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AHHOTaUMA

Jlerounas apTepuanbHas runeptensus (JIAT) — Tsxenoe nporpeccupyioliiee 3a6oneaxite ¢ He6AAroNPUATHBIM MPOrHO30M, CUMMTOMbI KOTOPOTO HEFaTUBHO BAMAIT
Ha KauectBo u3Hu (KX) nawweHTos. bnarogaps BHeApeHuto HOBbIX 3 dekTuBHbIX JTAT-CrieLmduueckux npenaparos, B HACTOALLIEE BPEMA LMo Tepaniin ABNAETCA
He TOMbKO NPO/LTIEHNE KU3HM NALIAEHTA, HO 1 YNyulLIeHNE ee KayecTBa.

TepmuH «KX» 06beanHAET (BefieHUA 06 OCHOBHbIX cdepax KU3HM UenoBeka: MCUXONOTYecKoe, CouManbHoe, Gusnueckoe U AyxoBHoe Bnarononyume. [na
amarHoctukn JIAT ucnonb3yetca 6obLuoe KOMMYECTBO NabOPaTOPHO-MHCTPYMEHTANbHBIX METOA0B MCCNEAOBAHMA, OAHAKO OHW He MOTYT OXapakTepu3oBaTb
noka3atenn KiK. OCHOBHbIM UHCTpyMeHTOM A n3yuenna KX ABnAeTCA onpocHuK.

OnpocHukn ana oueHkn KM MOXHO paspenutb Ha ABe rpynnbl: YHUBepcanbHble (06wme) U cneumranbHble (6onesHb-cneuuduueckue). 06iwme onpocHNKI
ucnonb3ytotcs Ana uyvens KX Kak y 350poBbIX toA€ld, TaK 1 Npu pasfinyHbix 3aboneBaHnax. CnewuanbHble ONPOCHINKIA CORepKaT CneLuduueckue KOMMOHEHTH
L151 KOHKPETHOT0 33601eBaHINA, M03TOMY LOMKHBI ObITb Haubonee UyBCTBUTENBHBIMA.

Mepable uccnefosanua KX y nauventos ¢ JIAT nokasanu 3HauuTeNbHble HapyLieHUa BO BCeX Chepax U3HU MauueHToB. B HacToAlee BpemA BO MHOTUX
PaHZOMU3NPOBAHHBIX KOHTPOAMPYEMbIX MCCNefoBaHNAX IQdekTuBHOCTI JIAT-cneumduueckoli Tepanuu B KauecTBe BTOPUYHON KOHEUHO TOUKN UCMONb3yeTca
oueHka KX npu nomowuy pasnuuHbix onpocHnkos. Cpean obLymx onpocHUKoB Hanbonee yacto npumenatotca SF-36 u EuroQol-5D. CpaBHuTeNbHO HeaaBHO Gbin
pa3paboTaHbl 1 BaNMAMPOBaHbI CrieLuanbHble onpocHukn Ans oueHkn KX y naumentos ¢ JIAT. Y Kaxoro onpocHuKa ecTb CBOU NPeUMyLLEeCTBa 1 HeJ0CTaTKN.

B naHHom 0630pe Mbl paccmoTpum Bo3mMoxHOCTH oueHkn KX y naumentos ¢ JIAT npu nomowyyn yHuBepcanbHbix (SF-36, EuroQol-5D) u cneumanbHbix ana JIAT
(CAMPHOR, PAH-SYMPACT, EmPHasis-10) onpocHukoB. [laHHble onpocHUKI MoKa3anu cebs none3HbIM UHCTPYMEHTOM B HaYUHOI 1 KNMHWUYECKOI MPaKTuKe, uTo
MoAYepKMBAETCA B COBPEMEHHDBIX PEKOMEHAALMAX MO AUArHOCTUKE U NleueHnio neroyHoii runeptensun ESC/ERS 2022. B HacToALlee BpemA NpeACTaBNAET HTepec
U3yyeHne B3aUMOCBA3N pe3ynbTaToB onpocHnKkoB KM ¢ KnuHMyeckumu 1 nabopatopHO-MHCTPYMEHTANbHBIMI JaHHBIMIA, MONYYeHHbIMU NpU 06CNe0BaHUN
NMaLWEHTOB.

KnioueBble cnoBa: neroyHas aptepuasnbHas runepTeH3us, KauecTBo I3HM, ONPOCHUK KauecTBa xm3Hu, SF-36, EQ-5D, CAMPHOR, PAH-SYMPACT, EmPHasis-10
OuHanmpoBaHue. PaboTa nposesieHa 63 NpuBneYeHNA JONONHUTENBHOMO GUHAHCMPOBAHMA CO CTOPOHbI TPETBMX JIALL.
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Quality of life assessment in patients with pulmonary
arterial hypertension
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Abstract

Pulmonary arterial hypertension (PAH) is a severe progressive disease with a pure prognosis, which symptoms have a negative impact on patient's quality of life
(QoL). Due to the implementation of new effective PAH-specific drugs, currently the task of therapy is not only to prolong the patient's life, but also to improve its
quality.

The term "QoL" combines information about the main areas of human life: psychological, social, physical and mental well-being. A set of laboratory and
instrumental tests is being used to diagnose PAH, but they cannot characterize indicators of QoL. The main tool for studying QoL is a questionnaire.

Questionnaires for assessing QoL can be divided into two groups: universal (general) and special (disease-specific). General questionnaires are used to study
QoL both in healthy people and in various diseases. Special questionnaires contain specific components for a particular disease, and therefore must be the most
sensitive.

The first studies of QoL in patients with PAH showed significant disorders in all areas of patients' lives. Currently, many randomized controlled trials of the efficacy
of PAH-specific therapy study QoL using various questionnaires as a secondary end-point. SF-36 and EuroQol-5D are used the most commonly among the general
questionnaires. Special questionnaires have been developed and validated to assess QoL in patients with PAH relatively recently. Each questionnaire has its
advantages and disadvantages.

