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3arasibHa XapakTepucTukKa SKOCTi XXUTTS,
NnoB’A3aHoI 31 3A,0POB’AM, Y AiTEen 3 TAXKOIO
dopmoto remodinii A B YKpaiHi

Merta — pnocniantn skicte xutts (512K), noB’a3aHy 3i 340P0B’IM, y AiTEN 3 TIXKOO GOPMOI0 reMoinii A Ta BUSHa4YNTU
OCHOBHI ricuxocoLianbHi NpeankTopu, Ski BaMBaKoTe Ha Hel, y AiTel piaHoro Biky. O6°ekT i meToav aocaimkeHHs. OLjiH-
ka 5K nposegeHa MeTo40M COLOI0MNYHOro ONUTYBaHHS 3 BUKOPUCTaHHSIM BanifgoBaHoI yKpaiHCbKOIi Bepcii onuTyBasib-
Huka Haemo-QoL. Moaesib 06CTEXEHHS] — iHANBIAYalbHE Ta eJ1IEKTPOHHE aHKeTyBaHHs1. ObcTexeHo 105 aiTeli 3 TSXKO0
dopmoio remoinii A. MNayieHTiB noaineHo Ha Tpy BIKOBI rpyny BiArnoBiAHO 40 BEPCI onuTyBaibHuKa: | — 4—7 pokis,
Il —8-12, lll — 13-16 pokiB. JaHi aHKeTyBaHHSI poaHasi3oBaHi, BU3Ha4eHO 3arasbHy 5K y KOXHivi BIKoBivi rpyri Ta rno-
Ka3Huku S2K okpeMux LLKasl, BU3Ha4YeHO KOPEJISILIViHI 3B 13k 3arajibHoi 51K 3 okpemumu aetepmiHaHTaMu rncuxocoLi-
asbHOro po3BuTKy. CTatnCTUYHWI aHasi3 npoBeAEeHO 3 BUKOPUCTaHHSAM t-kputepito, U-kputepito MaHHa — YiTHi
Ta H-kpuTtepito Kpyckana — Yonnica, koegiuieHTa paHrosoi kopensuii CriipmeHa R. Pe3ynbtatu. BctaHoBieHo, 1o 5K
y Aiten | BikOBOI rpynuv AOCTOBIPHO HaMHWX4Ya Y CErMeHTI CIMeVHUX BiJHOCUH 3 MOKa3HUKOM BiAMNOBIAHOI LKA
62,50 (62,50; 87,50), Toni sik y Il rpyni HatiHux4oro 5K 6yna y cchepax akTMBHOCTI y CrOPTi/LLKOJIi Ta CiIMEHHUX BigHO-
CUHax 3 nokasHukamu BifroBiaHVX LUKaa onuTyBabHuka 68,75 (56,25; 75,00) Tta 65,00 (50,00; 80,00) BigrnosiaHo.
Yl rpyni gocToBipHO HaliHWX40t0 52K Gyna y cerMeHTi BigHOLLIEHHS 710 Pi3nYHOro 310p0oB’s1 3 nokasHukom 75,00 (53,57
83,92). BoaHo4ac ricuxocouiasibHi peamkTopu, siki HaribinblLue KOPEesiorTk i3 3arasibHuUM rnokasHukom SXK y airei, e
JAeLo BIAMIHHUMU Bif HaUripLInNX AeTEePMIHaHT NCUXOCOoLIiabHOro PO3BUTKY Y AiTev | rpynu, y SKkux HarBaroMilimm
npeankTopom K Bu3Ha4eHo BiHOCUHW 3 APY3sIMU Ta JiKyBaHHS, To4i sk y Il Ta lll rpynax taki npeankTopy Bigrnosiga-
10Tb Havripmm YuHHKkam SK. BucHoBku. SIK y aiteri i3 remoginieto mae BikoBi 0COO/IMBOCTI, SIK i rcyxocouianbHi
npeavKkTopu, ki BIIMBAKOTh HA HEl, L0 BaX/IMBO BPaxoByBaTH npy po3po0Li Ta BrpPOBaaXeHHI Mporpam rncuxocowj-
asnbHOI NiaTPUMKK Ta peabinitadii.

Kniouogi cnoea: remMoinisi, Aitn, SKiCTb XUTTS, ONUTYBasIbHVIK, IcuxocoLiasibHe GyHKLIOHYBaHHSI.

