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Annotanusa. Axkmyanvrocme. [1714 30paBooXpaHeHNs BaXXHO OTCIEXKMBATD M YAy4lIaTh TOKa3aTe/Iu 3/[0pPOBbs HaceeHNs
C TIOMOIIIBIO CHCTeMBI OLleHKM KadecTBa >xusHy (KOK) marenra BHe 3aBUCHMOCTY OT Ho3o/moruu 3abonesanus. [IpuMeHeHe
onenky KX maér opranam sppaBooxpaHeHVst MHCTPYMEHT /LS OMOTHUTEIbHOTO aHa/M3a PabOThl MEUIIMHCKUX CITYXO 1 /IS
HIPVHATYA PelleHniI 0 IPUOPUTETHBIX HampasaeHnAx ¢puHaHcuposanusa. Onpenenenne KX saBngeTcs ogHuM U3 pemrarommux
¢daxropos npu pacuére QALY, TOCKONBKY OHO U3MepsieT 9(h(HeKTUBHOCTb MEANIMHCKOTO JIeUeHNsI C TOYKY 3PeHNs TOro, Ha-
CKOJIbKO OHO IPOJiTIeBaeT M/WIN yIydIlaeT >KU3Hb HaueHToB. Ilenvio uccmedosanus sisnsiercs onpepnenenne KX nammentos
¢ remodunert B Hipkeropozckoit 0671acTy ocpecTBOM MPOBeeHNsA 7IEKTPOHHOIO aHKEeTUPOBAHMA C IPUMEHEHUEM OIIPO-
cHuka SF-36. Memoovt. B uccnenoBanny IpuMeHsIN BaIUAMPOBAHHbIN ONPOCHKK KpaTKoit ¢popmbr SF-36, KoTopsiit 6611 pa-
30C/IaH B3POCIBIM MalMeHTaM ¢ reMo¢umeit A, B u 6onesubio Bunnebpanaa B Huvkeropoznckoit 06/acTu BMecTe ¢ KpaTKoil
¢dopmoit MHGOPMIPOBAHHOTO HOOPOBOIBHOTO COIMAcKA. B aHKeTHMpOBaHMM IPUHAMM ydacTre 28 demoBeK. Pacuér oOmux
U UTOroBbIX Mokasaresneii KK Bemu cormacHo MHCTpyKIuM Mo o6paboTKe HaHHBIX, IOMYYEHHBIX C MOMOIIBIO OpocHMKa SE-
36. Pesynvmamvt HauMeHblllee KOMUIeCTBO 6a/IOB Cpefiu BCeX ONPOLIEHHBIX 6bUIO HabpaHo mo mokasatemo GH «O6iee
COCTOSTHIIE 3[JOPOBbsI» IIPU CpefiHeM 3HaueHun 61,00, a HanbonbInee — 110 mokasateno PF «Pusuyeckoe GyHKIMOHMPOBaHME»
co cpeHMM 3HaueHUeM B 81,43. B xofe mpoBeiéHHOTO MCCIeNOBAHN BBLBICHO, YTO OOJIBIIIAs YaCTh OMPOIIEHHBIX ITAIYIeHTOB
nonyvaot Imunnsymab (42,86%). Iloce cpaBHeHMs AMAaa30HOB 3HAYEHNIT UTOTOBBIX IOKasarenelt ¢pusudeckoro (PH) u meu-
xndeckoro (MH’) 35opoBbs y MaleHTOB ¢ pasHbIMU dopMamy reModumuu Haubonee BBICOKMe 3HaueHMs mokasatenert KOK
HaOJIIOfIAI0TCA Y TALMeHTOB ¢ reModuneit B. 3akmouenue. Y manueHToB ¢ pasHbIMU GOpMaMu TeMOGIINY OIIpefie/IeHbl YIOB-
TeTBOpUTENbHbIE 3HaYeHNUs Mokasareneil KJK, Tak Kak Bce IO/TydeHHbIe B XOJle aHKETMPOBaHM:A pe3yNbTaTbl HAXOAATCSA BbIlIe
cpepHero 3HaueHus nokasateneit. Cpennne nokasatermy KK y maiyeHToB, IOMydaommx sMIUIN3yMad, HaXOATCA HA CXOXKEM
YPOBHE B CpPaBHEHUM C IAIVIEHTaMU, IPUHMMAIOIINMI IIpoYMe JieKapcTBeHHble mpenaparsl (JIIT), a konebaHns mokasarerneit
KOK y Takux mamyeHToB MeHee 3aMeTHBI, 4YeM Y OCTA/IbHBIX OIPOIIEHHbIX IAIMEHTOB C reModuuei A.
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Quality of life of patients with different forms of hemophilia on the example of Nizhny Novgorod region
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Abstract. It is important for public health to monitor and improve the health indicators of the population using the system
of patient's quality of life (HRQoL) assessment regardless of the nosology of the disease. The use of HRQoL assessment provides
health authorities with a tool for additional analysis of the performance of health services and for making decisions about funding
priorities. The definition of HRQoL is one of the decisive factors in the calculation of QALY's because it measures the effectiveness
of medical treatment in terms of how much it prolongs and/or improves patients' lives. The aim of the study is to determine the
QALYs of hemophilia patients in Nizhny Novgorod region by means of electronic questionnaire using the SF-36 questionnaire.
Methods. A validated SF-36 short form questionnaire was used in the study, which was distributed to adult patients with he-
mophilia A, B and Willebrand's disease of Nizhny Novgorod region together with a short form of informed voluntary consent.
Twenty-eight people participated in the questionnaire. Calculation of general and final indicators of the HRQoL was carried out
according to the instructions for processing data obtained with the SF-36 questionnaire. Results. The lowest score among all re-
spondents was for GH "General Health Status” with a mean value of 61.00, and the highest score was for PF "Physical Functioning"
with a mean value of 81.43. The study revealed that the majority of the surveyed patients were receiving Emicizumab (42.86%).
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After comparing the ranges of values of the final indicators of physical (PH) and mental (MN') health in patients with different
forms of hemophilia, the highest values of HRQoL indicators are observed in patients with hemophilia B, and the highest range of
extreme values — in patients with hemophilia A. Conclusion. Patients with different forms of hemophilia are determined to have
satisfactory values of HRQoL indicators, as all the results obtained in the course of the questionnaire are above the average value
of the indicators. Mean HRQoL scores in patients receiving emicizumab are at a similar level compared to patients receiving other
LPs, and fluctuations in HRQoL scores in these patients are less marked than in the other patients with hemophilia A.
Keywords: hemophilia; Willebrand disease; orphan diseases; quality of life; health technology assessment;