In this review we will consider the possibilities of assessing QoL in patients with PAH using universal (SF-36, EuroQol-5D) and disease-specific for PAH (CAMPHOR,
PAH-SYMPACT, EmPHasis-10) questionnaires. These questionnaires have proven to be a valuable instrument in scientific and clinical practice, which is emphasized
in actual 2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension. Currently it is of interest to study the relationship between the
results of QoL questionnaires and clinical, laboratory and instrumental tests.
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BBepeHune

Jlerounas aprepuanbHas runepTensus (JIAIL) - tsoxenas ma-
TOJIOTMA CepPAEeYHO-COCYANCTON CUCTEMbI, MMelolas KpaiiHe
He(/1aTOIIPMATHBIN IIPOTHO3 IIPY OTCYTCTBUM JIeYEHNUA.

IMTannentoB ¢ JIAI' 6ecniokosT HecrerududecKue *aao0sl,
TaKue KaK OfbIIIKa Ipy GU3MYeCKMX Harpys3Kax, MOBbIIICHHA A
YTOMJIAEMOCTD, Ceppliebuenne, ronoBokpyxenne. Ha Gornee
TIO3/JHMX CTa/iUAX 3a00/IeBaHNA IIPUCOCNUHAIOTCA 60NN B TPy /-
HOJT KJIeTKe, OTEKH, CHHKOIIAIbHbIEe COCTOSAH, KPOBOXapKaHuUe
[1-3]. DTy CMMIITOMBI MSHYPSIOT MALMEHTOB M YXYALIAIOT Kade-
crBo >xn3Hu (KXK): mpuBopAT K 3HaUMTENIBHOMY YXYAIIEHWIO
(bM3MYIECKOTO COCTOAHNA, HAPYIIEHNIO COLMATBbHOTO B3aMMO-
HeCTBMS, CIIOCOOHOCTY 3aHMMAThCS TIOBCEJHEBHON HeATeNb-
HOCTBI0. KpoMe TOro, MHOT e [TaliMeHThI UCIIBITBIBAIOT YYBCTBO
menpeccyn 1 6eCIIOKONCTBA, a TAKKe IIPO6IeMBI CO CHOM [2].

Brnaropaps paspabotke a¢GeKTUBHBIX METOHOB CIenduie-
CKOTO IaTOTeHeTUYeCKOro nedenus JIAT, mpofo/mKuTeIbHOCTb
JKVM3HU [IALMEHTOB B HACTOsIIee BpeMs YBe/ININ/IaCh, YTO pac-
mypseT Uean repanyn fo ynyuurennsa KX [2].

Iuarnocruka JIAT 6asupyercs Ha UCIIONTB30BAHUY OOJIBIIO-
TO KOJIMYeCTBa 1ab0paTOPHO-MHCTPYMEHTA/IbHBIX METONOB JIC-
cregoBaHus [1-3], OfHAKO OHM He CMOTYT OXapaKTepU30BaTh
nokasareny KJK. B cBAsy ¢ 3TuM, ncIonb3oBaHye OIPOCHNKOB
mns oneHkn KXK MokeT cTaTh Ba)KHOI YaCTbIO BefleHN A HAL-
eHToB ¢ JIAT. B coBpeMeHHbBIX peKOMeHJalAX IO AMAaTrHOCTH-
Ke 1 nedeHno nerovnoit runeprensuu ESC/ERS 2022 Bnepsrie
MO YePKIMBAETCS BaXKHOCTD JICIIONb30BAHMA ONPOCHMKOB JI/IS
onenky KJK kak Ha arane ycraHOB/IEHW JUAaTHO3a, TAK U B JIU-
HaMUKe 1A OlleHKM 9 (eKTUBHOCTY IPOBOAVMOIL Tepannu u
HeOOXOAMMOCT ee KOppeKIun [2, 4].

OHPEAEHEHVIE NMOHATUA «KKa4eCTBO XXKN3HN»

Ha coBpemenHoM aTarne BcemyupHas oprannsanyus 3gpaBoox-
panennsa (BO3) onpenensger KXK kak MHAMBUYaTbHYIO OLICHKY
YeJI0BEKOM CBOETO IIOJIOXKEH NS B )KM3HM 00LIeCTBA B KOHTEKCTE
KYJIBTYPBI 11 CUCTEMBI LIEHHOCTEN C TOYKIY 3PEHU LIeJIelt, OKM-
TaHMIL, CTAHAAPTOB, MHTEPECOB ¥ BOSMOXKHOCTEI MHANBITA. B
COBPEMEHHOII Me[MIIVMHe MOMy4YNa PacHpoCTpaHeHUe TePMUH
«KJK, cBs3anHOe cO 310poBbeM». [laHHASI KOHIIEIIVSI HATIOMU-
HaeT O Ba)KHeIlIeM IPUHIUIIE KINMHUYECKON NMPAKTUKI «Jle-
4UTh He 60/Ie3Hb, a 6OTBHOTO» [4].

[Monsitre «KJXK» MHOroMepHO 1 BKIodaeT B cebst mHGOpMa-
10 06 OCHOBHBIX Chepax KU3HM Ye/I0BEKA: ICUXOTIOIMYECKOE,
conmanbHoe, prsndeckoe u fyxosHoe 6marononyune. KK, cBs-
3aHHOE CO 37J0POBbeM, TI03BOJISIET OLPEENTh BIMsIHIE O0Tes-
HI U JIeYeHN A Ha cocTossHme 6onpHoro. ITokasarenn KXK usme-
HSIIOTCSI CO BpeMeHeM B 3aBUCHMOCTY OT COCTOSIHVSA Mal[/eHTa,
00yCIIOB/IEHHOTO [UHAMUKOI 3abomeBaHus un 3¢ ¢eKTUBHO-
croio tedenna. Ocobenno BaxkHol cocrasnsomei KK sasnsaer-
CA yJacTVIe CaMOTO JYe/IoBeKa B XapaKTePUCTUKE €T0 COCTOAHNA,
OLIEHMBAETCsI He TSKECTD MATOIOTMYEeCKOT0 IIPOoIlecca, a To, Kak
MAIMEeHT IePeHOCUT CBoe 3aboneBanme [4].

