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PE®EPAT

AKTYAJIbHOCTb. NMapokcnsmanbHas HoOYHas remMornobu-
Hypus (MHIMN) — penkoe nprvoBpeTeHHOE K/IOHA/lbHOE He-
onyxoneBoe 3a6osieBaHNne KPOBETBOPHOW TKaHU, XapakTe-
pu3yloleecsa KOMM/IEMEHT-OMOCPEAOBAHHbIM FEMOTM30M,
ONCHYHKLUMEN KOCTHOFO MO3ra M MNOBbILIEHHbIM PUCKOM
TPOMOOTUYECKUX U OPraHHbIX OCMOXHEHUN. 3abonesaHune
CBA3@HO C HEYK/IOHHbIMW TeMmnamu MpPOrpeccnpoBaHng,
yXyALawumMm Mpoao/IKUTENbHOCTb U KAYeCTBO XKU3HMU
naunMeHToB. HecMOTPS Ha BbICOKY 3hheKTUBHOCTb aHTU-
KOMM/IEMEHTaPHOr O IeYeHUs, y 3HaUNTENbHOM YacTu 60/b-
HbIX UMEeeT MeCTO Cy6OoNnTUMasbHbIA OTBET Ha MaTOreHeTu-
yeckylo Tepanuio. TpyaHOCTU, C KOTOPbIMU CTa/IKMBAIOTCA
nauneHTbl B NMOBCEOHEBHOW XWU3HMW, KAYECTBO WX XKU3HMU,
Opems 60/1€3HN M OrpaHNYEHNS B NPOtEeCCUOHAIbHOM ae-
ATEIbHOCTU NPAKTUYECKN HE OCBELLEHbI B iMTepaType.

LLEJ1b. N3yunTb Meanko-coumnarnbHbli npoduab 1 nokasa-
TeNN KayectBa XW3HW 60/bHbIX [MHI ¢ cy6onTumanbHbIM
OTBETOM Ha NaTOreHeTUYECKYIo Tepanuio, a TakXKe OLEeHUTb
KIMHUYECKYIO MHPOPMAaTUBHOCTb UM MPaKTUYECKYIO 3Hauu-
MocTb onpocHuka FACIT-Fatigue gna aHanusa obuweli ag-
HEKTUBHOCTM IeYEHUS.

MATEPUAJIbl U METOAbI. B pamMkax MHOMOLEHTPOBOro
HabniogaTeNbHOro KIMHMYECKOro nccnepoBaHns 60/bHble
MHI" ¢ cy6ontumManbHbIM OTBETOM Ha NaTOreHeTUYECKyIo Te-
panuio ogHOKPATHO 3anosnHsnn onpocHukn EQ-5D n FACIT-
Fatigue, a Tak>Ke ONPOCHLIA IUCT C BONPOCaMn 06 OCHOBHbIX
cumntomax [MHI, 3a6oneBaHuun, neyeHnun n npodeccuo-
HanbHOW aesaTtenbHoCcTU. [ng aHann3a AaHHbIX UCMOb30Ba-
MCb MeTOAbl ONMUCATENbHOM CTATUCTUKK, @ TakXe Kputepui
MaHHa—YWUTHU, KpUTEPUIA X2 1 KOPPENALMOHHbIV aHanus.

PE3YJ/IbTATbl. B wuccnegoBaHue BK/IOYEHbl AaHHble
45 60onbHbIX MHI 13 12 meanunHckmx ueHTpoB PO (knac-
cnyeckas NMHIM — 64,4 %). Megnana Bo3pacTta 41 rog, 62 %
XeHLWMH. CpegHas NpPOAO/IXUTENBHOCTL CyOOoNTUManbHO-
ro oTBeTa Ha Tepanuto coctaBmna 3,2 roga. bonbWMHCTBO
naunMeHToB MMenu npobnembl ¢ noaBuxHocTbio (55,6 %),
TpeBory/aenpeccuto (62,2 %) n TpyAHOCTN B MOBCEAHEBHOW
peatenbHocTn (68,9 %). Y nogaBnsiowero uncnia 60onesHb
YMEPEHHO UMW 3HAUYUTENIbHO B/MANA Ha MOBCEAHEBHYHO
OeATeNbHOCTb U CcouMalnbHYyO/CEMEerHyo XU3Hb. Y 61 %
paboTaloLmx NauMeHToOB OCHOBHOE 3ab0fieBaHne yMepeH-
HO WM 3HAYUTE/IBHO OrpaHuyMBano Mx NpodeccroHanb-
HYlO AeATeNIbHOCTb. BONbWMHCTBO MaUMEHTOB WUCMbITbIBA-
n ytomnaemocTb (96 %), ronosHyto 601b (86 %), oablKy
(83 %), TPYAHOCTU C KOHUEHTpaLMern BHUMaHUS W HapyLue-
HUS cHa (82 %), yyalleHHoe cepauebuenne (77 %), XxenTyw-
HOCTb KOXHbIX MOKPOBOB (76 %), 60nb B cnnHe (71 %). Bbl-
paxeHHas ytomnsgemocTb (< 40 6annoB no FACIT-Fatigue)
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ABSTRACT

BACKGROUND. Paroxysmal nocturnal hemoglobinuria
(PNH) is a rare acquired clonal non-neoplastic disorder
of hematopoietic tissue characterized by complement-
mediated hemolysis, bone marrow dysfunction, and high-
er risk of thrombotic and organic complications. This dis-
ease is associated with rapid rate of progression as well
as worsening life expectancy and quality of life. Despite
high efficacy of anti-complement treatment, a conside-
rable proportion of patients show suboptimal response to
pathogenetic therapy. Problems that patients encounter in
everyday life, their quality of life, burden of disease, and
limitations in professional life have not been adequately
addressed in literature.

AIM. To study sociomedical profile and quality-of-life indica-
tors of PNH patients with suboptimal response to pathoge-
netic therapy and to assess the FACIT-Fatigue Scale in terms
of its clinical information value and practical significance for
analyzing the overall treatment success.

MATERIALS & METHODS. As part of the multicenter ob-
servational clinical study, PNH patients with suboptimal re-
sponse to pathogenetic therapy completed the EQ-5D and
FACIT-Fatigue questionnaires as well as a checklist of main
PNH symptoms, their disease, treatment, and professio-
nal life. The method of descriptive statistics as well as the
Mann-Whitney test, the x? test, and correlation analysis were
used to analyze the data.

RESULTS. The study was based on the data from 45 PNH
patients treated in 12 health centers in Russia (classic PNH
accounted for 64.4 %). The age median was 41 years, 62 %
of patients were women. The mean duration of subopti-
mal response to pathogenetic therapy was 3.2 years. Most
patients had mobility issues (55.6 %), anxiety/depression
(62.2 %), and hardships in their daily activities (68.9 %). In
the vast majority of them, the disease had a moderate or
considerable impact on their daily activities and social/
family life. In 61 % of professionally active patients, the un-
derlying disease moderately or considerably limited their
professional life. Most patients reported fatigue (96 %),
headache (86 %), dyspnea (83 %), concentration issues and
sleep disorders (82 %), rapid heartbeat (77 %), yellowness
of the skin (76 %), and back pain (71 %). Pronounced fatigue
(with FACIT-Fatigue score of < 40) was registered in 70 %
of patients. A significant correlation was established be-
tween FACIT-Fatigue and EQ-5D VAS scores as well as a
relationship with the severity of dyspnea, tachycardia, and
concentration loss.

CONCLUSION. This clinical study demonstrated a consi-
derably reduced quality of life of PNH patients with subopti-
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KOHcTaTMpoBaHay 70 % naumeHToB. YCTaHOBNEHa CTaTUCTU-
YeCKW 3HaYMMas Koppensaums mexay ypoBHEM YyTOM/ISEMO-
ctn no FACIT-Fatigue n kadyectBom xun3Hun no EQ-5D VAS,
a TakXe B3alMMOCBSI3b C BbIPaXXEHHOCTbIO OAbILWKN, Taxu-
Kapauu, NoTepun KOHUEHTpaLMM BHAMaHUS.

3AKJ/IIOYEHUME. B pamkax HacCToAWero KAMHUYECKOro
NCCnedoBaHMs MOKAa3aHOo, YTO KayeCTBO XWU3HU OO/bHbIX
MHI ¢ cy6ontuManbHbIM OTBETOM Ha NaTOreHeTUYEeCKyto
Tepanuio B LIe/IOM 3HAYNTENBHO CHMXEHO. MpoaeMoHCTpu-
poBaHa MHGOOPMATMBHOCTb NpMMeHeHna onpocHunka FACIT-
Fatigue ona oueHkM yToMNAEMOCTU U ee BAUSHUS Ha Mo-
BCEOHEBHYIO XM3Hb. B pe3ynbrate nccnegoBaHus 4eTKO
0603HaUYNNNCh HepelleHHble Npobnemsbl Yy 605bHbix MHI
Cc cybonTMManbHbiM OTBETOM Ha MaTOreHeTU4YecKylo Tepa-
nuio. 9TO MOXET cnoco6CcTBOBaTL 60/bLUEN NaUNeHT-0pu-
€HTUPOBAHHOCTM MNPU OKa3aHUM MEAUUMHCKOW MOMOLUM
OAHHOWM CMOXHOM KaTeropmmn remMatonornyeckmx 60bHbIX.