SF-36 questionnaire
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Brenenne / Introduction

TeModunyusas 1o [OCTATOYHO PeKOil PpaclIpocTpa-
HEHHOCTY 3abormeBaHMs B obmert momymsiuyyu (1:10000
HaceJIeHNs1) OTHOCUTCS K Tpyrmiie oppaHHbIX (pemKux)
3a6oneBannii. [TalueHTsl 00ECIIEYNBAIOTCA JOCTATOYHO
TOPOTOCTOAIINM JIeYeHUEM 3a CYET TOCYHapCTBEHHON
IIPOTrPaMMBbl JIbTOTHOTO o0ecIiedyeHns B aMOyTaTOPHBIX
YCTIOBUSIX MAIMEHTOB, CTPANAIOIINX PEIKUMM U BBICO-
Ko3arpaTtHbIMU Ho3omorusamu (c 2020 r. — 14 B3H) [1].

YnceHHOCTh MALMEeHTOB C HO30/I0T1el TeMOpUINs
B (enepanbHoM peectpe B3H 3a 2022 rox cocraBmia
11151 4enoBeK, Ipy 3TOM YMC/IO NALMEHTOB, IOIy4Ya-
fomux Tepanuio — 9184 uenoBexa. Jlons manueHToB,
HOMTy4aIyX Tepanuio reMopuanu A, B nmm 6onesun
Bunnebpanpna, B 2022 ropy cocrasuna 4,77% ot o6iie-
ro 4yc/ia MAlUEeHTOB, BXOAAMINX B (efepanbHbIl pe-
ectp B3H. Ilpu stom ¢uHaHCHpOBaHNE reMOPUINN
B 2022 rogy coctaBuno 21,55 miupg py6neit wiu 25,06%
oT o61ueit croumocTu 3asBku B3H [2].

CorlacHO KIVHMYECKUM peKOMeHJauusaM (GopMbl
reMoGWINM IO CTEIEeHU TSDKECTH KIacCupUIMpyoT
Ha JIETKYI0, CPEIHETSDKENYI0 U TKENMyIo, 6a3Mpysach Ha
aKTUBHOCTb (PaKTOPOB CBepThIBaHMA KpoBu (B %) VIII
(FVII) n IX (FIX). ¥V mangmeHTOB CO CpemHETSKENON
(1-5%) n TspKenoi (<1%) popmamu remodunym HabIO-
[AIOTCS IPEVMYILeCTBEHHO SMM30/[bl CIIOHTaHHOTO KPO-
BOTEYEHMsI MM KPOBOTEYEHWS IIPY He3HAYMTEeIbHOI
TpaBMe (IPeMMYIIeCTBEHHO IeMapTpPO3bl U IeMaTOMBI
MATKUX TKaHell pa3IMYHbIX TOKanusanui) [3].

CraHgapToM MeIMLIMHCKON TOMOIIM [l JIeYeHUs
U IpOUITAKTUKY KPOBOTE€UEHMIT U MX OC/IOXKHEHUI! sIB-
JIsIeTCS TIOfep)KaHMe aleKBaTHOTO YPOBHS aKTUBHOCTI
daxTOopa CBEPTHIBAHMA KPOBU IIyTEM HEPUOANIECKOTO
BHYTPUBEHHOTO BBeJECHVS HEOOXONMMOJ KOHIIEHTpa-
. [TaneHThl OTyYaloT MeINKaMEeHTO3HYI0 TePAINIo
B Bujie MPOGWIAKTUKY WV B BI/ie TIEI€HS 10 TpeOoBa-
HUIO JyIs KYIMPOBAaHMS SNM300B KpoBOTeueHmit. [Iyis

HAlJEHTOB C TsKENoM GopMOIl KpoBOTeUeHMs Ipodu-
JIAKTHYeCcKoe JIeueHne ABAeTCA CTAaHJapTOM Tepamuy
[4]. TIpu oTcyTCTBMM HEOOXORMMOII JIeKapCTBEHHON
Tepanyn y Mal[eHTOB ¢ reModuIneit A HacTynaer paH-
HASA MHBAIMAV3ALNA, @ IPOJSO/DKUTEIbHOCTD JKI3HN He
npesbitiaeT 30-40 ner [5].

[na npoduiakTyeckoil MeAVIIMHBL ¥ 34paBOOXpa-
HEeHIUA B IIe7IOM Ba)KHO OTC/IEXKMBATb ¥ YAY4LIaTh IIO-
KaszaTenu 3[0pOBbsA HaceleHudA. braromaps pasBuTHio
I'T-TexHOMOrNMIT JTAaHHAS 3a/la4a YIPOILAETCs, HAIIpuMep,
C TIOMOIIBIO CHEIMAIbHO pa3paboTaHHOI U BaIUAMPO-
BaHHOII CHCTeMbI olleHK! KadecTsa xusHu (KXK) manu-
€HTa BHE 3aBJMCYMOCTY OT HO30/IOTMM 3a00/IeBaHMA.

Wccnenopanne KJK mamuenTa oTpakaeT He OTCYyT-
CTBHUe y Hero 0ojIe3Hell, a yIOBIeTBOPEHNE UM €ro Io-
TpebGHOCTEl! U ero afanTaunio B Gu3nIecKoit, ICuxono-
TMYeCKOll U coumanbHoi cdepax [6].

Ecmu genoBex 6e3 Tpypa fiyis ce6s, 61aromnomyqHo Be-
IET GU3MYECKYI0, ICUXIYECKYIO Y COLMATbHYIO IeATeNb-
HOCTbD ¥ IOBOJIEH YPOBHEM CBOETO (YHKIIVOHUPOBAHNUA
¥ KOHTpPOJIeM OOJIe3HU MU CMIITOMOB, CBSI3aHHBIX C €€
JIeYeHMeM, TO MOXKHO CKa3aTb, 4To KJK xapakTepusyer-
Cs1 KaK COCTOsIHMe 0/1aroIony s /s manuenTa [7].