OnNpOCHUKM ANA OLeHKN KauecTBa XXKU3HU npun
NneroyvyHol apTepuanbHOl FrMNepTeH3nn

OcHoBHBIM UHCTpyMeHTOM 14 oueHku KK aBnsgercs onpo-
cHuK. Bee onpocHuku st nsmepenust KXX MoxxHO pasgennts
Ha JiBe TPYILIbL: yHUBepcaabHble (001ye) n crennanbHble (60-
nesHb-crennpuieckre) [5]. B Hacrosiee BpeMs U3BeCTHO 60-

nee 500 onpocHuKoB. OO1Ie OIPOCHUKN UCTIONb3YIOTCA LA
ouenky KJK Kak y 300pOBbIX /Iofieil, TaK U IIPU Pa3IUIHBIX
3aboneBanmaAx (Hampumep, SF-36, SF-12, Nottingham Health
Profile, EuroQol-5D). CrelmanbHble OIPOCHMUKM COTEpsKaT
crienn¢uUecKue KOMIIOHEHTBI [Is KOHKPETHOTro 3aboreBa-
HIISI, TIO9TOMY SIB/ISIOTCS Hambojee 4yBCTBUTEIbHBIMU. [Ipu
9TOM B PaMKax Ka>KJIOro 3a00JIeBaHVsI MOXKET MCIIO/Ib30BATh-
€Sl HECKOJIBKO 007Ie3Hb-CIen(puIeckX OIpOoCHNKOB. B peko-
MeHJAUMAX 10 OMArHOCTUKE U JIEYEHUIO JIETOYHOI TUIepTeH-
sun ESC/ERS 2022 npepnaraercs ucnonbsosatb CAMPHOR,
PAH-SYMPACT, EmPHasis-10 u LPH (Living with Pulmonary
Hypertension — MopyuunpoBaHHbIl And mauneHTos ¢ JIAT
MUHHECOTCKII OIPOCHUK, Pa3pabOTaHHBIIT paHee ISl CepHed-
HOI1 HEIIOCTAaTOYHOCTH) [2, 5].

Meroponorusa anammsa KJK mpepmnonaraer mucronb3osa-
HHUe CTaHJAPTU3MPOBAHHBIX OIPOCHUKOB, KOTOpPbIE IPOIIN
KyJIbTYPHYI0 M A3BIKOBYIO afaNTaluio M Banmupanuio. Kax-
Iblil OIPOCHUK COCTOUT M3 TPEX OCHOBHBIX 3JIEMEHTOB: [JOMe-
HBI VIV IIKaJTBI (IIOKa3aTey VU aCIIeKThI 30POBbsI), BOIPOCHI
WIN yTBeP>K/eHN A, BOSMOXKHbIC BAPMAHTHI OTBeTa (YPOBHM TA-
JKeCT! TEKyLIero IoKasaress 3f0poBbs). [lomyunts nudopma-
LU0 OT 6O/IBHBIX MOKHO HECKOJIBKMMM METOJAMI: YCTHOE MH-
TEPBbI0 BpPauOM, CAMOCTOATE/IbHOE 3aIIO/IHEHMe OIPOCHNKOB
00/bHBIM, TeeOHHBII OIIPOC GOMPHBIX, AHKETUPOBAHME [IPU
TIOMOII M PacCBUTKY uceM [4, 5].

ITepsore nccnenosanus KK y maumenrtos ¢ JIAT 6butn Ha-
IIpaBJIeHbl Ha ONMCaHVe BBIPa>KeHHOCT! HapyleHnit. OHu 110-
KasajM 3HAUUTE/bHbIE HApYIIEHNA BO BceX cdepax >XUSHU
nanneHToB [6]. B mocnenyromem orenka KXX mpu nomoriu pas-
JIMYHBIX OIIPOCHUKOB JCIIO/Ib30Ba/IaCh BO MHOIX KPYITHBIX VIC-
cnenoBaHusix apdexruBHOoCTH JIAT-Crierudndaeckoit repanmn.

Omnpocunk SF-36. Ompocamk Medical Outcomes Study
Short Form-36 (SF-36) — ogun 13 Hanbosee MOMyIAPHBIX 06-
LIMX ONPOCHUKOB Npu nposefeHun uccneposannit KK, On
6b11 pa3paboTaH 1 HOpMUPOBaH fiist 06mielt momyssiuyy CIITA
Ware J.E. n coasrt. B 1992 1., mepeBefieH Ha PyCCKUI A3BIK CO-
TPYAHMKAMU aHAIUTUIECKOTO CeKTOopa MeXKHal[MOHAIbHOTO
LlenTpa nccmegoBanus Kadectsa xusHu B Cankr-IletrepOypre
B 1998 1. PesynbraTel nsydennsa KJK 2114 sxureneit Cankr-Ile-
TepOypra moKasaay, 9YTO POCCUIICKasi Bepcust onpocHuka SF-
36 obmagaeT HafjeXXHBIMU IICUXOMETPUYECKMMIU CBOMICTBAMMU
U MOXKET OBbITh MCIIOIb30BAHA /s IIPOBE/IEHN s IOMY/IALMOH-
HbIx uccnegoBanuit KXX B Poccun.