KJTKOMEBbBIE CJIOBA: napokcum3manbHas HOYHas
reMorno6uHypus, cybonTMManbHbIi OTBET, MEAUKO-
counanbHbIi NPOdnb, KAYECTBO XU3HMU.
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mal response to pathogenetic therapy. It also confirmed the
information value of the FACIT-Fatigue Scale for assessing
fatigue and its impact on everyday life. This study clearly
identified outstanding issues related to PNH patients with
suboptimal response to pathogenetic therapy. That can con-
tribute to bringing more patient-oriented care to this chal-
lenging population of hematologic patients.

KEYWORDS: paroxysmal nocturnal hemoglobinuria,
suboptimal response, sociomedical profile, quality
of life.
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BBEAEHUE

[TapokcusmanibHass HO4YHasg remorso6unypus ([IHI) —
3TO peAKoe NMpHUOOpPeTEHHOE KJIOHA/JbHOE HEOMyX0JIEBOE
3a00/IeBaHME KPOBETBOPHOM TKaHH, XapaKTepHU3yIo-
meecss  KOMILJIEMEHT-OIIOCPELOBAHHBIM  TE€MOJIM30M,
JUCOYHKIMEH KOCTHOTO MO3ra U MOBBIIIEHHBIM PUCKOM
TPOMOOTHYECKUX U OpPraHHbIX ocjaoHeHu# [1-3]. IIHT
OTHOCUTCS K XPOHHYECKHUM 3a00JIEBAaHUSIM C HEYKJIOH-
HbIMM TeMIIaMH MNPOrpPecCUPOBaHUsl, CHHXKAIOLUIUMHU
MPOAO/KUTENBHOCTD KU3HU 60JIbHBIX [4, 5].

Jpyroit BaXXHbIN acleKT 60JIe3HU CBSI3aH C LIUPOKUM
CIIEKTPOM Np0oG6JIeM, C KOTOPBIMH CTAJIKUBAETCS MALUEHT
B NOBCEZHEBHOM XU3HU. 3a60/IeBaHUE CYLeCTBEHHO CHU-
’KaeT KauyeCTBO >KU3HU H3-32 HAJIUYHUs Pa3HOOGPa3HBIX
CUMIITOMOB, CBSI3aHHBIX C TE€MOJIUTHUYECKOM aHeMHeH,
TPOMOOTUYECKUMU OCTOKHEHHUSIMH, TIJIaZKOMBILIEYHON
JUCTOHUEHN U JpyruMu nposiBaeHusmu [IHT [6-8]. Ynyu-
IIeHHe KayeCTBa JXKMU3HU NMalMeHTa — OJHA U3 BaXKHBIX
nesied JedeHust U opueHTUp ee 3pdeKTUBHOCTU. B aTOM
CBSI3U OLlEHKA HCXO/,0B, COO0IaeMbIX TallMEHTAMH (B aH-
[JIOSA3bIYHOM JIUTepaType — patient-reported outcomes),
SIBJISIETCS BaXKHOM XapaKTEPUCTHUKOH YCHEIIHOCTH Jie-
YEeHUs B LIeJIOM.

B nocnesHue fecaTUNIeTHA yaJ0Ch JOCTUYb BlleyaT-
JISII0IIUX yciiexoB B iedeHuH [THI, koTopoe fnosroe Bpems
0CTaBaJIoCh CUMITOMaTh4ueckuM [9-12]. BHegpeHue B
KJMHUYECKYI0 NpPaKTUKy HUHruourtopa C5-KoMIOHeHTa
KOMIIJIeMeHTa 3Ky/1M3yMaba, a Mo3/iHee U ero MHHOBAlU-
OHHOTO aHaJloTa paBy/JM3yMaba pafMKaJbHO YJIY4LIUJIO0
nporHo3 3a6osieBaHust [13-16]. [lo gaHHBIM psia mpo-
CNEeKTHUBHBIX HCCIe[lOBaHUM, Tepamnusi HHTUOUTOpaMHU
C5-KkOMIIOHEeHTa KOMIlJIeMeHTa IpPUBOLUT K perpeccy
cumntoMoB [THI u ynyulineHHI0 KauecTBa )KU3HU 60JIbHBIX
[17-20].

OpHako, HecMOTpsl Ha BBICOKYI0 3(QPeKTHBHOCTb
AHTUKOMIIJIEMEHTApHOIO JieYeHUsl, Yy 3HayUTeJbHOH
YacTH NalMeHTOB UMeeT MeCTO CyOONTHMaIbHbIH OTBET
Ha naToreHeTuyeckyw Tepanuwo [1, 21, 22]. TpynHocTy,
C KOTOPBIMHU 06OJIbHble CTAJKHBAIOTCS B MOBCEJHEBHOM
’KU3HU, KaueCTBO UX KU3HU, 6peMs 60JIe3HU U OrpaHHU-
YyeHUs1 B NpoPecCUOHaTbHOW [eATeJbHOCTH IPaKTH-
YyeCKU He u3yyeHbl. ClielyeT OTMeTUTb, YTO BBUY KpaliHe
HU3KOHM pacnpoCcTpaHEeHHOCTH 3a60JieBaHUS TaKKe MaJso
H3y4eH MeJIUKO-ColMaibHbIN npodub 60abHbIX [THT, a B
ca1y4ae cy6ONTHMAJbHOTO OTBETA HA TaTOTeHEeTHYECKYI0
Tepanuo 3Ta UH$opMaL s OTCyTCTByeT BoBce. OTAesb-
HOT'0 BHUMaHHUs 3aCIy>KHMBaeT 3a/jladya BbI60pa ONPOCHUKA
JJI1 IPUMeHeHUs] B KJIMHHUYECKOM NpaKTHKe C LeJblo
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ObICTPO U HaJIeXHO OLLEHUTb COCTOsIHMe nanueHTa ¢ [THI,
NOJIy4alollero aHTUKOMILJIEMEHTAPHYO Tepanuio, 0cCo-
6eHHO NpU Cy6ONTHMaJbHOM OTBETe Ha Hee. /151 OlleHKH
KavyecTBa XXU3HU 60J1bHbIX [THI" Mcnosb3yoT Kak o611ue,
Tak U CHeLuaJbHble ONPOCHUKHU [6, 23]. CnenuaibHOTO
ONPOCHHKA, BaIUAMPOBAHHOTO U alpOOGUPOBAHHOIO A5
oTeuyecTBEHHOU nonynsauuu nagueHTos ¢ [THI, HeT. Onpo-
cuuk FACIT-Fatigue nmpumeHsieTcs [yl oueHKU 3¢dek-
TUBHOCTHU JieueHUs y nauueHToB c [THI, B T. 4. ¥ B Halue
CTpaHe, 0OlHAKO ero MUHGOPMATUBHOCTb U NpaKTHUYecKas
LIeHHOCTb, 0COGEHHO Yy MALMEHTOB C CyGONTHMa/lbHbIM
OTBETOM Ha Tepalulo, OCTAlOTCsl HEU3y4eHHbIMHU [24].

Henap wMcciegoBaHUsA — U3YYUTb MeJUKO-COLU-
aJbHBIN NpodUIb U OKA3aTeJHU KaueCcTBa XKU3HU Nalu-
€HTOB C Cy6ONTHMa/JIbHbIM OTBETOM Ha NaTOoreHeTH4e-
CKyI0 Tepalulo, a TaKXKe OLleHUTb KJIMHUYECKY0 UHOD-
MaTHUBHOCTb U TNPAKTUYECKYI0 3HAYMMOCTb OIPOCHHKA
FACIT-Fatigue pns ananusa o6ueit sapdeKTUBHOCTHU
snedyenud [THT

MATEPWAJIbI U METO/1bl

AHanu3 JaHHBIX TNpOBeJleH B paMKaX MHOIOLLEHTPO-
BOTO OJJHOMOMEHTHOro uccaefoBaHuss «0cobeHHOCTH
KayecTBa XU3HU U GpeMsi 60Jie3HU Y GOJIbHBIX MapOK-
CM3MaJIbHOW HOYHON TreMOIIOOUHypHUel ¢ CyOONTHU-
MaJIbHbIM OTBETOM Ha NAaTOTeHeTHYeCcKyl Tepanui —
[THI'-K?K-24», koTopoe peann30BaHo B 12 MeqUIIUHCKUX
opranusanusax 10 peruoHoB P® B nepuon c anpess mno
ntoyb 2024 r. B ucciemoBaHue BKJINOYaAXd B3POCJBIX
nalnueHTOB C mnoATBepxkAeHHoW [IHI, mosydaBmux
NaToreHeTUYeCKyl0 Tepanuio, y KOTOPbIX, COIJIACHO
HaunuoHanbHBIM KJMHHYECKMM peKoMeHZauusam [1],
KOHCTAaTHUPOBaH Cy60NTUMAJbHBIA OTBET Ha JieueHHe.