B mepmumuckoit npaktuke KXK paccumrpiBaeTcs
B Pa3/MYHbIX IIE/IAX: BO-TIEPBBIX, YTOOBI OLEHUTH 3¢-
(eKTMBHOCTb METOJIOB ¥ TEXHOJIOTUII COBPEMEHHOI
K/IMHIYECKO MeJMIIVHBI; BO-BTOPBIX, YTOOBI OLICHUTD
CTelleHb TSDKECTU COCTOSIHMs OOTBHOTO, YTOOBI CIIPO-
THO3MPOBATh TeueHune 3aboneBanms [6].

Ha paHHBII MOMEHT UCIIONb3YIOTCA METOAUKI OIIpe-
nenenns K)K s pasnuysbIx rpyni 3aboneBaHmit. ITOT
IPOIeCC AB/IAETCA COCTABHOI YacTbI0 KOMIIIEKCHOTO
aHa/M3a HOBBIX METOMIOB AVATrHOCTYKY, Ie4€HNA U IIPO-
¢unaktuku. ITpumenenne ounenkn KJK paér opranam
3pPaBOOXPAHEHNA MHCTPYMEHT M/ IOHNOTHMUTE/IBHO-
ro aHa/mM3a pabOThl MEAUIIVHCKMUX CITYXO, a Takoke /1A
OPUHATUA PelleHNiI O NMPMOPUTETHBIX HalpaBIeHMAX
¢duHanCHpOBaHNH [6].
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OpuyuM 13 rmaBHBIX MeTogoB oneHky KJK manmen-
Ta SIB/LIIOTCSI aHKeTbl (OIMPOCHMKM), Kak o0uine, Tak
u crenududeckye. Cpeay cOBpeMeHHbIX 00LIMX OIpo-
CHUKOB HamOO/blIell IOMyIIPHOCTBIO IIO/Tb3yeTCs
onpocank MOS-SF-36 (kxoporkas ¢opma), Wiy cokpa-
menHo SF-36 [8].

Meropuka nepeBefieHa Ha PYCCKMIT SI3BIK 1 allpoOM-
poBaHa VIHCTUTYTOM K/IMHUKO-(papMaKOTOIMIeCKNX
UCCIeNoBaHNiT B MeXXIYHapOIHOM IIeHTpe UCCIefoBa-
Hua KK (MIMEKOK, Cankr-IletepOypr). Pesynbrarsr
anpoOMpoBaHMs OKA3AJIY, YTO POCCUIICKas Bepcus 00-
NaflaeT HaJeXHBIMM IICUXOMETPUYECKMMM CBOICTBAMU
Y MOXeT OBITb PEeKOMEHJ[[OBAaHA I IOIY/IALMOHHBIX
nuccnegoBanuit KX B Poccun [8].

B MMpOBOI IpakTHUKe [JOCTAaTOYHO JaBHO IIPOBO-
murcs ouenka KJK y mamumenToB ¢ remodwmmeii mo-
CpefcTBOM NpoBeleHUsA aHKeTuMpoBaHMA. Hemenkoe
UCcrefloBaHMe M0Ka3ano, YTO y TAIMEHTOB, ITPOXOM-
VX OpOPIIAKTUKY, ObUT ydimii mokasarensb KK mo
CPaBHEHUIO C MALMEHTaMM, IOTy4Yaol[VIMI JIeYeHNe 110
TpeOOBaHNMIO, 0COOEHHO C TOYKY 3PEHMSI TPEX ACIIEKTOB:
0011er0 COCTOSAHNA 3J0POBbs, GPU3NIECKOI PO U IMO-
IIVIOH/IbHO-POJIeBOT0 QYHKIMOHMpOoBaHus [9].

MHoro1eHTpoBOe KOTOPTHOE MCCIefoBaHMe Ialu-
€HTOB 13 IIECTY LEHTPOB JIe4eHNs reMO(UIny 1o Bceit
teppuropuy CIIA mokasano, 9To B3pOCible MAI[MeHTh
¢ TspKéNoi hopmoit remodunu A umenu 6omee HU3KUIA
¢usnuecknit KXK o cpaBHeHUIo ¢ HOpMabHOI IOMY-
nanuein B CIHIA, HO cOmoCTaBUMBIN IICUXOIOTMYECKIUIT
xommoHeHnT KJK [10].

Bspocnbie manuenTs! ¢ remodumett B CIIA, xoto-
pble Bcerfa IPOXOAVIN HpOUIAKTIYECKOe JIedeHMe,
UMeIOT JTy4liiee ¢pusndeckoe GPyHKIMOHUPOBaHMe 1 GU-
3udeckuii mokaszarens KJK, mo cpaBHeHuto ¢ Temn, KTo
He TPOXOAWI NPOQWUIAKTUKY B Te4eHMe BCell CBOe
>kusHu [11].

Vicnonp3oBaHMe CTaHAAPTHBIX OIPOCHUKOB SBIIA-
eTCsl ONHUM U3 MHCTpyMeHTOB pacdeTa QALY (Quality-
Adjusted Life Year) — moxasaress IleHHOCTHU pe3y/IbTaTOB
B 0071aCTV 37]paBOOXPaHEHN, KOTOPBII OObeVHACT U3-
MeHEH: B KaueCTBEHHOM 1 KOTIM4eCTBEHHOM COOTHOIIIe-
HIMIU B e[MHBII IOKa3aTenb. Hambosnee pacrpocTpaHeH-
Hble onpocHuku: uHpekc EuroQoL (EQ-5D), 36-nosn-
LMOHHBIN KPaTKUI ONPOCHUK 300poBbs (SF-36), nHpmekc
nonnesHoctu 3mpopoBbs (HUI) u 1. 1. Hekotopsle u3 Hux,
Hanpumep EQ-5D u SF-36, ncnonb3yrorcsa 1A OLeHKU
IpeAIIoYTeH NI B 3APaBOOXPAHEHNN, a TaKXe B OPYTUX
OTpPAaC/ISIX, OPMEHTUPOBAHHBIX Ha IIOTpebuTers [12].