OmnpocHuk SF-36 (MmopuduimpoBanHas Bepcust ast Poccun)
COCTOMT U3 36 BOIIPOCOB, KOTOpPbIe CIPYIIIMPOBAHBL B 8 MIKAJL.
IToxasarenu mKa BeIpaXkaroTcs B 6amtax ot 0 go 100, rae 607b-
lIee KOIMYECTBO 0AJ/IOB OTPaXkaioT Ooree BBICOKIII YPOBEHb
KOK. IIkansr GOpMUPYIOT 2 IOKA3aTeNsl: ICUXUYECKUIT 1 Hu-
3M4YeCKIIT KOMIIOHEHTBHI 310poBb. [llkanbl «Pusndeckoe GpyHk-
LUOHMpOBaHMe», «PomeBoe (YHKIMOHMPOBaHME, OOYC/IOB-
JleHHOe (GU3NYECKUM COCTOSTHUEM», «V[HTEHCUBHOCTD 6GOMN»,
«Ob111ee COCTOSTHME 3[J0POBbSI» OTPAXKAT (PU3NIECKIIT KOMIIO-
HEHT 3710poBbs. A mkansl «’Ku3HeHHas aKTMBHOCTDb», «Conu-
anpHOe (PYHKUMOHMPOBaHNUe», «PomeBoe PpyHKINOHUPOBAHNE,
00yCIIOB/IEHHOE SMOLMOHAIBHBIM COCTOsIHVMEM» U «Ilcmxide-
CKOe 3I0pOBbe» — IICYXNYECKIII KOMIIOHEHT 3[J0pOBbsI (4, 7].

SF-36 ncnonb3oBascs BO MHOTMX PAHIOMM3MPOBAHHbBIX KOH-
TponupyeMbix uccnegoBanuAx sddexrusnocTn JIAI-cnenu-
(buyeckoii Tepanny, B KOTOPbIX olleHnBanocs KOK.

B uccnegosarnn BENEFIT 603eHTaH 1O CpaBHEHUIO C IUIA-
11€00 IPOIEMOHCTPUPOBAJI IIOTIOXKUTENBHOE BIVsIHIE HA T€MO-
AMHAMMKY (CHYDKEHIUE JIeTOYHO-COCYAMCTOrO CONMPOTUBIICHMS
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(JICC) B rpyme, nony4asbiueii 603eHTaH, 6oree yeM Ha 22% IO
CPaBHEHMIO C VICXO{HBIMY 3HA4YeHMsIMI) U YpoBeHb N-TepMmu-
HaJIbHOTO (parMeHTa HaTPUITYPETUIeCKOTO MPOIENTHIA MO3-
roBoro (NT-proBNP). OpHako pe3ynbraTsl ompocHuka SF-36
He BBIABIIN PA3N4Nil MeX/y TpynmnamMu 603eHTaHa I I1alle-
60 [8].

B cBoem nccnegoBanuy Mathai SC u coaBT. BBIABUIN TeCHYIO
B3aJIMOCBA3b MeXy IoKasaTenAMy SF-36 u ucxomamMu y mamu-
entoB ¢ JIAT (mpgnomarnyeckoit JIAT (VIJIT) n JIAT, accounnpo-
BAHHOIT C CMCTEMHBIMU 3a00/IEBAaHVSIMIL COIMHITEIBHOI TKa-
HM): LIECTD 113 BOCBMI IIKAJI, BK/IFOYasI BCe IIKAIbI QU3NIECKOTO
GbYHKIMOHMPOBaHMA, O6BUIN CBA3aHBI C BBDKMBaeMocTbio. Ofi-
HAKO, CyLIIeCTBEHHOI B3aYIMOCBA3Y C JAHHBIMM KaTeTepu3aLnn
npaBeix otaenoB cepana (KIIOC) obuapysxeHo He 651710 [9].

B paHpoM13upoBaHHOE I1a11e60-KOHTPOIIPYEMOe UCCIIeN0-
BaHne SERAPHIN 65110 BK1toueHo 742 nmanuenta ¢ JIAT II-IV
@K (BO3) us 39 crpan mupa fijst oLjeHKM 3QpPeKTUBHOCTH Ji/IN-
TEeJIbHOTO JIeYeHM I MallUTeHTaHOM. BpI/Io IMoKasaHo, 4TO Npu-
eM Mal[MTeHTaHa CHIDKAET PVUCK CMEPTHOCTH 1 3a00/1eBaeMOCT
Ha 45% 110 CpaBHEHUIO ¢ TpyIIoil ianebo. B gaHHOM ncce-
HDOBAaHUM B KayeCTBe BTOPUYHBIX KOHEUHBIX TOYEK OBIIM WC-
I10/Ib30BAHBI IOKA3aTe/IV He TOIBKO TeCTa 6-MUHYTHOI XOIbObI
(T6MX), pyukunonanproro kinacca (PK) mo BO3, wactors! ro-
CIMTANM3ALNI U3-32 YXY/IIIEHN COCTOSHNUSA, HO Y IIOKa3aTeNnn
KK onpocuuxa SF-36. ITpu orjeHke BpeMeHM [0 IEPBOIi TOCHN-
Ta/1u3anuy ObIIO BBISBICHO CHIDKEHNE PUCKA TOCIINTAIN3ALINI
110 ooy JIAT Ha 37,4% y nanneHToB Ha (oHe Tepamum MaIu-
TEHTaHOM I10 CPAaBHEHMIO C I'PYILIION I1ae60. AHAMU3Upys pe-
3yJIBTATHI, IOTTy4eHHble ITpy HoMoly onpocHuka KJK SF-36 B
Hayasie VICCIeJOBAHM U Yepe3 6 MecsAleB Tepamun, Habmoxa-
JIOCh 3HAYNTE/IbHOE YTy dllleHe TI0Ka3aTesel BCex MIKasl, KpoMe
mkansl «Ob1iee cocTosiHME 30pOBbsi» [10].

EBpomeiicknii ONPOCHUK [ OLEHKNM KadyecTBa >KU3HI
EuroQol-5D. EuroQol-5D (EQ-5D) - erie opyis u3 Hanbosee 9a-
CTO WCIIO/Ib3yeMBIX O0IIMX OPOCHUKOB st onjeHkn KOK, pas-
pabOoTaHHBII IPYIIION eBPOIECKMX yueHbIX B 1991 1. Pycckas
Bepcus OIPOCHMKA, KOTOpas pa3pelleHa [Jid ICIIONb30BaHUA B
HAyYHBIX U KIMHUYECKNX UCCIeOBAHMAX, OblIa 3aperncTpu-
poBaHa B 1995 r. ONpOCHUK NpPENCTAB/IEH TPEMS BEPCUAMMU:
EQ-5D-3L, EQ-5D-5L (Bepcuu OIPOCHUKOB AJIsI B3POCIIBIX) 1
EQ-5D-Y (meTckast BepCusi OIIPOCHUKA).