Bce 6os1bHBIE Nepe/; HA4YaIOM MCCJIeJOBaHUS MOAINU-
cbIBaJIM UHGOPMUPOBaHHOe coriacye. [laleHThl, BKIIIO-
YyeHHble B KCCJIe/J0BaHUe, 3aM0JIHAIHU clefyole GOopMbI
Ha OyMaKHbIX HOCHTeJISIX: OGLIMH ONPOCHUK KayecTBa
xusHu EQ-5D, cneuuanbHbI ONPOCHUK [AJS1 OLIEHKU
ytomasieMoctu FACIT-Fatigue, cnenpaibHbIA ONPOCHBIM
auct «bpeMs 6oJie3HU», cofepKalUi colUalibHO-IeMO-
rpadryeckyro MHGOpPMaALMIO, a TaKXKe BONPOCHI 0 3a6oJ1e-
BaHUY, JIeUeHUH, UCTIbITbIBAEMBbIX NAL[MEeHTOM CUMIITOMAax
Y MX BJHSIHUU Ha pa3Hble acleKThbl )KU3HU. 3aloJIHeHHe
¢dopM npoxoAuI0 B paMKax IJIAHOBOTO BU3UTA K Bpauy
WA BO BpeMs rOCNUTaJU3alMU. Bpauu-remMaTo/iorH Ha
OCHOBAaHUM MeJMUIIMHCKOM JOKyMeHTaluu OQpOpMJISIN
KapTy NallueHTa, CoAepkaBlIyo HHPopMaluio o 3aboe-
BaHUU U Jle4eHHUH, a TaKXKe BKJII0YABIIYIO BONPOChI OTHO-
CUTEeJIbHO NP06JieM, C KOTOPbIMHU CTaJIKUBAETCS NALUEHT
B IOBCEJHEBHOM KU3HMU.

EQ-5D — 061uii onpoCHUK OLleHKU KauecTBa XXU3HHY,
KOTOpBbIA NpPUMEHsETCA y NalMeHTOB C reMaToJioruye-
CKUMH 3a60JieBaHUSIMY, B T. 4. npu [THI [25]. OnpocHuk
COCTOUT M3 JABYX vacTell. [lepBasi yacTb — 3TO HATH
KOMIIOHEHTOB, XapaKTepU3yIOLIUX TaKUe aCHeKThbl
’KU3HH, KaK MOABWXXHOCTD (JBUraTesJbHasi aKTUBHOCTD),
yXoJ 3a cob6oM, MoBceJHEBHAsi aKTUBHOCTb, 60Jib/Auc-
koMbopT U TpeBora/Aenpeccusi. Kaxablii KOMIOHEHT
pasfiejleH Ha TPU YPOBHS B 3aBUCHUMOCTHU OT CTeleHHU
BbIPQ)KEHHOCTU Mpo6JIeMbl: ee OTCYTCTBUE, yMepeHHO
BbIpa)KeHHasl U CUJIbHO BblpaXkeHHasi npob6J/ieMa. Bropas
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YacTb ONPOCHHUKA — BU3yaJlbHO-aHAJIOroBas LIKaJa, Tak
HasblBaeMbll TEpMOMETD 3/10pOBbs. JTO BepTHKa/IbHas
rpaJydpoBaHHas JHUHelHKa, Ha KoTopoi 0 o3HayaeT camoe
ILJIOX0E COCTOsIHMe 37,0poBbs, a 100 — camoe xopolee.
JTa 4YacTb OINpPOCHUKA MpeJCcTaB/sgeT cob60oH Kojude-
CTBEHHYIO OLleHKY 0011lero cTaryca 37,0poBbsi. ONpOCHUK
EQ-5D mupoko mnpuMeHsieTcs [Jisd OLleHKHM KauecTBa
’)KU3HU Yy NMaLUEHTOB C Pa3/JMYHBIMU XPOHHUYECKUMH, B
T. 4. FeMaTOJIOTUYeCKUMHU, 3a60/1€BaHUSIMU [26].

Cnenuanbhbiii onpocHuk FACIT-Fatigue siBiisieTcs mo-
AyseM K onnpocHUKY FACT-G u ucnoJib3yeTcsl Kak cCaMOCTOs1-
TeJIbHbIM MHCTPYMEHT, I03BOJISIOIMI ONIpe/ieJIUTh YPOBEHb
yTOMJIIEMOCTH NALMEHTOB U MPo6JieM, CBA3aHHBIX C aHe-
Mued, B T. u. mpu [IHT [27-29]. Ox BkutouaeT 13 Bompocos,
OTBETHI Ha KOTOPble MIpe/iCcTaBJIeHbl B BU/ie 1IKaJ JIuKkepTa
(0-5 6amnoB). locne mkanupoBaHusi onpocHuka FACIT-
Fatigue pe3ysbTaT BbIpaxkaloT B 6asy1ax oT 0 o 52, mpudeM
YyeM Bblllle 6aJlj1, TeM MeHbllle YTOMJ/IsIEMOCTb U JIy4llle Kade-
cTBO XU3HU. Jl1a ITHI' ycTaHOBJIeHbI KJIMHUYECKH 3HAYUMble
U3MeHeHUs1 cyMMapHo# oueHku no FACIT-Fatigue, paBHoi
5 OGamnam [29]. PacnpenesneHue mnanydeHTOB MO YPOBHIO
YTOMJIIEMOCTH aHAJM3UPOBAIM COMVIACHO 4 KBapTUJISAM
(Q1-Q4) cymmapHoro 6asj1a OMPOCHUKA: CUJIbHAs yTOMJIsIe-
MocTb — 0-13 6as1oB (Q1), 3HauuTeibHasA — 14-26 6a1/10B
(Q2), ymepeHHass — 27-39 6anoB (Q3) 1 He3HaYUTebHAas
YTOMJISIEMOCTb WM ee OTcyTcTBUe — 40-52 6amna (Q4).
3HaYMTEJbHYIO U CUJIbHYIO YTOMJISIEMOCTb PacCMaTpUBaIN
KaK CyIlleCTBEHHYIO.

CraTncTMyecKnih aHanms

HenpepriBHble [aHHble B 3aBUCHUMOCTH OT Xapak-
Tepa UX pacnpejiejleHus1 NpeJCTaB/Is/IN B BUJe CpeJHUX
3HaueHUN (CTaHAAPTHBIX OTKJOHEHHUM; JUana3oHOB),
MeMaH, HIDKHUX U BepxHUX kBaptuiei (Q1l; Q3). [Anasa
KaTeropyuasIbHbIX [epeMeHHbIX YyKasblBaJWd 4YacCTOTY
npu3Haka (n) u gontwo (%). CpaBHeHHe KOJIMYeCTBEHHbBIX
NoKa3aTeJiell B ByX HeCBSI3aHHBIX TPyMNIax C yueToOM Xa-
pakTepa pacnpe/ie/ieHusl JaHHbIX IPOBOJUJIN C UCIIOJIb30-
BaHUeM U-kpuTepuss MaHHa—YUTHHU, CPaBHEHHUE l0JIell B
rpynmnax — ¢ NoMOIIbI0 KpuTepus x2 [ aHa/iM3a cBsi3U
MeX/ly HelIpepbIBHbIMU IlepeMeHHbIMU IPUMEHSIU KOp-
peJIILMOHHBIA aHa/u3 C BblYMCJIeHUeM KoadduieHTa
CnupmMmeHa. [loporoBelii ypoBeHb 3HAYMMOCTH NPU INpO-
BepKe CTaTUCTUYeCKUX runores coctasisaua 0,05. AHanus
Jl@aHHBIX BBINOJHAJM C HCIO0Jb30BaHUEM CTaTUCTHYe-
ckoro naketa IBM SPSS Statistics 23.0 u STATISTICA 10.0.