Bc'ryn NIEXHMM NOKa3HUKOM, kit Binobpaxkae XK npy neBHOMY 3axBOpIO-

AKiCTb xuTTs (FK), NOB’si3aHa 3i 340POB’SIM, CbOTOAHI € OAHNM BaHHi B yMOBax KOHKPETHOr0O COLiaibHOro cepeaosmLa 1a chopmo-
i3 KIOYOBYX IHAVMKATOPIB IKOCTI MEAMYHOT AOMOMOrY iTM i3 XpOHiy- ~ BaHOT CUCTEMM opraHisaLlii 0XopoHM 310p0B’s. TakoX BiAOMO, Lo
HUMU 3aXBOPIOBAHHSIMY Ta CTAHOBUTb COBOI0 iHTErpanbHui nokasHuk  NOKasHUKn K Ta ncuxocouiantHi npeankTopy, Wo BnanBaioTh Ha Hef,
300poB’s (Mapkit A.l. Ta cnigasT., 2017). Mig UMM TepMiHOM nepLu BIAPI3HAIOTLCA Y PI3HUX KpaiHax, a OTXe, He 30BCiM KOPEKTHO nigaa-
32 BCE PO3YMIlOTb KOMIIEKCHY OLIHKY BIIVBY NEBHOMO 3axBopioBaH-  BaTU Pe3yNbTaty ouiHkn SDK B iHWNX KpaiHax MixHauioHanbHoMy
HS1 Ha Cy6’ EKTUBHE BiANYTTS I3NIHOr0 Ta MeuxocoLjanbHoro anopos’s  €KcTpanoniosanHio (Bullinger M., von Mackensen S., 2008; Brown TM.
NIOAMHM. BPaxoByIoum Te LU0 Cy4acHuii MeHemkMeHT remodinii 6asy- et al., 2009; Mapkiv A.l. Ta cnisagt., 2017).
€TbCA HE NINLLIE HA OLLHLL KNIHIYHUX CUMMNTOMIB, OPTOMNEANYHOro cTa- Cdpepa 3acTocysaHHs ouiHku Ky Cy4acHii MEAULIMHI JOCTATHLO
TYCy Ta BUXMBAHOCTI NALJEHTIB, ane i Ha OLHL|i CNIPUAHATTS HAMK  LUIMPOKa. 3okpema y npakTuyHii negjatpii nokadHukn AXK akTMBHO
AKOCTi BAACHOTO XMTTS B KOHTEKCTI CBOrO 3axBOPIOBAHHS, 3rigHo ~ 32CTOCOBYIOT A1l OLIHKM @(EKTUBHOCTI NPOiNakTUHHX Ta peabi-
3 Cy4acHUMU pekoMeHaaLlisiMi BcecBiTHLOI peaepalii remodinii NiTauinHUX Nporpam, BU3HA4YeHHS KOMMIEKCHOMO BMINMBY XPOHIYHNUX
(World Federation of Hemophilia — WFH) SK € ogHuMm i3 knioyosux ~ 38XBOPIOBaHbL Ha navjeHTa, nepcoHigikawii MeToais NikyBaHHS, MOHi-
MOHITOPMHIOBMX OBCTEXEHb Y TaKMX MALJiEHTIB Ta Mae oLjHIoBaTMCs  TOPVHIY 3aXBOPIOBaHE i3 «OCOG/MBIM CTUJIEM XUTTSI»; Y NONYNSILIAHIX
LwoHaiimeHLe 1 pa3 Ha pik (de Moerloose P. et al., 2012; Novik A.  [OCTIDKeHHsAX DK BUKOPUCTOBYIOTb IK KpUTEPI NS CTaHaapTu3alii
etal., 2012; Srivastava A. et al., 2013; MapkiH A.l. Ta cnigasr., 2017).  METOAIB JlikyBaHHS, OLIHKM eeKTUBHOCTI hapMaLeBTU4HIX npena-
HaitedekTuBHiMMU fnst oviHkm 9K y navienTis 3 remodinieto € Tak paTiB, po3p0bKYM BiKOBMX i cTaTeBUX HOPM ToLo (Gusmao J.L. et al.,
3BaHi XBOPOGOCNELMPIUHI ONMUTYBANBHUKY, CEpes, SKUX HaiGinbLL 2009; KosTiok H.I. Ta cnieaBT., 2012; KpuseHko B.|. Ta cniagT., 2015).

anpoB6oBaH1M Ta LUMPOKO 3aCTOCOBYBAHVIM € ONUTYBasIbHUK Haemo- Bepyqn A0 yBaru BUCOKY aKTyaslbHICTb AOCIIfKEHHS NCUXOCOL-
QoL (Fischer K. et al., 2003; KpueHko B.I. Ta cnigasT., 2011; Heun-  /1bHOTO KOMNOHEHTA Y NALEHTIB i3 XPOHINHIMI 3aXBOPIOBAHHAMM
Taiino 10.M., 2013). Ta BiACYTHICTb NoAibHMX JocniaxeHb B YkpaiHi, B6a4aeMo 3a Heob-