EQ-5D nHaubosee npocToii 1 yAOOHbIIT B 3aII0THEHUY U pac-
YyeTe pe3y/IbTaToB ONpPOCHMK. ONPOCHUK COCTOUT M3 ABYX 4a-
cTeil. B niepBoil yacTu ONPOCHMKA IIPENCTABIEHO 5 BOIIPOCOB
(TOABIDKHOCTD, yXOf 3a co0O0I, MOBCeJHEBHAA [eATEeNbHOCTD,
60nb/muckoMpopT, TpeBora/ fernpeccus), KaKIblil 13 KOTOPBIX
OLIEHMBAETCA 10 3 MM 5 YPOBHAM BbIPa>KEHHOCTI HAPYLIEH I
(B 3aBucumoctu ot Bepcuu). Ha ocHOBe OTBETOB Ha BOIIPOCHI
dbopMupyeTcsa MHAUBUAYAIbHbI IPO(UIb COCTOSHNA 30OPO-
Bbs VI PAcCUUTBIBACTCA «UMHAEKC 3[[0POBbsA». Bropas 4acTb
ONPOCHMKA — 3TO 20-CaHTMMETpPOBas BU3Ya/IbHO-aHAIOTOBas
mkama (BAIII) «repmoMeTp 37[0pOBbsA», Ha KOTOPOI «0» 0O3Ha-
YaeT Hauxypee, «100» — HammIy4lllee COCTOSHIE 3[JOPOBbA [5,
11, 12].

EQ-5D HeopmHOKpaTHO Mcmonb3oBancsa mas ouenkn KK B
uccnepoBanuAx tepanun JIAI. Hanmpumep, B panpmomMusnpo-
BaHHOM IITalle60-KOHTponupyemoM uccinefosanuy AIR-1, B
KOTOpoM 607mbHBIM (72% — manuenTs ¢ JIAT) HasHagancs uH-
Ta/ISIVOHHBIN WIOHPOCT, ObUIAa [OKasaHa KIMHUYeCKas 3¢-
(beKTUBHOCTD IIpelapaTa B CpaBHEHMN C TPYIION I1anebo He
TOJIBKO IIPY ITOMOIIY JICC/IeJOBAaHNA TeMOIMHAMUKN U (PYHK-
LIMOHAJIBHBIX TECTOB, HO 1 ITpu nomouu onpocHnka EQ-5D. A

MMEHHO: 3HAUNTe/IbHO YTyUIIVINCh cpefHue 6asuibl o BAIII-
«TE€PMOMETP 3[OPOBbs» € 46,9+15,9 no 52,8+19,1 n nmokasarenn
cocroAHusA 370poBbA ¢ 0,49%0,28 mo 0,58+0,27 B rpynne uo-
IpoCTa, HO MPAKTUYeCKU He M3MEHWINCh B IPYIIe IIane6o
[13].

B wuccnemoBanum PATENT-1 6bUIO BBIABIEHO 3HAYMMOE
yaydllleHne KIMHUYECKMUX M MHCTPYMEHTA/IbHBIX ITOKasaTeseit
(ynyumenue ®K (BO3), ysemuenne guctannym B T6MX, cHu-
skeHue ypoBHA NT-proBNP, cumkenne JICC u cpegHero masie-
HusA B erouHolt aprepyu npu KIIOC) Ha done npuema proru-
ryara [0 CpaBHEHMIO C IPYIIION I1are60, OXHAKO ITOKa3aTenn
EQ-5D cyuiecTBeHHO He OTINYAINCh [14].

B OTKpBITOM MHOTOLEHTPOBOM HEKOHTPOIUPYEMOM JCCIIe-
nosanyy RESPITE msywanmach BOSMOXKHOCTD IepeK/TIOUEHM S
tepanuy uHrubUTOopamMn Qochopuacrepaspi-5 Ha PUOLKUTYaT
npu HefoCTaToYHoi 3 PeKTUBHOCTI. Y OONBIINHCTBA MALN-
eHTOB (Bcero 61 4emoBeK), BKIIOYEHHbBIX B MCC/IENOBaHe, Oblna
nuarHoctuposana VI, Bce oun Haxopmnucs B I11 OK (BO3) u
nonyvam cungeHadun (66%) nm taganadun (34%). Yepes 24
HeleNM ToC/Ie KOPPeKIUM Tepanuy HabMoanoch yaydlleHne
T6MX, ©K (BO3), NT-proBNP, nokasarenert reMOFMHAMUKA U
EQ-5D [15].

Onpocunk CAMPHOR. Omnpocank CAMPHOR (The
Cambridge Pulmonary Hypertension Outcome Review) - ato
MIePBBIIT OIIPOCHNUK, KOTOPBIIT 61T paspaboraH B 2006 T. creru-
anpHO 1A n3ydeHns KXK y maumeHToB ¢ eroyHol runepTeH-
sueit. CAMPHOR onennBaeTcs 1o 3 OCHOBHBIM IIIKa/IaM: CYM-
IITOMBI, Qu3NyUecKas aKTUBHOCTb M KadecTBO >kusHu. [llxanma
«CUMIITOMBI» COCTOMUT U3 25 IMYHKTOB, (POKYCUPYIOUIUXCA Ha
JKIU3HEHHOJ SHEpIUM, BBIPA)XEHHOCTU OZBIIIKM M HACTpoe-
Hu. B Ka)xjoM nyHKTe BO3MOXKeH oTBeT «[la» nan «Het», ko-
Topble oneHnBarTcst B 1 wuu 0 6annos coorBercTBerHo. [lIKa-
nma «Pusnyeckas aKTMBHOCTDb» IIpeAcTaBIeHa 15 BonpocaMu o
BO3MOXXHOCTH BBIIIO/IHATD PA3NNYHble QU3MYECKUe HATPY3KIL,
K K/[BIil ITYHKT OL|eHMBAeTCs 10 3-6a/UIbHoII mKaste: 0 6anios —
«CaMOCTOSITENbHO, 6e3 pobieM», 1 6ar — «CaMOCTOSTEIBHO,
C TPYZIOM», 2 6aJIa — «He CHOCOOEH BBLITIOMTHATD CAMOCTOSTEIb-
Ho». [lIkasa «KadecTBO >XM3HM» BK/IIOYaeT B ce0s1 25 BOIIPOCOB,
XapaKTepy3yeT YyBCTBO HE3ABMCUMOCTI 1 0€30IaCHOCTH, CO-
I[Ma/IbHYI0 aKTMBHOCTb 1 CAMOOIIEHKY, OLIEHMBAETCsA TaK JKe,
Kak 1kana «Cumnrombi». [Tokasarenu «CumnTombl» u «Kave-
CTBO KU3HM» Bapbupytorcs oT 0 1o 25 6anos, a «Pusnyeckoi
aKTUBHOCTW» - OT 0 1o 30 6anyIoB, IpudeM, YeM BbILIe Pe3yiib-
Tar, TeM xy>xe KJK [16].