PE3YNIbTATbI

Mepauko-coumanbHbiit npodunb 6onbHbIX MHI

¢ cy60onTMManbHbIM OTBETOM Ha MAaTOreHETUYECKYIO

Tepanuio

B uccnepoBanue Bkaw4eHo 50 nanuenTos c [THT u3
15 peruonoB P® (MockBa, CaukT-IleTep6ypr, Pecny6inka
BamkopTroctaH, Baagumupckas o6sactb, HpkyTckas
o6saacTb, Pecnybsnka Kanambikus, KupoBckast 06/1acTb,
JleHuHrpajckasi o6actb, MockoBckast obJsiactb, HoBocu-
6upckas ob6sacTh, [lepMmckuit kpalt, PocToBckast 06/1aCcTh,
Ps13aHckast 06J1acTh, Tysnbckas 06J1acThb, Yesisi6UHCKasA 06-
JlacTb). OKOHYATeJbHbIN aHA/NU3 BbINOJIHEH B I'PYIIIE U3
45 manueHTOB, T. K. y 5 NallMeHTOB He GbLJIU COBJIIOAEHDI
BCE KPUTEPHUHU CYOONTUMAJLHOIO OTBETA Ha Tepanuio



https://bloodjournal.ru/

[1, 20]. B Ta6s. 1 npefcTaBaeHa 0611[as XapaKTEPUCTUKA
60bHBIX [THT ¢ cy6onTHManbHbIM OTBETOM Ha IATOTeHe-
TU4YeCKYI0 Tepanuto. B ucciesyemoil rpynie npeo6.ajanu
JKeHLMHBI (62,2 %), COOTHOLIEHHe MYXXYUH U KeHIIUH
1:1,7 (17 vs 28). MeguaHa Bo3pacTa coctaBua 41 roa. Bo
BCeX BO3PaCTHBIX IpyNnax NpeBaJUpOBaJ{ >KEeHIUHBI:
58,3 % B Bo3pacTHo# rpynne Ao 40 seT, 63,6 % B rpymnne
40-60 et u 63,6 % B rpynmne crapuie 60 JeT.

Bosbiie nosioBuHbl nanueHToB (57,8 %) umenu
BbIClllee 06pa3oBaHUe. Y MOAAB/ALLIETO OOJBLUIMHCTBA
(80 %) moaTBep:kZEeHA UHBAIUAHOCTB, ¥ 61,4 % — co-
NyTCTBYyMOLlasA MaToJsorus. M3 obuiero 4yucjia nanueHTOB
nout 50 % He paboTanu (Ha NMEeHCHUU WU yyallpecs), a
cpeay paboTarouiux y 60abmuHCTBA (72,7 %) 6bL MOJTHBIN
pabouunii feHb. MeHbllle M0/10BUHBI nanueHToB (40 %) co-
CTOsI/IM B Opake. B nozjapisioneM 60/bIINHCTBE CIyYaeB
NaLMEHThI MPOXUBAIU B TOPOACKUX yeaoBUsX (91 %).

Kunaccuueckasa IIHI ycraHoBiieHa y 64,4 % mnapu-
eHTOB, y ocTaibHbiXx — [IHI' B Hcxoze amsacThyeckod
a"nemuu uiau IIHI, acconuupoBaHHasg ¢ MUeJIOAUCILIA-
ctudeckuM cuggpomom (M/JC). MeguaHa Bo3pacrta
Ha MOMeHT Je6oTa 3ab6osieBaHUs cocTaBu/aa 32 roja.
MepuaHa aautenbHoctu [THI 6b11a 68 mec. (33; 120),
npuyeM y 53,3 % mnanueHTOB JJUTEJbHOCTb 3aboJie-
BaHHUA NpeBbIllaja 5 JIeT, NPaKTUYECKH y '/, MalMeHToB
(27 %) — 10 sieT 1 60.J1ee. B kauecTBe naToreHeTU4YECKOH
Tepanuy NMalueHThl M0JyYyajJd B OCHOBHOM 3KYJHU3yMab
(88,9 %), ocTanbHble — paBy/1u3yMab. CpeHsAS AU Te N b-
HOCTb Cy6ONTHMAaJbHOIO OTBeTa Ha MAaTOTeHeTHYEeCKYIo
Tepanuio coctaBuia 3,2 roza (cTaHZapTHOe OTKJIOHEHHe
[SD] 2,3; inamasoH oT 2 Mec. o 10 saeT).

CpesHUM ypoBeHb reMoOIVIOOMHA IO JAaHHBIM IIO-
ciaefHero obcsenoBaHus coctaBua 86,8 r/a (SD 12);
petukynonutbl — 97,4 x 10°/x1 (SD 116,5). Tpancdpysuu
JIOHOPCKHX 3PUTPOLMTOB 3a NocaefHHUe 12 Mec. Tpe6oBa-
Jauck 67 % nagueHToB. KpoMme Toro, 3a nocsiegnue 12 mec.
y 29 % G6O0JbHBIX JAOKYMEHTHPOBAaHbI CAy4yad NPOPHIB-
Horo remosiu3da ($papMaKOKMHETUYECKUNW MNPOPBIBHON
remosus — y 5, ¢papMakofUHaMUYECKUN HPOPBLIBHOMN
remosiu3 — y 8), y 64,4 % mnauueHTOB YCTaHOBJIEHA
yutoneHus, y 42 % — HWHQeKIMOHHbIe OCJIOXXHEHUs], Y
37,8 % — nposiBnenus Hedpponatuu, y 9 % — TpoM6GO3bI
1y 9 % — jieroyHast FUIlepTEH3Us.

JlONIOIHUTENIbHO, 1O JaHHBIM OINPOCHOTO JIMCTa
«bpeMsi GoJiesHU», MpPOBeJeHbl aHaIU3 oOOpallleHUH K
Bpayy, KOHTPOJIb YHCJIa FOCNUTAJU3ALMI 33 NTOCTIefHUe
12 Mec. ¥ OlLleHKa HEOGXOAUMOCTH B TOW WJIM UHOM IOJ-
JlepKKe NalMeHTa. B cpejHeM oka3a/ioch, YTO B CBSI3U C
[THT 3a mpolueAmuii ros nanyMeHTbl 06paljajnch K Bpady
14 pas (SD 10,6), 40,5 % umenu Gosee 12 obpaleHui
K CllellUaJIMCTaM [0 MOBOAY OCHOBHOrO 3abo0JieBaHHUS.
BosbminHCTBY 60/bHBIX (70 %) B TeyeHUe rofia Tpebo-
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Ta6nuua 1. O6Lasn xapakTepucTnka Bol6opku (n = 45)

Yucno
Mapametp nauueHTos, n (%)
Mon
My>UmHbI 17 (37,8)
JKeHLmHbI 28 (62,2)
MegauaHa (Q1; Q3) Bo3pacTa, net 41(34; 59)
MegauaHa (Q1; Q3) Bo3pacTa B gebtoTe 3a6one- 32 (27; 54)
BaHuA, neT
PacnpegeneHue no Bo3pacty
<40 net 24(53,3)
40-60 nert 11(24,4)
>60 net 10 (22,2)
O6pa3oBaHue
Bbicwee n HenonHoe Boiclee 26 (57,8)
CpepHee cneumansHoe 12 (26,7)
CpenHee 7 (15,6)
CemeiiHoe nonoxexne
CocrouT B 6pake 18 (40,0)
He coctout B 6pake 15(33,3)
PasseneH 4(8,9)
BposctByet 8(17,8)
TpynoBas 3aHATOCTb
Pa6oTaeT nonHbI pabounii 4eHb 16 (35,6)
Yuutcs 1(2,2)
PabotaeT HenonHbIi paboymnii feHb 6 (13,3)
Haxogutcsa Ha neHcum 22 (48,9)
Pacnpegenenne no mecty npoxueaxus
lopog, 41(91,0)
Ceno 4(9,0)
MHBanugHoCTb
1-/ rpynnbl 3(8,3)
2-A rpynnbl 22 (61,1)
3-i rpynnbl 11(30,6)
ConytcrBytowme 3a6oneBaHus
OtcytcTBYIOT 17 (38,6)
Uwmetotcs 27 (61,4)

BaJlach rocnurtanuisaunus (Meauana 3; guanasoH 1-6).
Y 22 nayyeHToB (67 % OT yKc/ia FOCIUTAJIU3UPOBAHHBIX)
OHa 6bLIa cBsi3aHa ¢ ocioxkHeHUussMU [THI (remosnuzowm,
aHeMuel, HQeKIUeN) UK C IpOBeJleHueM reMOTpaHC-
dy3uil. U3 ob6uiero yuciaa 6oabHbIX [THI" 47 % oTMeTuY,
YTO HYXKJAIOTCS B MOAJEPKKe POACTBEHHUKOB (44 %),
cnyx6 conuanbHoM 3amuThl (15 %), Kosier no pa6ore
(1 mauueHT).

0c06eHHOCTH Ka4yeCcTBa XXM3HU U CNEKTP CUMNTOMOB

y 60onbHbIX MHI ¢ cy6onTuManbHbIM OTBETOM

Ha naTtoreHeTUYecKylo Tepanuio

B Tabus. 2 mpejcTaB/eHO paclpefiesieHue NalueHTOoB
COIVIACHO YPOBHIO p0o6J1eM o JoMeHaM onpocHuka EQ-5D.

