KX c¢ momoumpio CFQ-R
0CTaeTCd «30JIOTEIM CTaHIAPTOM» [JI B3POCJIBIX
(Bepcust CFQ-R 14+) mpu opraHusalnuy MpOAOJIKU-
TeJIbHOIO MOHUTODUHIA Pe3yJIbTaTUBHOCTU Jiede-
HUSA MyKoBHcIMmo3a [15, 27, 49]. Tlpu aTom Tiy6o-
Kre uaMepeHUsd 3QPeKTUBHOCTU WHHOBAILMOHHOMN
Tepanuu B oTHomeHWn KXK MoryT ObITH monyye-
HBl ITyTeM BHeJpeHWS HOBBIX MWHCTPYMEHTOB [26].
Bce yvamie Ha mpaKkTUKe TOSBASIOTCS LUPPOBBIE
dbopmbl  KroueBbIX omnpocHUKOB (e-CFQ-R; eCF-
QUEST - snextponnas Bepcus CFQoL). [Tpenmo-
nmaraeTrcs, 4To LuppoBasd (37eKTPOHHAST) BepCHUS

CFQ-R cmoxxeT 3amMeHWTHh OyMa’>kKHbIVi BapUaHT,
obecreuyuB ObICTPOTY, YIOOCTBO, HA/IEKHOCTb U MH-
$bOopMaTUBHOCTE €ro MpUMeHeHUs B MTOBCETHEBHON
NpaKkTUKe.

Penxue crieninduueckue TeCTHI MPOIIIX aanTa-
L0 [JIF PYCCKOSI3BbIUHBIX Mosb3oBaTesnein. CFQ-R,
B OT/IMYMe OT I1eJIor0 pala OPYIUX OINPOCHUKOB,
ObIT TIepeBe/leH Ha PyCcCKuUit s3bIK. B 6azy PUHII
BKJIIoueHa paboTa ¢ WTOTaMW aHKETUPOBAHUS
no CFQ-R, mpoBefieHHOTO Ha 0aze yUpeXKJeHus OT-
€UeCTBEHHOI'0 3[paBOOXPaHeHUd B paMKaX HccJie-
IOBaHUA Pe3yJbTAaTUBHOCTU BapUaHTa JIeUeHUST
pecnupaTopHOil UHPEKIIUU Yy B3POCIIBIX C MYyKOBUC-
1a030M [24].

CepbesHbIM NPeNATCTBUEM K [IPAKTUYEeCKOMY BHe-
JIPEHUIO OT/eJIbHBIX OTTPOCHUKOB SIBJISIETCSI TTpo6iemMa
KOMIIaKTHOCTU. TeopeTuuecky MOJOUTHU K pPelleHUI0
DTOTO BOIIPOCa BO3MOXKHO HECKOJIbKUMU IMIYTIMUY,
B TOM YKCJIe TaKUMM KakK: 1) CHUIKeHWe aJMWUHU-
CTPAaTMBHOM HATPYy3KM MyTeM aBTOMATU3aluu cbopa
1 00paboTKM MepeMeHHbIX; 2) MepecMoTp MOYJIel,
OLIEHOYHEIX JIMHEeeK, pefyLpoBaHUe IIYHKTOB C II0-
crenyiolleid BeprduKalMell CBOUCTB MOJYYEeHHON
BepCcHuH; 3) NMpUMeHeHWe [BOMHOU WHCTPyMeHTaslb-
HOW TeXHWKW, OCHOBAHHOM HA KOMOWMHMPOBAHUMU Ca-
MOCTOSITEJIbHBIX Majlopa3MepHBIX OOIIUX W CIelu-
dudeckux cuctem usMepenud [43]. PenyuupoBaHHas
rubpuaHas MeTOAMKA, BKJIIOUAoIas UCTI0Ib30BaH e
HaurboJiee 3HAYMMBIX [JOMEHOB M3 KPYITHBIX 00mIei
1 crienuPrUecKkoi aHKeT (B YaCTHOCTH, U3 00'bEMHOM
ankeTsl UKSIP u nmHcTpymenta CFQOL), monBepra-
Jlach JUCKYCCUU B KOHTEKCTEe BO3MOJKHOCTeH CUHTe-
3a BCECTOPOHHWX TMPeJICTABIeHN 00 MHIWBUIYaTb-
HBEIX acrektaxX KJK y manueHToB ¢ MYyKOBUCULLO30M
B DYTMHHOW BpauebOHOU TpakTuKe. OIHAKO IOJHO-
LIEHHOCTE ITapaMeTpPOB HaleKHOCTU U BaJIUIHOCTU
TaKWX U3MepeHU# MasionsyyveHa [43].