ABTOpBI laHHOTO onpocHKka McKenna SP 1 coaBT. B rpynie
u3 91 manyeHTa ¢ pasInIHbIMY (POPMAMU IETOYHOI TUIIEPTEeH-
31J OKa3a/IM HaJle)KHOCTD, Ba/IMJHOCTD 1 XOPOLIYIO BOCIIPON3-
BOAVMMOCTb TeCTUpoBaHUA [16]. B mccrmemoBaHuM mopTyrann-
ckux aBTOpoB Reis A n coaBr. (75% naumenTos ¢ JIAT) 6bura
IPOJIEeMOHCTPUPOBaHA CUIbHASI KOPPE/IALNA MEX/y pe3yybTa-
tamy CAMPHOR u ®K (BO3), T6MX, CTelneHbIo OfibIIKM 110
bopry [17].

Onpocauk EmPHasis-10. Onpocunk EmPHasis-10 6bi1
paspaboran ydenbiMn u3 Bemmko6bpuranunu Yorke J. u coaBr.
cnennanabHo A oueHky KIK y Bspocnbix manmentos ¢ JIAT
OH npeyicTasisieT c060i KOPOTKYIO U IMIPOCTYIO aHKETY IS Ca-
MOOLIEHK! TTaLlIeHTOM BBIPa’KeHHOCT!U OJIbIIIKM, YTOMJIAEMO-
CTU M COLMANbHBIX orpaHmyenmit. OnpocHuk cocrout us 10
IPOTVBOIIOTIOXHBIX YTBEP)K/JEHNIT Ha Ka>KIOM KOHI[e 6-6asib-
Hoit mikassl (0t 0 1o 5). O6mmit 6an onpepensercs IIyTeM CJI0-
JKeHI I IOy YeHHbIX OTBETOB Ha 10 MYHKTOB U BapbUPyeTCs OT
0 o 50, rae 6omee BBICOKUIT 6a/T yKasbIBaeT Ha Oojlee HU3KOeE
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KJK. IIpeumyIiecTBoM JaHHOTO ONPOCHMUKA AB/SAETCA €r0 Ofi-
HOMEPHOCTb, JIETKMIT aHaJIN3, IPOCTOTA B IIPMMEHEHUN BPa4OM
1 3aII0/IHEHMM HAIMIEHTOM, YTO II03BOJIAET UCIIONb30BATh €r0
B aMOy/aTopHOI mpakTuke. ONPOCHNUK IpefCcTaB/IeH Ha caliTe
The Pulmonary Hypertension Association (PHA UK) B cBo60z-
HOM JIOCTYTIE Ha aHIJINIICKOM A3BIKe.

B uccnenoBanme pa3paboTINKOB ONPOCHNKA OBIIO BK/IIOYEHO
226 manueHToB (82% c JIAT, cpemumit Bodpacrt 55,614 net, 70%
JKEHIIMHBI). YYacTHMKaAM, MoMuMo 3amnonHenus EmPHasis-10,
NpefIarazoch OTBeTUTh Ha Bonpockl LPH, tecra Dyspnoea-12
(Ompimika-12), B KOTOPOM OLieHMBAaeTCs PpU3NIeCKOe U IMOL-
OHaJIbHOE BOCHPUATHE OFBILIKY, 1 60TbBHUYHOI MIKAJIBI TPEBO-
ru u genpeccun HADS (Hospital Anxiety and Depression Scale).
Kpowme toro, nposoancst TEMX u onpepgensincs OK (BO3). Vc-
CliefloBaHMe IPOJEMOHCTPUPOBAJIO CUIbHYIO KOPPEIALMIO 110-
kasarenei onenku KX (r=0,61), ogpimku (r=0,74) u mcuxomno-
rudeckoro cocrosguns (r=0,77), yMepeHHYI0 KOppeIALuio C
pesynbraramn T6MX (r=—0,40) [18].

B perpocnextuBHOe nccnegoBanme Favoccia C. m coaBT.
ObUIM BK/IIOYEHbI 687 IMAI[EHTOB, KOTOPbIE 3aMOJIHSIN OIpPO-
cuuk EmPHasis-10. Y 556 ugenoBek (80,9%) Oblia QuarHOCTHU-
posana JIAT (VMJII, nacnencrBenHas JIAI, mHAyLMpOBaHHAs
JIeKapCTBEHHbIMM Ipenapartamu 1 TokcuHamu JIAT, JIAT npu
BPOXK/IEHHBIX TIOPOKax ceppna, JIAT acconumpoBaHHasd ¢ 3a60-
JIeBAaHUAMIU COEAVHUTENIBHON TKaHU), OONBIINHCTBO MallVieH-
TOB (62,2%) Haxogwauch B III-IV OK (BO3), cpegumit Bospact
51,7 £18,4 net, cpepuuit 6an mo mkaze EmPHasis-10 cocra-
Bu 25,3112,7. B maHHOI paboTe mpy MOMOLIY JIOTPAHTOBOTO
TecTa Obl/Ia MPOJEMOHCTPUPOBAHA CBA3b MEX/Y Pe3yIbTaToOM
EmPHasis-10 1 BbDKMBaeMOCTbIO y nauueHToB ¢ JIAT u BbiAB-
JIEHO TIOPOTOBOE 3HA4YeHMe ONPOCHMKA IS IPOTrHO3MPOBaHNA
CMepTe/IbHOTO MCXOfia, paBHOe 32 [19].