B Mex/yHapomHOI IpakTuKe paspaboTaHbl U IIpU-
MEHSAIOTCS CTaHAPTU3MPOBAaHHbIE METOAMKM pacyera
QALY, 4TO 1T03BOJSET UCIIONb30BAaTh 3TOT TOKa3aTe/lb
B KayecTBe YHUBEPCAIbHOTO KpuTepusa 3PPeKTMBHOCTI

IIpY OLIeHKe MeIMLIMHCKIX TexHosornit. Ero yausepcab-
HOCTbD II03BO/II€T IPUHIMATD pelleHNs 0 PMHAHCHPOBa-
HUY MeIVLIMHCKIX TEXHOMTOT WA JIs JIeUeHN s Pa3/IMIHbIX
3a0071eBaHMIil B paMKaX OIpaHMYeHHOro Oromkera. [Ipn
3TOM (PMHAHCOBBIE PECYPChI PacIpefeATCs TAKUM 00-
pasoM, 4ToOBI MaKCUMM3MpoBaTh pupoct QALY [13].

Onpocuuk SF-36 mo3BONIAET ONEPAaTMBHO IpUMe-
HATD €ro /11 OOJIBIINX IPYII CPAaBHEHNs, BBIAB/IAA 00-
e mpo61eMsl, HeClleUpIIHbIE 1A Pa3INIHbIX BO3-
PACTHBIX WINM HO30JI0TMYeCKUX Ipynil. [JaHHBI Ompo-
CHVK ITOAXOAUT KaK /I CAMOCTOSITE/IbHOTO 3aII0/THeHN A
HaLMeHTOM Ha OyMare WIK ¢ IIOMOIIbIO KOMIIBIOTEPHOTO
OIIPOCa, TaK M C IOMOIIbI0 OOYIEHHOTO YenoBeKa Mpu
JINYHOM OOILIEHNM, @ BpeMs ero 3allOJTHEHNS JOCTaToY-
HO MaJio.

Omnpepenenne KXX aBnAeTcsa ofHMM U3 pelIAIONINX
¢dakTopos npu pacuére QALY, TOCKONbKY OHO M3MepsieT
9P PEeKTUBHOCTD MEAMIMHCKOTO JIEYeHNUs C TOYKM 3pe-
HIA TOTO, HACKOJIbKO OHO IIPOJ/IeBaeT U / V/IM yIy4dlIaeT
>KU3HD IMaIenToB [14].

Ilenpto panHoro mccnemoanus / The purpose of
this work siBnsiercs onpenenenue KJK marnyeHnros c re-
Mopummert Hipxeropopckoit 061acTu IOCpefCcTBOM
IpOBeeHNA 9TeKTPOHHOTO aHKETUPOBAHUSA C IIpUMe-
HeHUeM onpocHuka SF-36.

Marepuansl u MeToapl / Materials and methods

Ina onpenenenna KJK mcnonmpsoBamu Bamupmpo-
BaHHBINI ONPOCHMK KpaTkoil ¢opmbl SF-36. Bompocsr
HOJTHOCTBIO 11 6€3 M3MeHeHMiT ObUIN IIepeHeceHbl B Goo-
gle-dbopmy, koTopast 6plTa pasocimaHa B3pOC/IbIM TAL-
entaMm ¢ remodunueit A, B u 6onesnpio Bumnebpanmga
Hiokeropozckoit 06acti BMecTe ¢ KpaTKoi Gpopmoit
MH(POPMIUPOBAHHOTO HOOPOBOMBHOTO COITIACKS IIPK
y4acTUM pernoHaabHOl opranusanyy Hipkeropopckoit
obmactu Bcepoccmiickoro obmectBa remoduan. Vc-
ClIefjoBaHMe 0J0OPEHO IOKA/IbHBIM 3TUYECKMM KOMMUTe-
ToM IIpMBOIKCKOTO MCCIef0BaTeTbCKOTO MEAVMIIMHCKO-
ro Yuusepcurera IIVIMY BbInuckoi 3 mpoTokosna Ne 9
ot 30 mrons 2023 ropa.

B amkeTMpoBaHUM NpUHANM ydacThe 28 4Yeso-
BeK, cpean Hux 10,71% — manmeHTHI >KEHCKOro II0JIa
1 89,29% — my»kckoro nosna. Cpeny Bcex OIpOIIeHHbIX
46,43% (n=13) mauneHToB, y KOTOPBIX IIOCTABJIEH AMa-
rHO3 [I0 roma, 25% (n=7) — ot 1 roga mo 5 nert, 10,71%
(n=3) — or 5 net mo 10 net u 17,86% (n=5) maiueHTOB
C BBIABJICHHBIM IMarHo3oM 6osbie 10 et Hasaz.

Cpepy OIpOLIEHHBIX Tpeo6Iajany MaleHThl, CTpa-
patoye remodunrert A (B T.4. mHrnbutopHas ¢popma
remodumun) (tabm. 1).
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Tabnuya 1
Pacnpepenenne nanyeHToB 1o 3a60/eBaHIAM
Table 1
Distribution of patients by disease

3aboneBanue Kommnmuecrso, ue.

Temodumus A (B T. 4. MHTMOUTOPHAS

¢dbopma remoun) 2103)

Temodummsa B 4

Bonesus Bunnebpanna 3

Pacuér o6mmux u nrtorosbix nmokasarenein KK semn
COITIACHO MHCTPYKIIMY IO 06pabOTKe TaHHBIX, IIOJTyYeH-
HBIX C ITIOMOIIBIO ONpocHUKa SF-36, mpefcTaBIeHHOro
B Google-¢dopme.