Ta6nuua 2. PacnpegeneHne nauMeHToB COracHO YPoBHIO Npo6nem no gomeHam EQ-5D

MoBcepgHeBHas
MoaBMXHOCTb Yxop 3a co6on AKTUBHOCTb Bbonb/puckomdcopt  TpeBora/genpeccus
YpoBeHb HapyLieHui abc. % abc. % abc. % abc. % abc. %
HeT HapywweHui 20 444 39 86,7 14 311 18 40,0 17 37,8
YMepeHHble HapyLleHus 25 55,6 6 13,3 28 62,2 27 60,0 27 60,0
BbipaxeHHble HapyLueHus 0 0 0 0 3 6,7 0 0 1 2,2
Hanuuune HapyweHuii 25 55,6 6 13,3 31 68,9 27 60,0 28 62,2
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Puc. 1. Pacnpegenenune naunenToB ¢ MNHIT cornacHo BbIpa>Xe€HHOCTU CUMNTOMOB

Fig. 1. Distribution of PNH patients according to symptom severity
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>XXM3HW nauyuneHTtos ¢ MNHIM
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Fig. 2. The impact of the disease symptoms on the quality of life of
PNH patients

Bosiee moJsioBUHBI NALMEHTOB MCIBITHIBAJIM IpO-
6J1eMbl B TOBCeJHEBHOUM aKTUBHOCTH (68,9 %) 1 noABUK-
HocTH (55,6 %). Y 62,2 % 601bHBIX OTMeYasiach TpeBora/
Jenpeccus, y 60 % — 60J1b UK JUCKOMOOPT.

Cornacio EQ-5D VAS, cpefHuil mokasaTesib COCTO-
SIHUA 3/10pOBbs cocTaBua 63,2 6asna (SD 19,9). llokasa-
TeJIb COCTOSIHUS 3/10p0Bbs v nanueHToB ¢ [THT npu cy6-
ONTHMaJIbHOM OTBeTe Ha TepallHi0 CYlleCTBEHHO HMXKe
OTeYeCTBEHHbIX MOMNYJIALUOHHBIX JaHHBIX (CcpeAHUH
NONMY/NALMOHHBIN TOKa3aTesJb COCTOSIHUS 3/10pOBbs
EQ-5D VAS — 72,4).

Bo/IbIIMHCTBO NMallMeHTOB OTMETHUJIY, YTO 3a00JIeBaHHe
YMePEeHHO WM CUJIbHO BJIMSIJIO Ha UX ITOBCEJHEBHYIO0 aKTHB-
HOCTb (84,4 %) 1 conmanbHy0/ceMeiiHy0 }U3Hb (73,3 %).
Bce maryeHTBbI HUCHBITBIBAIM XOTS 6b1 1 u3 13 aHanu3u-
pyeMbIX CUMITOMOB. BOJIBIIMHCTBO yKas3ajH, YTO UMeEJH
yroMmasieMocTb (97,8 %), cnaboctb (95,6 %), rojioBHYyIO
60 (88,6 %), cHIKeHMe KOHLIEHTpAallUd BHUMaHUA U

HapylueHUs1 cHa (84,4 %), oapiuiky (85,7 %), TaxMKapAHIO
(81,5 %), »entymHocts koxu (77,8 %), 60Jb B chiuHE
(70,5 %). Kpome Toro, 57,8 % onpaiirBaeMbIxX COOOIHIN O
TEMHOM L[BeTe Mo4H U 53,3 % — 0 60,11 B KUBOTe. B cpejHeM
NalueHThl OTMeTUIN HaJlu4dMe y ce6s 9 u3 13 cMITOMOB.
Cpoku pasBUTHS CUMIITOMOB 3a60J1eBaHUs y GOJIbIIMHCTBA
60/1bHBIX BapbrpoBaiu: y 70 % oHM NOSABUINCH 6oJlee rojja
Ha3a/|, Y OCTaIbHBIX — OT 6 10 12 Mmec. Ha puc. 1 nokasaHo
pacnpesiesieHde nauveHToB c [IHI' cornacHO BbIpakeH-
HOCTHU CHUMIITOMOB. Y NpeBaJUpylollled YacTH MalleHTOB
OTMeYya/IMCh C/eJyollle CUMITOMbI BbIPaXKEHHOCTBIO
4 6as1a u 6osiee (3HAUYUTENTHHO BbIpaKEHHbIE CUMIITOMBI):
YTOMJISIEMOCTB U c1abocTh (75,6 %), Taxukapzaus (48,8 %),
JKeJITYIIHOCTb KOXHU (45,8 %), oapiika (45,2 %), rojoBHas
60s1b (43,1 %), HapyeHus cHa (40 %).

BoabmuHcTBo mnanueHToB ¢ IIHI' ormeTuau, yto
CUMIITOMBbI 3a6oJsieBaHUsI yMepeHHO (46,7 %), CUIBHO
(24,4 %) yunu oyeHb cUIBHO (6,7 %) BAUAIHN Ha Ka4eCTBO
WX )KU3HHU (pHuc. 2).

BosibliMHCTBO mauueHToB (78 %) cBA3bIBAIM UCIBI-
ThIBaeMble CUMIITOMBI C OCHOBHBIM 3a6oJsieBaHueM. OHU
OTMeyYaJly, YTO CTaBAT Bpaya B U3BECTHOCTb O CBOMX Ka-
Jlo6ax Y BBINOJIHAIOT ero peKoMeHjaluu. B To xxe Bpems
75,6 % OGOJIbHBIX YKa3a/H, YTO «CTAPAIOTCS CHPABUTbHCS
C CUMIITOMaMU CaMOCTOSITEJNbHO», 20 % — «HUYero He
NpeANpPUHUMAIOT C CUMITOMaMuy», 5,6 % — «cTaparTcs
TepIeTb CHMIITOMBI».

AHanus BiMAHMA 3abosieBaHUsI Ha mpodeccuo-
Ha/IbHYI0 JlesITeJIbHOCTb BBbINOJHEH B Trpylle pa6o-
TalUX NandeHToB (n = 22). Y 60JbLIKMHCTBA U3 HUX
(60,9 %) 3aboseBaHHEe YMepEHHO WJM CUJIBHO BJIUSJIO
Ha BbINOJHEHUEe TMNpodecCHOHANbHbIX 0053aHHOCTEH.
3a nocsaenHiwow Hegenwo y 50 % 60abHBIX B cBsi3u ¢ [THT
B cpefiHeM 6bL10 noTepsaHo 11,1 % (guanasoH 5-50 %)
pabodero BpeMeHH, y 73 % — B CBA3U C pas/JIMYHBIMHU
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Puc. 3. Pacnpegenerue naumeHTtos ¢ NMHIN cornacHo ypoBHIO yTOM-
NSIeMoCTN No cyMMmapHoMy 6anny onpocHuka FACIT-Fatigue

Fig. 3. Distribution of PNH patients according to the total FACIT-
Fatigue score

CUMIITOMaMH 3a060JIeBaHUS YXYAIIUIOCHh KauyeCTBO BhbI-
MoJIHsieMOU paboThl B cpefHeM Ha 22,5 %. 3a nociegHue
12 mec. manueHTbl B cpefiHeM OQOPMJISIIA JIUCT Bpe-
MEHHOUW HeTPyJ0CNOoCO6HOCTU 4Yalle 3 pa3, HA MOMEHT
MpPOBEJIEHUsI OTIPOCA y 2 OH ellle MPO/I0JIKAJICS.

WHdopmaTnBHOCTL NpuMeHeHus onpocHuka FACIT-
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npocoB onpocHuka FACIT-Fatigue. CpegHUI cyMMapHbIH
6ann1 no FACIT-Fatigue B BriGOpke coctaBua 32,9 (SD
10,6). [lo uMeromwUMCcsa AaHHBIM, CPeJHHUM CYMMapHBIH
6a/171 YTOMJIsIEMOCTH B 0OLied NOMy/AsLUM [0 yKasaH-
HOMY olnpocHuKy — 43,5 6anna (SD 8,3) [30]. YpoBeHb
yToMJsieMocTd y 6osbHbIX [THI' npu cy6onTHManbHOM
OTBeTe Ha Tepanuio 6osiee 4yeM Ha 10 6asoB HUXKe, a
clef0BaTeJbHO, yTOMJSIEMOCTb Bblllle, YeM B 0O0Lied
nonysasanuu. U3 obuiero yuc/ia nauMeHToB TOJIBKO y '/,
Oblla He3HAYUTesbHasA yTOMJIIEMOCTb, y OCTAJIbHBIX —
cuibHadA (2,2 %), 3HauuTe bHad (28,9 %) niu ymepeHHas
(37,8 %) (puc. 3).

Ha puc. 4 npeacTaB/ieHo pacnpefiesieHde NalMeHTOB
COTJIAaCHO MX OTBeTaM Ha Bompochkl onpocHuka FACIT-
Fatigue. [Ipy oTBeTe Ha GOJIBLIMHCTBO BOINPOCOB Cyllle-
CTBEHHas J0Ji GO0JIbHBIX yKa3a/H, YTO YTOMJISIEMOCTb
YMepeHHO, CUJIbHO WJIM OYeHb CUJIbHO BJIMsAJIA HA pa3Hble
aCIeKThbl UX XU3HU. Tak, 22,2 % naiueHTOB OTMETUJIH,
YTO O4YeHb CUJIbHO HYXJa/JlWCb B JHEBHOM cHe, 13,6 %
NMOJYEpPKHYJIH, YTO M3-32 YCTaJOCTU UM OBbLIO O4YeHb
TPYAHO 4eM-IM60 3aHuMaThbcd, a 8,9 % wucnbIThIBAIU
OYeHb CUJIbHbIE IP06JIEMBI C TPUEMOM MUY U3-3a YTOM-
JISIEMOCTH.