Pan ompocuukoB (EQ-5D, SF-6D, CFQ-R-8D) re-
HEpPUPYeT OIeHKW, HeoOXoJuMble s KIWHUKO-
DKOHOMMUYECKOr'0 aHa/JIu3a TUIIA «3aTPAThl — IOJIe3-
HocTh» (Cost-Utility Analysis, CUA) [22]. [Tockonbky
o6CyXXeHWe CBOWCTB TONOOHBIX WHCTPYMEHTOB
BBIXOJUT 32 paMKM [aHHOTO 0030pa, TO IJIs 03-
HaKOMJIEHUS C COOTBETCTBYMOIIed MHpopMalnuei
MOKHO 06paTuThCs K Gubarorpapuueckum 6azam.

B oTeuecTBEHHBIX MCTOUHWKAX MOAPOOHO W3-
JIOKeHBl XApaKTepPUCTUKU MEXK/TYHAPOIHBIX 00-
mux onpocHWKkoB (SF-36, EQ-5D u 1p.), HaMeueHbl
HallpaBJIeHUS! WX [IPUMEHEHUS B PYCCKOSI3BIUHOMN
cpepe. [TosyyeH 10Ie€3HBIA MTOJIOXKUTEbHBIN OIBIT
UCIIOJIb30BaHUg B Poccuu B paMKaxX HCCIenoBa-
Hui KOK npu MyKoBuUCLM[03€ TaKUX ONPOCHUKOB,
kak PedsQL [2], SF-36 u Health Utilities Index [50].
[To maHHBIM 3apy0esKHOW JIUTepaTypbl, B HEKOTO-
pPBIX CUTyalMsaX 000CHOBAaHHOE BKJIIOUEHUE B MPO-
HeAypbl MOHUTOPHUHTA CIelUPUUYECKUX TeCTOB
MJIA BOITPOCOB oOoratiaeT pe3ybTaThbl OIeHOK KOp-
pensgTaMy, ¢ OCTATOYHON YYBCTBUTEILHOCTEIO OT-

ISSN 2713-2617. 3nopoBbe Merarosuca. 2025. T. 6, BbIrl. 1 91




OBb3O0PhbI

/ REVIEWS

pPa’KaloUUMU TUHAMUKY MPOSIBAEHUN MYKOBUCIIU-
nosa [37, 47].

B 3akmoueHre HeOOXOAUMO elle pPa3 OTMETUTH,
YTO yAyUllleHre 6Jaronojiydus MallueHToB C MY-
KOBUCIIMI030M TOCPENCTBOM KOMIIJIEKCHOTO CH-
CTEeMHOT'0 MOHUTOPUHTIA OLlEHOK KauecTBa XU3HU
ABJIIETCS OAHOW M3 aKTyaJbHbIX 3ajay COBpe-
MEHHOI'0 37paBoOXpaHeHUs. [IpyHUMas BO BHU-
MaHUWe U3JI0KeHHOe, Ha CerofHsIIHUN [eHb Ba-

puanThl CFQ-R (CFQ-R 14+ ocTaeTcsi «3070ThIM
CTaHAApPTOM» [Jis B3POC/bIX) M TEXHUKA HAYUHO
060CHOBAHHOTO KOMOUHMPOBAHUSA PA3HOPOTHBIX
JINHEeeK W3MepeHUs MCXOAOB Y MalMeHTOB IIO-
Ka3blBAalT MpeuMylllecTBa B CBeTe peajus3aluu
QJITOPUTMOB TIOIIAT0OBOr0 MOKUCKA MyTeW K MIUPO-
KOMY BHeJIpeHWI0 MeTOo0B olleHKkM K)K B moBce[-
HEBHYI0O MPaKTUKYy OpraHU3alUil OTeUeCTBEHHO-
ro 3JpaBOOXpaHeHU.
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