AHKeTa cocTosna U3 36 BOIPOCOB, paclpefencH-
HBIX 110 8 mKajaM. B xone pacuéra ObUIM OIpefe/eHbl
2 cymMmapHbIX nokasaress ($pusndeckoe 3n0poBbe «PH»
U Tcuxmndeckoe 3poposbe «MH'»), koTopsiMu 06beu-
HAIOTCA IIKanbl. VIHTepBan KakHoro u3 IOKasaresnen
8 mIKaj aHKeTbl B YMC/IOBOM BBIPKEHMM HAXO[UIICSA
B nuarma3one ot 0 o 100, rme 0 — 9TO HanMMeHbIllee 3Ha-
4eHue, onpefiesApIlee HU3KMe 3HadeHu:A KK, a 100 —
3TO HauboJbllee 3Ha4YeHME, NOKA3bIBAIOIIee Y/OB/IET-
BopéuHOoCcTh KIK.

s onpenenenns KXK konmdecTBeHHO OLeHUBAIN
C/IenyIoLIye II0Ka3aTe/In:

1. Owusuyeckoe dJynkunonnposanue (Physical
Functioning — PF), oTpakalolliee CTelleHb, B KOTOPOIX
¢usnyecKkoe COCTOAHME OTPAaHMYVMBAET BBIIOTHEHNE
¢usnyeckux Harpysok (camMoob6cmyxuBaHue, XopbOa,
NOfbEM IO JIECTHUIIE, NEePEeHOCKAa TSKeCTel M T.IL).
Hwuskne mokasarenn 1o 3TOJ IIKajne CBUAETETbCTBYIOT
0 TOM, 4YTO (pm3myeckas aKTUBHOCTDb IAI[MEHTA 3HAYM-
TeJIbHO OTPaHMYMBAETCA COCTOSTHIEM €T0 3/0POBbA.

2. PoneBoe QyHKUMOHMPOBaHME, OOYC/IOBIEHHOE
¢usnueckum cocrmosinuem (Role-Physical Functioning —
RP) — BnusaHue (QU3NYECKOTO COCTOSHUA HA IIOBCEJ-
HEBHYIO POJIEBYIO JIeATEIbHOCTD (paboTy, BBIIIOTHEHNE
HIOBCeTHEBHbIX 00sA3aHHOCTeiT). Huskue nokasarenu mo
3TOJ LIKaJle CBUJETE/IbCTBYIOT O TOM, YTO IIOBCEHEBHAs
[eATe/IbHOCTh 3HAYMTETbHO OTpaHMYeHa (U3UYECKUM
COCTOSHMEM MAIVEHTA.

3. VnTencuBHoCTh 60mn (Bodily pain — BP) n eé
B/IMsSIHME HA CIIOCOOHOCTb 3aHMMATbCS IIOBCELHEBHOIN
IeATE/IbHOCTDIO, BK/II0YasA paboTy IO IOMY U BHe OMa.
Huskue moxasaTteny o 3Toil IMIKajge CBUAETEIbCTBYIOT
0 TOM, YTO 0O/Ib 3HAYMTETBHO OTPAHNYMBAET AKTUB-
HOCTD ITAI[eHTA.

4. Obuee coctosinne 3n0poBbs (General Health —
GH) — olieHKa 60/IbHBIM CBOETO COCTOSHNA 340POBbA
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B HACTOALIMII MOMEHT M IepCHeKTUB jedeHus. Uem
HIDKe 6aJIIbl 110 3TOJI LIKajIe, TeM HIDKe OLleHKa COCTOs-
HVISI 3T0POBBL.

5. Kusnennas aktusHoctb (Vitality — VT) noppa-
3yMeBaeT OlfyIleHne ceOs IMOMTHbIM CUJI Y S9HePTYM WIIN,
HANpoTuB, obeccuneHHbIM. Huskue Ganbl CBUeTENb-
CTBYIOT 00 YTOMJICHUM HALMEHTa, CHVYDKEHUN >KM3HEeH-
HOJI aKTUBHOCTH.

6. CoumanmpHoe  ¢yHKuMoOHUpoBanye  (Social
Functioning — SF) onipenenseTcs CTeNeHblo, B KOTOPOI
¢dusnyeckoe WM SMOLVIOHATbHOE COCTOSHNE OTPaHM-
4MBaeT COLUAIbHYI0 aKTMBHOCTb (oOmenne). Huskue
Oa/Ibl CBUJETENbCTBYIOT O 3HAYMUTETPHOM OTpaHMde-
HUM COLMATbHBIX KOHTAKTOB, CHVDKEHWUM YPOBHS 00-
I[eHNUs B CBSI3Y C YXY/AIIeHneM (pu3ndeckoro u sMounmo-
HaJIbHOTO COCTOAHUA.

7. PomeBoe QyHKIMOHMpPOBaHME, O0OYCIOBIEHHOE
3MOIMOHANbHBIM cocTosiHueM (Role-Emotional — RE)
IpeAIoaraeT OLEHKY CTeHeHV, B KOTOPOJ 3MOLMO-
HaJIbHOE COCTOsIHIE MeIIaeT BBIIOTTHEHNIO PaboThl 1N
IPYTOJi TIOBCETHEBHOI AeATeNbHOCTU (BKIOYas 00Mb-
IMe 3aTpaThl BpeMeHM, YMeHbllleHne 06béMa paboTHl,
CHIDKeHMe e€ KadecTBa U T.I.). Huskme mokasarenn
10 3TOJI IIKajle MHTEPIPETUPYIOTCS KaK OrpaHNYeHue
B BBIIIO/IHEHV ITOBCEHEBHON paboThI, 00YCIOBIEHHOE
YXyALIeH/eM SMOLMOHAIBHOTO COCTOSHUA.

8. Ilcuxuueckoe 3poposbe (Mental Health — MH)
XapaKTepy3yeT HaCTpOeHNe, Ha4ne AeIpeccun, Tpe-
BOTM, OOMMII IIOKA3aTeab IIOJIOKUTEIbHBIX 3MOLIMIL.
Huskue mokasareny CBUJETENTbCTBYIOT O HAIUYMU Jie-
IIPECCUBHBIX, TPEBOXKHBIX MEPEXKMBAHUI, TICUXNIECKOM
He6/TaronomyYnn.