A n3ydeHus UHPOPMATHBHOCTHM INPUMEHeHUs
onpocHuka FACIT-Fatigue B pgaHHON nNomy/nsLUM Ta-
LIMeHTOB INpOBeJileH aHa/JU3 COCTOSIHUSl 3/J0pOBbsl IO
EQ-5D VAS M 4acTOTbl BBIPQ}XEHHOCTH CUMITOMOB
3a60JieBaHUsA IPY Pa3HOM ypPOBHe YTOMJIsIEMOCTH (puc. 5
1 6). [lokasaTe/ib COCTOSIHUSA 3/l0pOBbs y NALEHTOB C He-
3HAYUTEJbHON yTOMJ/ISIEMOCTBIO OB/ BhILIE, YEM B IPYTHUX

YMEPEHHO 0 cunbHO Il oueHb cunbHO

0% 10 %

20 %

30 %

40 % 50 % 60 % 70 % 80 % 90% 100 %

Puc. 4. PacnpegeneHue naumeHTtoB ¢ [MHIC cornacHo nx otBeTamM Ha Bonpockl onpocHuka FACIT-Fatigue

Fig. 4. Distribution of PNH patients according to their filling in the FACIT-Fatigue form
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Puc. 5. CpegHue nokasatenn coctosHna 3aoposba no EQ-5D VAS
B rpynnax 60nbHbIX HI ¢ pa3HbIM YpPOBHEM YTOMIAEMOCTH
no FACIT-Fatigue

SD — ctaHAapTHOE OTK/IOHEHMe.

Fig. 5. Mean EQ-5D VAS health status scores in PNH patients de-
pending on their FACIT-Fatigue scores
SD — standard deviation.

rpynnax, 1 6J1M30K K nonyasiiuoHHoMy. CyMMapHbIN 6asi
cocTtosiHUs 370poBbs o EQ-5D VAS B rpymmne c He3HauU-
TeJIbHOM yToMJisseMoCTblo coctaBua 72,9 (SD 12,5) vs
68,2 (SD 17,8) npu ymepeHHOU yTOMIsieMOCTH U 47,6 (SD
20,1) npu cymectBeHHOM yToMisiemocTu (p = 0,001). Uem
Bblllle YPOBEHb YTOMJIIEMOCTH, TeM 60Jiblile NalMeHTOB
C CUMITOMaMM MHTEHCHUBHOCTbIO 4 6ajsa M 6oJee.
Jlo/151 6OJIbHBIX, Y KOTOPBIX ObLIN BbIpaXKeHHbIEe OJbILIKA
(47,4 vs 10,5 %; p = 0,024), cHMKeHUEe KOHIeHTpaluU
BHUMaHuA (50 vs 5,6 %; p = 0,006) u Taxuxkapgus (52,4 vs
14,3 %; p = 0,009), B HeckoJIbKO pa3 6oJibllle B Ipymie

100 %
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41 44.4 44.4
0% F ' 389
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60nb KOHL,eHTpaLmum CHa
BHUMaHNA

yMepeHHada yTomnaemMoctb

K/TMHNYECKAA OHKOTEMATO/ON 4

MMeWILHX Cyl[eCTBEHHYIO YTOMJ/ISIEMOCTb B CPABHEHUH C
He3HauUTeJbHOU YyTOMJI1eMOCThIO.

Ha puc. 7 npeacTaB/ieHO pacnpefie/ieHe NalMeHTOB
COTJIaCHO BJIMSIHUIO CHMIITOMOB 3a60JIeBaHUs Ha NIOBCEJ-
HEeBHYI0 aKTHUBHOCTb, CEMeHHYI0/COLMaJbHYI0 U3Hb U
npodeccUoHaIbHYIO0 [1eATeJbHOCTb B IPyNNax ¢ pa3HbIM
yPOBHEM YTOMJIIEMOCTH.

YcTaHOBJIEHO, YTO B IrpyIie 60JbHbIX, UMEWIIHX CY-
LIECTBEHHYI0 yTOMJIsieMOoCThb, 85,7 % oTMeTH/IU CUJIbHOE
BJUsIHME 3a60JieBaHUsI Ha MOBCeJHEBHYI0 aKTHBHOCTD,
50 % — Ha ceMeliHy0/cOLMANbHYIO XU3Hb, 75 % — Ha
npodeccUoOHaNIbHY0 JesATe/JbHOCTb. UeM Bblllle yTOM-
JIIeMOCTb, TeM O0oJibllle [0Jis NAlUeHTOB, Y KOTOPBIX
3a60JieBaHUe CUJBHO BJIMAJO HA NOBCEHEBHYIO aKTHB-
HocTb (p < 0,001), npodeccruoHa/NbHYIO [1€ATENbHOCTb
(p = 0,013) u counanbHyto/cemMmelHym *)u3Hb (p = 0,029).
[Ipy He3HAYUTEbHON YTOMJISIEMOCTH /0JIs1 ALLUEHTOB, Y
KOTOpBIX 3a60/IeBaHHe CUJIHO BJIHMSJI0 Ha IOBCeHEBHYIO
aktuBHOCThb (14,3 vs 85,7 %; p = 0,002), cemelinyw/
couManabHyto xusHb (7,1 vs 50 %; p = 0,039) u npodec-
cuoHanbHYyW AesTenbHocTh (0 vs 75 %; p = 0,014), 6b11a
B HECKOJIbKO pPa3 MeHbllle, 4YeM B pyIIIe C CyLeCTBEHHON
YTOMJISIEMOCTBIO.

[Ipy aHanu3e B3aWMOCBS3W CyMMapHoro 6aJJa
FACIT-Fatigue ¢ ypoBHeM KayecTBa XM3HU U UHTEHCUB-
HOCTbIO CHMIITOMOB YCTaHOBJeHAa 3HauuMasi Koppe-
JISIUS C TIOKa3aTeJsieM COCTOsIHUSA 370poBbs EQ-5D VAS
(r =0,579; 95%-11 foBepuTeNbHbIA UHTePBaa [95% [IN]
0,358-0,738; p < 0,001) 1 BbIpaKEHHOCTbHIO CJEAYIOLUX
CUMITOMOB: ofbimika (r = -0,516; 95% JU -0,699 ...
-0,268; p < 0,001), ronoBHas 604b (r = -0,339; 95% U
-0,566 ... -0,0634; p < 0,001), cHMKEHUE KOHLIEHTpALUHU
BHuUMaHusa (r = -0,535; 95% /AU -0,691 -0,271;
p < 0,001), Hapyumenus cHa (r = -0,324; 95% A1 -0,552 ...
-0,049; p < 0,001), Taxukapgusa (r = -0,583; 95% U
-0,744 ... -0,358; p < 0,001) u 3aTpyZHEHUE TJIOTAHUSA
(r=-0,295;95% A1 -0,532 ... -0,015; p < 0,001).

JlONIOIHUTEIbHO BbIsIBJIEHA CTATUCTUYECKH 3HaUUMas
KoppeJsalus Mexay cyMMapHbIiM 6asioM FACIT-Fatigue u

HE3Ha4yuTe/ibHaa yTOMNaemMoCTb

571
52,4
43,8 429
33 36,4 36,4 357
28,6 273
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bonb Bonb Taxukapans XKentywHocTb TeMHbli
B CMnHe B XMWBOTE KOXu uset
Moum

Puc. 6. HYacToTa BblIpaXeHHbIX CUMATOMOB B rpynnax 6onbHbix MHIT ¢ pasHbiM ypoBHeM yTomnsiemoctn no FACIT-Fatigue

Fig. 6. Prevalence of pronounced symptoms in PNH patients depending on their FACIT-Fatigue scores
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Puc. 7. Pacnpegenexne naumeHtoB ¢ MNMHI no creneHn BAnAHUA
3a60/1eBaHUSA Ha NOBCEAHEBHYIO aKTUBHOCTb (A), cemeliHyto/couu-
anbHYI0 XM3Hb (B) 1 NpoteccnoHanbHyo AeATebHOCTb (B) B rpyn-
nax ¢ pasHbiM ypoBHeM ytomnsiemoctn no FACIT-Fatigue

Fig. 7. Distribution of PNH patients according to the impact of the
disease on daily activities (A), family/social life (b), and professional
activities (B) depending on their FACIT-Fatigue scores

YpPOBHEM reMoryio6uHa (1o AaHHBIM MOCJTEeJAHEr0 0OCe-
nosanus) (r=0,396; 95% U 0,123-0,614; p = 0,006).