MHoroneHTpoBoe uccnenosanue Lewis RA u coaBT., BK1ova-
routee 1745 manuenTos ¢ JIAT (73% — >KeHIIMHBI, CPeIHMIT BO3-
pacrt 5917 nert, 61% B III ®K (BO3), pe3ynbprarsl OnpoCHNUKa
EmPHasis-10 ot 18 no 38 6annos (Meguana 29 6aios)), IoKa-
3a710 yMepeHHyo kopperanuio ¢ PK (r=0,50) u T6MX (r=0,55).
B Teuenme roga mnocie Hayazna McciefoBaHuA yMmepno 240 ma-
LMEHTOB. ABTOPbI pas3fenyiy BCeX MAIMeHTOB IO Ayamaso-
Hy pesynbraToB emPHasis-10 na Tpu rpynnsr: 1 rpynma - 0-16
6annos, 2 rpynmna — 17-33 6anios u 3 rpynmna — 34-50 6annos.
ITony4yeHHble YPOBHU TOAMYHOI JeTanbHOCTY (5%, 10% n 23%
COOTBETCTBEHHO) B JAHHBIX TPYIIIaX OYeHb IIOXOXKV Ha IIOPO-
TOBBIe 3HAUEHMsI HM3KOTO (<5%), cperHero (5-20%) 1 BBICOKOTO
(>20%) pucka eTanbHOCTH, IpeAIoKeHHble EBpoIerickium 06-
LIeCTBOM KapAMOJIOrOB U EBPOMENCKMM pecrupaTopHbIM 006-
mectsoM (ESC/ERS) [20, 2].

Omnpocank PAH-SYMPACT. Onpocaunk PAH-SYMPACT
(Pulmonary Arterial Hypertension-Symptoms and Impact) -
9TO criennUIecKuii ONPOCHUK AJIsA OLEHKM cUMITOMOB JIAT
n ux Bnusanus Ha KOK. Ero paspa6orami 8 2009 r. 17151 MCHOTb-
30BaHMs B KIMHNYIECKUX nccnefoBanmsix JIAT-crennduaeckoit
Tepanuy B KauecTBe KOHEUHOII TOUKM U B PYTMHHOI KIMHNYe-
CKOII IpaKkTuKe [21].

PAH-SYMPACT cocrout us aByx 4acreii. [Jomen «Cumnro-
MBI» TIpefiCTaB/leH 11 TMyHKTaMM, KOTOpbIe OICHMBAIOT CVM-
nrombl JIAT no 5-6ajibHoii mikase Jlaiikepra oT «He 6eCIIOKO-
ut coBcem» (0 6anIoB) 10 «0OUeHb CUMBHO becriokonT» (4 6aa).
Homen «BnusiHMe» COCTOUT U3 7 MyHKTOB, IPU MOMOIIM KOTO-
PBIX [ALVEHT OLjeHMBaeT PU3NIEeCKOe U ICUX0IMOLMIOHATIBHOE
BO3IeiicTBME Ha Hero cuMnToMoB JIAT 1o 5-6aIbHOIN 1IKajie
Jlajikepra, rae sHaueHMe «0» COOTBETCTBYET ONPeNe/IeHNI0 «CO-

BceM 6e3 3aTPyIHEHMUIT/COBCEM HeT», @ «4» — «COBCeM He MOry/
4ype3BbIyaiiHo». OlLeHKa Ka>K[0Jl YacTi OIPOCHMKA PACCUUTDI-
BaeTCs KaK CyMMa 0ajioB ee 97eMEeHTOB, O0/iee BBICOKMIT 6asit
yKasbIBaeT Ha 6ojiee cepbe3Hble CUMIITOMBI/BIuAHNMe [21, 22].