JlaHHbBIE OT 8 BBIIIENEPEYNCIEHHbIX ITOKa3aTesen
TPYIIMPYIOTCA B fIBa KIIOYEBBIX ITOKasaTend — «u-
3MY€CKUIT KOMIIOHEHT 30OPOBbA» U «IICUXOJIOTVYECKUII
KOMITOHEHT 3[J0POBBSI»:

1. Owusmyeckuii KOMIOHEHT 3a0poBbs (Physical
health — PH) Bxto4aeT B cebs cnepyoniye mkanbl: PE
RP, BP, GH.

2. Ilcuxonornyecknit KOMIOHEHT 300poBbst (Mental
Health — MH’) o6beguusier mkanst MH, RE, SE VT.

Ins xommnekcHbix nokasareneir PH u MH’ mposo-
DUTCA CTaHfapTusauus. [l KaKgoro pecroHeHTa 1o
BceM § HIKaJaM PacCYUTBIBANICA Z-IIOKa3aTelb IO OT-
HOIIEHNIO Pa3HUIBI TPAaHCHOPMUPOBAHHOTO 3HAYEHNS
KaXKZOJ1 IIKAJIBI C €T0 CPeJHMM 3HaueH)EeM B MOy AL NN
K CTaHJAPTHOMY OTK/IOHEHMUIO.

Z-1moKasaTenb IOKa3bIBaeT, Ha CKOIbKO CTaHIApT-
HBIX OTKJIOHEHUI 3aJJaHHOe 3HaueHMe OTKIOHSETCS OT
cpemHero 3HadeHus. [I1s pacyéTa JaHHOTO IOKas3aTesd
00BIYHO MCIIONIb3YeTCs Clenyouas popmyna (1):
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Z=(X—p)/o(1)
2de:
X — amo 00Ho HeobpabomarHoe 3HaveHue OAHHBIX;
Y — cpedHee 3HAUEHUE;
0 — cmaudapmmuoe omKIOHeHue.

Ilony4yeHHblil Z-TMOKa3aTelnb A OT/EIbHOTO 3HA-
4eHMs VHTEPIPETUPYEeTCs CIeAYIouM 06pasoM: Io-
JIOKUTE/IbHBIN Z-TI0Ka3aTelb IIOKa3bIBaeT, YTO IONIY-
YeHHOe OT/ie/IbHOE 3HaueHue OOjIbllie CPeHero, OTPU-
I[aTe/IbHBIN Z-TI0Ka3aTelb — MEHbIlle CPEIHEro, a eCu
Z-mnokasaTenb paBeH 0, TO MHAMBUAYa/IbHOE 3HAUYEHME
PaBHO CpefiHeMY.

Yem 6omplre abCOMIOTHOE 3HAYEHME Z-IIOKA3aTeNb,
TeM JjajIblile OTAe/IbHOE 3HAUeHVe HAaXOAUTCS OT CpefHe-
ro [15].

Pacuer Z-niokasaTensa — ofyH U3 IOCTeN0BaTeIbHBIX
IIaroB IlepeBofia IIoKa3aTeslell B CTaHapTHbIe 3HAYeHN
COITIACHO BaMUVPOBAHHOMY ONpPOCHuKy SF-36. [lna
CTaHAAPTU3ALNY 3HAYEHUIT Ka)XK[ O LIKAJIbl IIPK paspa-
00TKe aHKeTbI ObLI BBIOpaH 50% ypOBEHb OT «JfIeaTbHO-
ro» 3[J0POBbs U OJJMHAKOBOE CTAaHAAPTHOE OTKIOHEHNeE,
pasHoe 10 [16].

PesynbraTel u 06cyxpmenne / Results and discussion

AHanmM3 CTPYKTYpbl JI€KapCTBEHHBIX IIperapaToB
(JIIT), nony4yaeMbIX MalyieHTaMM, y4acTBYIOLIVMY B aH-
KeTMPOBaHMY, II0Ka3ajl, YTO HauboJbliee KOIMIECTBO
Ha3HAYeHMII 10 JAHHBIM OIPOCHMKA Yy OIPOLIEHHBIX

Tabnuya 2
Crpyxkrypa JIII, nonyyaeMbIX ManeHTaMu
¢ pasHbpIMU popMaMu TeMOPUINY IO ZAHHBIM
onpoca
Table 2
Structure of LPs received by patients with different
forms of hemophilia according to the survey data

MHH ITauuenTs1, %
Omurmsymab 42,86%
®axrop cBepThIBaHMA KpoBHu IX 14,29%

CumoKTOKOT ajbha
(daxTop cBéproBanms kposu VIII 10,71%
4e/I0BeYeCKNUIT PEKOMOMHAHTHBDIIN)

@akTop cBépThiBaHUA KpoBu VIII +

®axkrop Bunnebpanma 10.71%
SdmopoxToxor anbpa 7,14%
Oxkrokor anbda 7,14%
®axrop cBéproiBanuA Kposu VIII 3,57%
He yxasan JIII 3,57%
BCETI'O: 100%

[o 3amomHeHHBIM JAaHHBIM BaTUAVPOBAHHON aHKe-
Tbl SF-36 paccumteiBanmu papn nmokxasareneii KJK manm-
enTa (Tab6m. 3). YeM Bblllle YMCIOBOE 3HAUYEHME KAXKIOTO

MALMeHTOB NPUXOAMUTCA Ha OMmiusymab — 42,86%  m3 mokasateneii, Tem Bbime KXK nmanuenTa mo gaHHOMY
(Tabm. 2). [I0Ka3aTeo.
Tabnuya 3
IToxasarenu KJK manuenTos ¢ pasnnunsiMu ¢popmamu remodunnu cormacHo ankere SF-36
Table 3
K]J indicators of patients with different forms of hemophilia according to the SF-36 questionnaire
Ilokxasatenp CpenHee 3HaueHNE MunumanbHOe MaxkcumanbHoOe
+ cTaHlapTHOe OTK/IOHeHue (0) 3HaYeHNe 3HaYeHNe
PF dusnueckoe QyHKIVOHNPOBAHINE 81,43 + 17,57 20 100
RP PoneBoe GpyHKUMOHMpPOBaHNME 64,29 + 38,63 0 100
BP VIHTeHCUBHOCTD 60N 72,43 + 21,84 31 100
GH O611iee cOCTOsIHME 3IOPOBBS 61,00 £ 19,93 20 95
VT JKnsHeHHast akTMBHOCTD 64,82 + 13,85 20 85
SF ConuanbHoe GPyHKIMOHVPOBaHNUE 79,02 + 18,62 37,5 100
RE PoneBoe QpyHKUMOHMpPOBaHME 78,57 + 32,38 0 100
MH Icuxudgeckoe 3gopoBbe 67,57 £ 10,49 36 80
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Hanwmenbpiiee xommuectBo 6amioB 6bUI0 HabpaHO
no nokasarerno GH «Ob61iee cocTosiHue 3[0pOBbsi» TIPU
cpenteM 3HaveHnn 61,00, HanboIbIIee — 10 TIOKA3ATEIO
PF «@usnyeckoe ¢pyHKIMOHNpOBaHue» — 81,43 (puc. 1).