OBCYXAEHUE

OaHMM M3 BaXHbIX W COBPEMEHHBIX HalpaBJeHUH
vcceIoBaHUN B 06J1aCTU pa3/IMYHbIX 3a00/1€BaHUMN KPO-
BETBOPHOU TKaHU CJIelyeT NPU3HATh U3yYeHHe KauecTBa
YKU3HU 60JIbHBIX M TOUCK Ny TeH ero yay4iieHus. CoryiacHO
ONyGJMKOBAaHHbBIM IaHHBIM, aliueHTHI ¢ [IHT" uMmeroT pas-
HOOOpa3Hble HapylleHUs KauecTBa >KU3HU, CBS3aHHbIE
C cepbe3HbIM 6peMeHeM 6osie3Hu [7, 8, 31]. [lo faHHBIM
psAfia KJIMHUYECKUX WCCIeJJOBaHUN, COBpeMeHHas Ia-
TOreHeTHUYecKasl Tepanusl MPUBOAUT K CyI[eCTBEHHOMY
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yJAydllleHUI0 KayecTBa »XKM3HU nanueHToB c [IHT [6, 32,
33]. OgHako pe3yabTaThl HEJABHO ONYyOGJHWKOBAaHHOTO
rccnenoBaHus, nposeseHHoro B CIIIA B dopmaTe onpoca,
CBU/IETEJBLCTBYIOT O TOM, YTO ¥ NALMEHTOB, HECMOTPS Ha
NaTOreHeTUYeCKY0 Tepaluio, COXPAHSIOTCS CUMIITOMbI
3a60JieBaHMsl, UMEIOTCSl HapylleHUs KayecTBa >XU3HU U
orpaHuy4eHus o611ero GyHKIMOHUPOBaHUsA [34]. ABTOpbI
3TOM paboThl JiesaloT BbIBOAbI O BaXKHOCTHU H3Y4YeHUs
HCXOJl0B, COOOLIaeMbIX NaljMeHTaMM, B YCJOBUSIX pe-
aJbHOM KJIMHMYECKOM NpaKTUKA U O HeoOGXOAMMOCTH
WX MOHUTOpPUHTA B pa3Hble CpPOKM JjedeHus. Euje oguH
Ba)KHbIH acCreKT, CBSI3aHHbBIH C JledeHMeM HHTUOUTOpaMHU
C5-KOMIIOHEHTa KOMILJIEMEHTA, COCTOUT B TOM, UTO OYTH
!/, nauuenTos c [THI, HecMOTps Ha BbICOKYI0 3 PEKTUB-
HOCTb JIaHHOH Tepanuy B KOHTPOJIe BHYTPUCOCYAHUCTOr0
reMoJ/iM3a, He JOCTUraeT ONTUMAJbHOTO OTBETAa Ha
JleueHUe [0 YPOBHIO reMoryiobuHa [2, 22]. CieayeT noa-
YepKHYTb, YTO TPYAHOCTH, C KOTOPBIMHU CTaJKHUBAIOTCSA
B NOBCeJHEBHOM XKU3HU OosibHble [IHI' mpu cy6omTu-
MaJIbHOM OTBeTe Ha JiedeHHe, IPAaKTUYeCKU He U3YUYeHBl.
B pocTynHol snuTepaType HaMU He Hal/JieHbl paboThI,
B KOTOPBIX NpOBeJeH aHaJM3 HCXOJO0B, COOOLIaeMbIX
NalMeHTaMu € CyOONTHMalbHbIM OTBETOM Ha NIaTOreHe-
THUYeCKYI0 Tepalulo, TaKXe 0TCYyTCTByeT HH$opMaL s 06
HX MeJJUKO-COoLlMaJbHOM npodue.

B paMkax HacToslero Huccaef0BaHUs BIepBble
M3y4yeHbl MeJUKO-COlMa/lbHble XapaKTepPUCTHUKH OTede-
CTBEHHOHW momyssuuu 6o0sbHbIX [THI, numernmux cy6on-
THUMaJIbHbI OTBeT HAa NATOTeHEeTHYeCKyl Tepanuio, U
onpezie/ieHbl 0COGEHHOCTH KauecTBa WX KU3HU. BaxkHoe
NperMyIecTBO JaHHON Hay4HOU paboThl COCTOUT B KOM-
MIJIEKCHOM OlLleHKe MCXO0/I0B, COO611IaeMblX MallueHTaMy, C
HCIO0JIb30BaHUEM KaK CTaH/AapTHU30BAaHHBIX ONPOCHUKOB,
TaK ¥ CHelyaJbHO pa3paboTaHHOIO JAJA HCCIe[J0BaHUsA
OTNPOCHOTO JIKCTA MmanueHTa «bpemsi Gosie3Hu». [lpume-
HeHUe 0611[ero ONMpoCHUKA KadecTBa }1U3HU EQ-5D nosBo-
JINJIO ONpeseNUThb NMpPoO6JeMbl, CBSI3aHHble C KayeCTBOM
’KU3HU NMallUEHTOB, U CPABHUTb UX COCTOSIHUE 3/J0POBbS
C TNokKasaTeJsiMU B OOLeHd MNOMy/sALUU. YCTaHOBJIEHO,
yTo 6oJsiee MOJIOBUHBI mManueHToB ¢ [THI ucneiThIBann
npo6JsieMbl B NMOABWXHOCTU (56 %), moBceHEBHOM akK-
TUBHOCTH (69 %), oTMeuyanu 60.b/xuckoMpopT (60 %)
U TpeBory/pemnpeccuto (62 %). [lokasaTenb COCTOSIHUA
3/10pOBbsl Ha OCHOBAaHMM CaMoOOIeHKH Yy 60sbHbIX [THT
Cy6ONTHMa/NbHBIM OTBETOM Ha Tepaluio CyleCTBEHHO
HIKe 0TeyeCTBEHHBIX NONY/ISALMOHHBIX JaHHbIX 10 ONpPO-
cHuky EQ-5D.

Jpyrofi UCnoJ/ib30BaHHbIM B HacCTOALEM HCC/IeN0-
BaHUU CTaHJApTU30BaHHbIN onpocHuk FACIT-Fatigue
M03BOJIMJI OXapaKTepU30BaTh YPOBEHb YTOMJISIEMOCTH U
CBsI3aHHbIe ¢ Hel HapyueHUs y 6oabHbIX [IHI ¢ cy6omn-
THUMaJIbHbIM OTBETOM Ha Tepalui0. YCTAaHOBJIEHO, YTO
CpeAiHUH ypOBEHb YTOMJISIEMOCTH 110 CYMMapHOMYy Gasliy
onpocHuka FACIT-Fatigue y mapuenTtoB c IIHI' cyue-
CTBEHHO Bblllle 3TOr0 [0OKa3aTeJs B 00LeHd MOMyJIsALUY.
U3 o6mmeroyucaa 31 % nanueHTOB UCNIBITBIBAJIH CUJIbHYIO
WM 3HAYUTEJbHYI YTOMJSEMOCTH, elle 38 % — yMe-
PEHHYI0 YTOMJIIEMOCTb. Y CylLlleCTBEHHON J0/IU 60JIbHBIX
yTOMJIIEMOCTb YMEPEHHO, CUJIbHO WJHU O4YeHb CHUJIbHO
BJIMSJIa HA Pa3Hble acleKThl UX }KU3HeesTeJbHOCTH.

Eme ofHMM BaXkHbIM acleKTOM HACTOSIIero Hccie-
JIOBaHUs1 Mpe/ICTaBJsSIeTCs] BKJIIOYEHHE B OMPOCHBIM JIMCT
NalueHTa NepeyHsl akTyaIbHbIX CHMITOMOB 3a60/1eBaHus,
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KOTOpBIH MO3BOJIMJ HaM OXapaKTepHU30BaThb UX YaCTOTY U
BbIPAKEHHOCTb IPU CyOONTUMaIbHOM OTBeTe Ha TePAIHIO.
[Toka3aHo, YTO BCe MallMeHTbl UCHIBITHIBAIN XOTS Obl OJWH
CUMIITOM U3 NlepeyHsi OLleHBaeMbIX U B CpeJiHEM OTMeYaln
Hajnyve y cebss 9 u3 13 aHa/JU3UpyeMbIX CHMIITOMOB.
Y 60/bIIMHCTBA GOJIbHBIX JOKYMEHTHPOBAINUCh yTOMJIsIe-
MOCTb, C1a60CTb, F0JI0OBHAsA 60J1b, CHHYKEHUE KOHLIeHTpaLuy
BHMMaHMS, HapylleHHs] CHA, OAbILIKA, TaxXUKapAHs, KeJsl-
TYIIHOCTb KOXH, 60/Ib B CIIMHE, 60JIb B )KUBOTE.