OxonuarenbHoe comepxanue PAH-SYMPACT u ero ncuxo-
MeTpudecKasi BaIUAALVs ObUIM MIPOBENEHbI B MHOTOLIEHTPO-
BOM IIPOCIIEKTMBHOM OTKpbITOM MccnenoBanny SYMPHONY c
IpMMeHeHMeM MallMTeHTaHa y nanueHTos ¢ JIAT. B uccnenosa-
Hue 6bUTO BK/II0UEHO 278 mareHTOB (78,8% — YKeHIMHBL, Cpefi-
Huit Bospact — 60 net) ¢ JIAT (VIJIT' - 48,9%, HacnecTBeHHAsS
JIAT - 0,7%, JIAT, BbI3BaHHaA IeKapCTBAMI ¥ TOKCMHAMU 7,6%,
JIAT, accoummpoBaHHasi ¢ 3a00/I€BAHUSAMY COEIMHUTENBHOI
TKaHu — 39,9%, JIAT, acconunposannas c BIIC - 2,5%, JIAT, ac-
counmpoBanHas ¢ BIY-nndpekuneit — 0,4%). Y Bcex marjueHToB
B Hayajie MCCeNOBaHNM, 3aTeM Ha 8 1 16 Heferne ompenensics
@K (BO3), mposopmics TOMX u 3amonHsAMNCh OIpOCHNUKY SF-
36, CAMPHOR, ucnonb3oBanach LiKajaa 0OIIero KIMHNIeCKO-
ro Brevatienst (CGI) /15t OLjeHK M BpadoM M3MEHEHVISI TSKECTHU
3aboneBanns. B onpocunke PAH-SYMPACT paspen «Cuminro-
Mbl» 3aIIO/IHAJICS €XKe[HeBHO B TeueHMe 7 IHell, 3aTeM paccun-
TBIBAJICS CPeIHMIT 6aL, a pasfen «BausaHme» 3aOMHICS TOMb-
KO Ha 7 JieHb. VccieoBaHye JOKa3ano Ha/IeXKHOCTD U BHICOKYIO
BOCIIPOM3BOAMMOCTD IIOKa3aTeslell OIPOCHMKA ¥ CTaOMIbHBIX
nanyeHToB. Koppenauusa pesynpratoB PAH-SYMPACT c pe-
synpTaTamu SF-36, CAMPHOR ouenmBanach 0T yMepeHHOI! 10
BbICOKOII (r=0,34-0,80). Camas BbIcOKas koppensanns (r=-0,57)
BBISIBJIEHa MeXAY IIOKasaTe/lsAMM BIVAHUA cuMITOMOB JIAT
Ha Qu3NYecKoe COCTOSAHME MAlMeHTa 1 pesyabraTamu T6MX.
Kpome Toro, pe3ynbraThbl OIIPOCHMKA MO3BOJIAIOT BBIABUTD Hall-
6oree TSOKENMyI0 TPpyNITy manyeHTos ¢ JIAT, 4To COOTBeTCTBOBA-
no OK III-IV (BO3) u pesynbratam LIKajbl OOLIETo BledYaTIe-
HIA Bpava O TAXKeCTM 3abomeBaHuA. AHaNN3 JaHHBIX ITOKa3aJl,
YTO MCIO/Ib30BaHMe MAI[MEHTOM KIC/IOpOZa He BIMUAET Ha pe-
3y/IBTaThl ONpOCHMKA, 103ToMy PAH-SYMPACT MoxHO ole-
HVBATh HE3ABIUCUMO OT T€PAINY KIUCTOPOAOM [22].

B 2020 r. Frantz RP u coaBT. u3 xmnuHuku Maito (CIIA) mpo-
Be/Il PeTPOCHEKTUBHBIN AHA/IN3 Pe3yNbTaToOB MCCIEIOBAHM
SYMPHONY. Cpennne HefenbHble 3HaYeHMSA CPaBHUBAJINCDH
¢ exxegHeBHbIMM Oaymamu 1o 11 Bompocam o cumnromax. O6-
Hapy>KeHa BBICOKAsI U OY€Hb BBICOKAs KOPPEALMs MeXY 6as-
nMaMu B 100071 JIeHb B TedeHMe BCEro Mepuofia co CpefjHeHe-
Ie/IbHBIMY, Ipu4eM Oojlee BBICOKAs [/ 3HAYEHMIT Ha 7 [ieHb
(r=0,70-0,90 1 >0,90). Bb1/10 1TOKa3aHO, YTO OFHOSHEBHASA OLIE€H-
Ka 00erx 4acrTeil ONpPOCHMKA B IIOBCEJHEBHON K/IMHIYECKON
IpaKTUKe AB/IAETCA 60JIee IIPOCTONT aIbTePHATUBOI CEMUJIHEB-
HoI1 [23].

3ak/oyeHne

JIAT mpepncTaBisAeT coboii TsKeNIoe Iporpeccupyioliee He-
u3nednMoe 3aboneBaHme, CHMITOMBI KOTOPOTO BBIPa)KEHHO
BIMAIOT Ha Bce cepbl >KusHu. baropapst paspaborke 1 BHe-
npeunio apdextuBHOI JIAT-criennduyeckoit Tepanui, Lenbio
JIe4eHM S SBJIAETCS He TONbKO NPOJJIeHNe )KI3HY MAIlIeHTa, HO
U yIydllleHue ee KadecTBa. 3a IOC/IefjHMe HECKOIBKO JIeT ObIIn
TIPOBEJIeHbl MCCIelOBAHMA, HallpaB/eHHble Ha usydeHue KOK
nanueHToB ¢ JIAT u BIuAHNA Ha Hero Tepanuu. bpiay ucnomnb-
30BaHbl pasnu4Hble 00uIMe u crenuanabuble ompocHukn KXK.
Cpepnu 061X OIPOCHNKOB Hanbojiee 9acTo mpuMeHsinuch SF-
36 u EuroQol-5D. OnsiT npumenenns SF-36 1 EQ-5D nokasar,
YTO y/IydlleHue 1abopaTOPHO-NHCTPYMEHTAIbHBIX TaHHBIX He
BCeT/la COIPOBOXK/laeTcA ynyudlenneM nokasareneit KIK. B cpa-
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31 C OTCYTCTBUEM ClieiupUIeCcKUX NHCTPYMEHTOB /IS OLIeHKHU
KX y manuentos ¢ JIAIL, 6b1mi paspaboTaHbl 1 BaIugupOBa-
HBI CIlenuanbHble onpocHuky, Takme kak CAMPHOR, PAH-
SYMPACT u EmPHasis-10. lannbie onpocunku KXK s nanu-
eHTOB ¢ JIAT ncIoNb3yI0TCA CPaBHUTENLHO HEJABHO U TPEOYIOT
TanpHerero n3ydenusa. Kpome Toro, octaeTcsi HesICHBIM BO-
IIPOC, €CTh /1M IPENMYIIeCTBA IPYMEHEHMs OOLINX OIPOCHN-

KOB HaJl OonesHb-crennpuyeckumu npu JIAL. B Hacrosmiee
BpeMsi HeOOXOfMMa JajIbHeilInasl OlleHKa BO3MOXXHOCTEN WC-
1o/1b30BaHNA onpocHukos KJK y manmeHTOB ¢ pasnmyHbIMU
¢dopmamu JIAT B peasibHOI KIMHUYECKON IPAKTUKe, U3y IeHME
CBSI3Y X Pe3y/IbTATOB C JAHHBIMY K/IMHIYECKOTO I TabopaTop-
HO-JMHCTPYMEHTa/IbHOTO 00C/IeJOBa M.
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