Touky Ha pucyHke 1 IOKasbIBalOT BBINAZAOIINE
3HAYeHNs U3 BCel COBOKYITHOCTU IIOKasaTesel, T.e. Te
IIOKa3aTe/lN, KOTOpble CUIbHO OT/INYAIOTCA OT CPeJHEro
sHavyeHysA. OHM NpUHAJIeXAT IALMeHTaM, Y KOTOPBIX
Hanbosee Hu3KMe mokasarerm KOK.

ITo uToram pacdéra u npuBeneHN: MOKa3aTenel aH-
keTbl SF-36 K JByM UTOTOBBIM 3Ha4eHMAM, ObIT paccum-
TaH Z-mokasatens s ¢usndeckoro (PH) (a) n neuxu-
geckoro (MH’) xomnoneHToB (6) 350poBbs (puc. 2).

60 —
5512
46,99
38,86

80 +

40 T

0 T

20 +

10 +

0 {
PH ®@uanyeckwil KOMNOHEHT 340p0ELA

a)
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.

3HAYEHWA OCHOBHBLIX
MOKA3ATENEW

OCHOBHBIE NOKA3ATENA
HPF BRP WBP MGH VT @SF MRE MMH
Puc. 1. Pacnipefenenne nokasareieil KaueCcTBa >XM3HY MaLM-
€HTOB ¢ reMouINelt o 8 IIKamam
Fig. 1. Distribution of quality of life indicators of hemophilia
patients according to 8 scales

60 +

5R 25
50 1 + 4852
a0 L 41,79
30 +
20 +
10 +
] |

MH' Tcuxnyecknil KOMNOHEHT
3A0p0BLA
6)

Puc. 2. CrangapTusupoBaHHbIEe IIOKa3aTe/IV KOMIIOHEHTOB 3JOPOBbA IIALMEHTOB C pa3IM4YHbIMU popMaMy reMoUINIL,

IIpOoIIENIINX AHKETPOBAaHNIE

Fig. 2. Standardized indicators of health components of patients with different forms of hemophilia who completed the

questionnaire
60 —
55,12
07 46.99
40 + 38,86
30 4
20 L 21.76
10 +
0 |

PH ®uanyecknii KOMNOHEHT 350pOBLA

a)

60

5K 25
50T + 48 52
40 4 41,79
30 4+

20 +

MH' McHxMYecknid KOMNOHEHT 340p0BLA
6)

Puc. 3. ®usnuecknit (PH) u ncuxudeckuit komoHeHTsl (MH’) 310poBbs manmeHToB ¢ pasHbIMU (GopMamMy reMOPUINIA 110

JTaHHbIM HpOBeHéHHOI‘O AHKETMPOBaHNA

Fig. 3. Physical (PH) and mental components (MH') of health of patients with different forms of hemophilia according to the

conducted questionnaire

Cpennee 3HaueHMe (QU3MIECKOTO KOMIOHEHTA 370-
POBbA y TAIMIEHTOB ¢ reModuneit cocTaBuno 46,99 +

8,13 (a), ncuxuyeckoro — 48,52 * 6,73 (6). Y ogHoro
HalueHTa ¢ reMmopuineit A, [UarHoCTUPOBAHHOI bortee
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10-meT Hasafi, mokaszarenb (U3NIECKOTO KOMIIOHEHTA
310pOBbs cOCTaBMII 21,76, 4TO B 2,16 pasa HIDKe CpefHe-
o 3Ha4YeHNA aHA/IM3MpPyeMoll rpymsl (puc. 3).

B rabnuie 4 mpepcTaBieHo CpaBHEHNe ITOKa3aTeseit
KX y manuenToB ¢ pasHpiMu ¢popMaMu reMOpUINA 110
8 mKasaM B YMC/IOBOM BBIpQKeHUM. MOXHO OTMETUTD,

4yTO B cpefgHeM nokasaTteny KJK Bblllle y mareHToB c re-
Modwinelt A, a y nanyeHToB ¢ 6onesHbo Buinebpan-
fla OTMeYaloTcsl Hambosee HM3KMe mokasaTenn. CaMbIM
HU3KUM IIOKa3aTesieM sIBJIsIeTCs 00liiee COCTOSIHME 3710-
poBbsa (GH) y manueHToB ¢ 6onesHbio Bumiebpanpa
(42,33).

Tabnuya 4
ITokasarenu KayecTBa >KM3HU MALMEHTOB ¢ pasHbIMI (pOpMaMU reMOIINM, IPOIIETIINX AHKETHPOBaHME !
Table 4
Quality of life indicators of patients with different forms of hemophilia who completed the questionnaire
Bup sHauenus | PF RP BP GH VT SF RE MH
Temodumusa A Cpennee + o 79,05+ | 63,10+ | 71,95+ | 63,33+ | 6429+ | 79,76+ | 80,95+ | 66,67 +
25,00 52,40 21,96 42,05 21,84 23,36 213,40 33,86
Min 20,00 0,00 31,00 37,00 20,00 37,50 0,00 36,00
Max 100 100 100 95 85 100 100 80
Temodunus B Cpennee £ o 90,00+ | 75,00+ | 78,50+ | 62,75+ | 71,25+ | 78,13+ | 75,00 | 72,00 +
11,66 32,44 22,62 24,64 8,43 16,26 43,45 7,72
Min 80,00 25,00 52,00 25,00 65,00 62,50 0,00 64,00
Max 100 100 100 87 80 100 100 80
bonesnp Cpennee £ o 86,67 + 58,33 + 67,67 4233 + 60,00 + 75,00 + 66,67 + 68,00 +
Bunne6panna 8,14 31,74 24,88 26,82 15,49 20,80 29,71 9,81
Min 80,00 25,00 41,00 20,00 45,00 50,00 33,33 56,00
Max 95 100 100 67 80 100 100 80