HakoHel, B paMkax HccCJeJJoBaHUsl OblJ BBINOJHEH
aHa/u3 BJAUSHUA 3a60jeBaHUs Ha NpodecCHOHAIbHYIO
JleTeJIbHOCTDb NMallueHTOoB. MU3BeCTHO, 4YTO 3HaUYUTe/IbHas
noJist 6onbHbIX [THI' — suna Tpygocnoco6HOro Bo3pacra
[1, 3]. B Hawei BbIGOpKe TaKkKe 60JIbLUIMHCTBO NAlUEHTOB
TPYJO0CIOCOOHOI0 BO3pacTa, OJHAKO M3 HHUX TOJIBKO
MOJIOBMHA NpOJ0JKajla CBOIO TPYAOBYIO JeATeJbHOCTD.
[Ipu 3TOM GOJIBIIMHCTBO NanueHTOB (61 %) oTMeTuH,
4yTO 3a60JIeBaHMEe YMEPEHHO UJIM CUJIBHO BJIUSJIO HA Bbl-
noJIHeHHe NpodeccHoHaNbHbIX 0653aHHOCTeN. CorsacHO
MOJIy4eHHBbIM JaHHBIM, 3a MOCJEJHIOI0 HeJleJl0 B CBA3U
C OCHOBHBIM 3ab6osieBaHHeM 50 % O6OJBHBIX yKasajau
noTepio pabouero BpeMeHu B cpeaHeM Ha 11 %, 73 % —
yXyAllleHue KayecTBa paboyero BpeMeHU B CpeJjHEM Ha
22,5 %. 3Tu pe3y/nbTaThl CONOCTAaBUMBbI C UMEWIUMUCH
Ony6JIMKOBAaHHBIM JJaHHBIMHU [35].

Oco60 OTMeTHM, YTO aHa/JIU3 MeAUKO-COLHATbHbBIX
0COOEHHOCTEN BbINOJHEH Ha OCHOBAaHUM OIPOCHOIO
JINCTa, 3al0JIHSIEMOTO MALMeHTOM, M KapThl NalMeHTa,
KOTOopasi 3amoJiHs/Jach BpayoM-reMaToJIoroM. IJTOT
JM3allH UMeeT NperMyIlecTBO [0 CPaBHEHHIO C IpOBe-
JIeHHBIMU 3apy0OeXHbIMU onpocaMU [34], MOCKOJIbKY Io-
3BOJIMJI @aHAJIU3UPOBATh KJWHUYECKYI0 HHPOpPMAILUIO 10
JI@HHBIM, TI0JIyYeHHbIM OT CHEeLHaJTUCTOB. BOJIBLIIMHCTBO
BKJIIOYEHHBIX B UCCIe[j0BaHUE NalueHTOB (64 %) uMenu
JuarHo3s kaaccuuyeckoi ITHT, ocranbubie — ITHT B ucxoze
arJiacTU4ecKor aHeMUU WU accouurupoBaHHoi ¢ M/IC.

OTAe/bHOTO BHHUMAaHHUA 3ac/JyKUBAIOT JaHHble 06
MHOPMATUBHOCTH NpuUMeHeHUs1 onpocHuka FACIT-
Fatigue A/ XapaKTepUCTUKU YPOBHSI YTOMJISIEMOCTHU
Y CBSI3aHHBIX C Hel NMpo6JieM B MOBCeJHEBHOMW XKU3HU Y
60s1bHBIX [THT ¢ cy6onTHMaNbHBIM OTBETOM Ha JieyeHue.,
Cnepyer ckasaTbh, 4YTO YTOMJsAEMOCTb — HauboJiee
yacTelit cumnToM y manuedTtoB c [THI [30, 31, 36]. Oco-
6eHHOCTb JJAHHOTO HCCJIe/J0BaHUA B TOM, YTO ero Au3aiH
MO3BOJIMJI He TOJIbKO IIOJIHOLEHHO OXapaKTepu30BaTh
YTOMJISIEMOCTb, HO U U3Y4YUTD €e CBA3b C Pa3HbIMU acleK-
TaMU KayecTBa >KU3HU U APYTUMH CUMIITOMaMH, KOTOpbIe
WCOBITBhIBAJM MNalnueHThl. TakuM o06pa3oM, ONPOCHUK
FACIT-Fatigue MoxeT paccMaTpuBaTbC KaK [ OINOJIHHU-
TeJbHbI CKPUHUHIOBBIA MHCTPYMEHT [iJIs1 BbISIBJEHUSA
npo6seM y 6osbHbIX [IHI ¢ cy6onTUManbHBIM OTBETOM
Ha JieyeHHe C 1eJbl0 CBOeBPEMEeHHO KOPpPeKTHpOBaThb
TaKTUKY UX BeJleHUsl.

CnefyeT OTMeTUTb HECKOJIbKO OrpaHUYeHUH [aH-
HOTO HccjeJ0BaHUsA. Bo-nepBblX, 3TO ero nonepevyHbid
JIM3aiiH, KOTOpBIN He MpeAycMaTPUBaeT aHa/IN3 HCXO/0B,
coobllaeMbIX TNaljMeHTaMM, B JWHaMHuKe. Bo-BTOpBbIX,
3TO OrpaHHWYeHHbIM 06beM KJIMHHUYECKUH MoKa3aTeJseH,
He TNO3BOJIAKILUN OXapaKTepu30BaTh MPUYMHBI Cy6oI-
THUMaJIbHOTO OTBETAa U CBSI3aHHblE C 3TUM HapylleHUsd
KauecTBa >XM3HU ManueHToB. Enle ofHO orpaHudeHue
vcclneloBaHUSl — OTHOCHUTEJNbHO HeO6OJbIION 006beM
BbIOOPKHU, KOTOPBIH 3aTpyAHSAET NpOBeJleHue HEKOTOPbIX
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BH/IOB Cy6GaHa/ln3a. ITU acleKThl JOKHbI ObITh YITEHbI
B JJa/IbHEMIINX paboTax 110 U3yUYeHHI0 HepelleHHbIX Npo-
6seM y nanueHToB c [IHI, uMeromux cy60nTUMaNIbHbIN
OTBET Ha NaTOreHeTHYECKYIO TePAIHIO.

[lonyyeHHble HaMH pPe3yJbTAThl MO3BOJAIT YAyY-
IIUTH OGlllee NOHUMaHUe GpeMeHH 60JIe3HH, aKLLeHTUPO-
BaTb HepelleHHbIe MpobJeMbl ¥ 60ybHbIX [THT ¢ cy6omn-
TUMaJIbHBIM OTBETOM Ha MAaTOre€HETHYECKYH Tepanuio
M CO3JAI0T HAy4YHO OGOCHOBAHHbIE MPEANOCHIIKU JAJIs
JaJIbHeHIIUX UCC/IeJOBAHUN B 3TOM 06J1aCTH.

3AK/TIOMEHUE

B paMkax MHOIOLleHTPOBOrO OJJHOMOMEHTHOTO HcCJle-
JlOBaHUs, BBINIOJIHEHHOTO C yyacTheM 15 peruoHos Poc-
cuiickol Penepauuu, M3ydeHbl MeJUKO-COLMabHbIE
XapaKTepUCTUKU 6osabHbiX [IHI' ¢ cy6onTuUMasbHBIM
OTBETOM Ha MaTOreHeTHYeCKyl Tepalnul HWHIU6U-
TopaMu C5-KOMIOHEHTa KOMIIJIEMeHTa, OlpejieseHbl
0C06EHHOCTH KauecTBa UX }KU3HMU, IPOaHaJIU3UPOBaHbI
CHEeKTp CUMITOMOB M HUMewIluecs y HUX NpoGJeMbl,
CBsI3aHHble C HeJOCTaTO4YHOH 3PPeKTUBHOCTHIO
JledeHUsl. YCTaHOBJIEHO, 4TO IIOKa3aTeJd KadyecTBa
U3HU GosbHBIX [IHI ¢ cy6onTuMasbHbBIM OTBETOM
Ha NaTOreHeTUYecKyl0 Tepamnuio B I1eJIOM CHHXXEHBI.
CpeAHHH MOKasaTesb COCTOSHUS 3J0pPOBbsl Ha OCHO-
BaHUM camoolleHKU no EQ-5D VAS 6bla cyliecTBEeHHO
HU)Xe OTedyeCTBEHHBIX NMONYJIALMOHHBIX JaHHBIX. [Ipo-
JleMOHCTpUpOBaHa HHPOPMATUBHOCTb NpPHUMEHEHUS
onpocHuka FACIT-Fatigue /s oLeHKH yTOMJIIEMOCTH
Y ee BJMSIHUS HAa IOBCEHEBHYIO )KU3Hb ¥ 60/bHbIX [THT
C cy6oNTHMaJbHbBIM OTBETOM Ha NaTOreHeTHYeCKYyIo
Tepanuio. B pesysbTaTe Mccief0BaHUA YeTKO 0603Ha-
YUJIUCh HepelleHHble npobseMbl y nanueHToB c¢ [THT,
MMeWIHUX Cy6oNTUMaJbHbIA OTBET Ha aTOreHeTHYe-
CKYI0 Tepamnui. JTO MOXeT CIOCOOGCTBOBAThH GOJbIIEN
NalMeHT-OpUeHTUPOBAHHOCTU NpPU OKa3aHUU MeJHU-
LUHCKON MOMOIU JJAHHOW CJI0KHOUW KaTeropuu rema-
TOJIOTUYECKUX OOJbHBIX.
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