Ha pucynke 4 npencraBieHbl AuanasoHbl 3HAUYSHUI
UTOTOBBIX TIOKasareneit pusmdeckoro (PH) u ncuxmye-
ckoro (MH’) 310poBbs y alMeHTOB ¢ pa3HbIMU popma-
My remo¢unnu. ITo npencTaBieHHBIM JAHHBIM MOXXHO

70
60
R
40
30

20

3HaueHUe UTOroBOro
nokasarena KX

10

0
Femodwunua A lremopunmuab  BonesHb

Bunne6panpa

a)

OTMETHUTD, UTO Hamboee BHICOKME 3HAYEHM IT0Ka3aTe-
nert KOK nabmroparorcs y nmaumenTos ¢ remogumeit B,
a HaMOOJIBIINII AMATIa30H KPailHUX 3HAYeHWIT HaO/IIo/ia-
eTCs1 y MalMeHTOB ¢ TeMouneit A.

70
60
.
40
30

20

3HayeHWe UTOroBOro
nokasarena K

10

0

Fremopunmua A lremopunmuaB  BonesHb

Bunne6panpa

0)

Puc. 4. [Inanason ntorossix 3HaveHuit ¢pusndeckoro (PH) n ncuxmyeckoro (MH’) KOMIIOHEHTOB 3T0POBbsI MAIMEHTOB C pas-

HbIMI (pOpMaMu reMODIINN 110 JAHHBIM aHKETUPOBAHIS

a) nokazamenu umozo6vix 3Hauenuti pusuueckozo (PH) komnorenma 300pososi;
6) noxasamenu umozo8vix 3HaveHuti ncuxuueckozo (MH’) komnoneHma 300posos.
Fig. 4. Range of final values of physical (PH) and mental (MH') health components of patients with different forms of hemophilia

according to the questionnaire data

a) indicators of the final values of the physical (PH) component of health;
b) indicators of the final values of the mental (MH') component of health.
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=#—3muum3ymab == pouwe /N gna Tepanum remodpunum A

g

%0 82,00 86,67

80

70 76,36
60

80,00
74,55 3

70,45 3,30

64,90 65,00

79,55 75,76

69,10

61,91 63,64 64,73

50 55,00
40

30
20
10

o

PF RP BP GH VT SF RE MH

3Ha4YeHHA OCHOBHBIX NOKasaTtenel KK

CpegHue nokasaTtenu KK
Puc. 5. CpaBHeHMe cpefHNUX IIOKa3aTesieil KadecTBa KM3HU
y MalMeHTOB ¢ reModuineil A, IpMHNMAIOIVIX SMULIN3yMa0
u ipounte JIIT gy Teparmu remoumm A
Fig. 5. Comparison of mean quality of life scores in hemophil-
ia A patients receiving emicizumab and other hemophilia A
therapies

3akmrouenne / Conclusion

B xope NmpoBefEHHOTO MCCIENOBAHUA BBISABJICHO,
4TO 0OJIbIIAsA YacTh ONPOUICHHBIX MAI[MEHTOB MOTy4a-
10T aMunuaymab (42,86%). IIpn atom cpegHme mokxa-
3atenu KJK y TakuxX maimeHTOB HaXO#ATCA Ha CXOXKeM
YpPOBHE B CpaBHEHMM C MallieHTaM!, IPUHUMAIOUMMA
npoune JIII, a xonebanusa moxasareneit KK y manu-
€HTOB, NPYMHMMAIIINX SMUIM3yMal, MeHee 3aMeTHBI,
YeM Y OCTa/IbHBIX OIPOIIEHHBIX NAIVIEHTOB C TeMou-
nuen A.

ITo paccunTanHbIM 061MM noKa3atenssm KOK Bpiss-
JIEHO, YTO HaMMEeHbIllee KOMN4IeCTBO O/IOB Cpefyu BceX
OIPOIIEHHBIX MALMEeHTOB ObIIO HAOPAHO IO IOKa3aTe-
mo GH «Ob6uiee cocTosiHMe 340pPOBbsi» IIPU CpefHEM
sHayenun 61,00, a Hanboblee — 1o Mmokasarento PF
«Dysnyeckoe QYHKUMOHMPOBAHNUE» CO 3HAYEHUEM
B 81,43.

ITocne cpaBHeHMA [MANla30HOB 3HAYEHMII MTOTOBBIX
nokasareseit pusudeckoro (PH) u ncuxmaeckoro (MH’)
3IOpOBbs Y MALMEHTOB C pasHbIMU (opMamy reMou-
JINU OTIPENeIMIN, YTO Hanbosee BBICOKIME 3HAYEHNS O~
kasareneit KX nHabmrofaoTcs y manmeHToB ¢ reMobum-
el B, a HambonMpIIMII OMana3oH KpallHUX 3HA4YEeHUI —
y manueHtoB ¢ remodwmueir A. Ho crour ormeruts,
4TO y Hal[MeHTa ¢ reMouneil A, [UarHOCTUPOBAHHO

KAYECTBO XM3HN

6onee 10-7eT Hasaj, KOTOPBI MMeeT COIYTCTBYIOLIME
3a0oeBaHus, IOKasarenb (U3MIECKOTO KOMIIOHEHTa
3[JOpPOBbA MMEET JJOCTATOYHO HU3KUI ITOKa3aTeNlb U CO-
craBui 21,76, 4ro B 2,16 pasa HIDKe CpeJHETO 3HaYEeHUA
aHaIM3YPYEMOI1 IPYIIIIBL.

Y naumeHToB ¢ pasHbiMu (opMamyu remModumuu
OIIpEMle/IeHbl YLOB/IETBOPUTENbHBIE 3HAUEeHNMA 8§ OCHOB-
HbIX mokasareneit KOK, a taxke ¢usnuyeckoro n mcu-
XMYECKOT0 KOMIIOHEHTOB 3/I0POBbS, TaK KaK BCe IOJTy-
YeHHbIE B XOfle AaHKETMPOBAHMA Pe3y/IbTaTbl HaXOAATCA
BblIIlle Cpe[JHETO 3HaYeHA TIOKa3aTeel.
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