Y HU3Ui nonepeaHix A0CNiAXeHb HAMU NPOBeAEHA afanTalis XigHe npoBeaeHHs gocnigxeHs AX y aiten 3 remoodinieto B YkpaiHi.
bOr0 ONUTYBasbHKKA A0 HALOHANbHUX YMOB 3 NEpPEeBIPKoIo Ta nig- . .
W y £1O Hai Y peBip A 06’eKT | MeTOAM AOCAIAKEHHS

TBEPOAXKEHHAM noro Sa,EI,OBiJ'IbHVIX NCUXOMETPUHHUX XapPaKTEPUCTUK . . .
JocnimkeHHs npoBeaeHo Ha 6asi LieHTpy Tpom60o3y i remocTasy

(Markin A., Dubey L., 2018; MapkiH A.l. Ta cnisaBrT., 2018). Tomy 6yno iTeii K3 JIOP «3axi . . S o N
CTBOPEHO YKpPaiHCbKy BepCito onuTyBansHuka Haemo-Qol, wo pano y 'D"Tevl «SAXIBHOYKPAIHCLKMI CTIELIANISOBAHMIA AMTA4NM ME-
OV4HWIA LeHTp» (J1bBiB). AiarHocTuky remodinii Ta dopmu ii TaXKOCTI

3MOry NpoBoAunTY ouiHky A y aitelt 3 remodinieto B YkpaiHi Bigno- ; ‘ 6
BIAHO 10 pekoMeHaaLiit WFH. BapTo 3a3HaunTL, WO LS BEPGIs Onu- MPOBOAMIN Mifl 4aC MOHITOPVHIOBOrO 0BCTEXEHHA METOAOM BU3HA-
yeHHs piBHa FVIII 3ropTaHHs KpoBi, a TakoX MEeToA0M PETPOCMNEKTUB-

TyBaslbHMKA CTafa nepLinmm ykpaiHoMOBHUM XBOpoBocneLmdiyHnm A ) )

OnUTYyBaNbHUKOM Ang aiter 3 remoddinieto. MNpoTte AoCi 3annaeTbes HOro a*!a"'?Y CTaLIOHapHIX kapT "au'eﬂTi" Sarlaﬂom X BusHadeqo

NpakTU4HO He fochigxeHot AX aiten 3 remodinieto B YkpaiHi (Map- y 105 Alren 13 TH)KKO_'O dopmoto re“’loq}'“" A (pisetb FVIII SFQPTaHH.ﬂ

KiH A.l. Ta cniBaBT., 2017). MopAibHi gocnioXeHHs NpoBeAeHi B iHLLIMX kposi <1 MO/an), ki 3anosHMAM Lieit OHMTYBa”b,H“K B PEXMI HAMEI-

kpaiHax (Mercan A. et al. 2010; Ferreira A.A. et al., 2013; Espal- 4Y&/1PHOrO Ta ENIEKTPOHHOTO ankeTyBanHs. Ouinka X nposeaena
METOAOM COLLOSIONYHOIO ONUTYBAHHS 3 BUKOPUCTAHHAM BaslifOBaHOI

don A.M.D., Flerida G.H., 2014; Deshbhratar D.P.,, 2016; Salomon T. X N .
etal., 2017). OgHak BaxnuemM € Toi dakT, wwo XK € no cyTi eTHo3a- YKPaiHCbKOi MOBHOI BepCii onuTysBasbHrka Haemo-QolL. CTpykTypHe
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OPUTIHANBHI BOCNIAXEHHA

HaBaHTaXEHHS 3a3HAYEHOro ONUTYBasbHMKA CTAHOBAATL 12 wwikan,
3aranbHi 6anm akmMx xapakrtepuadytots $K y BianosigHOMy [0 Ha3BM
LKAy CerMeHTi MCMXocoLuianbHOro PyHKUioHyBaHHS: «disnyHe
300poB’a» (P3), «CamonouyTTa» (CI), «CamoouiHka» (CO), «Cim’s» (C),
«Opy3i» (4), «MigTpumka otouytounx» (MO), «IHwi nogu» (1J1), «<Cnopt
Ta wkona» (CLU), <Kutra 3 remodinieto» (XKI), «JlikyBaHHs» (J1), «Maii-
6yTHE» (M), «BigHocuHm» (B). BignoBigHo [0 TPbOX BiKOBMX BEPCili
ONUTYBasIbHMKA NALLEHTIB po3nogineHo Ha Tpu rpynu: | (n=31) — gjitn
Bikom 4-7, Il (n=46) — 8-12, Ill (n=28) — 13-16 pokiB.

BpaxoByoum Te Wo MakCumasnbHO MOXIMBA KinbkicTb 6anis AXK
BiOPI3HAETLCA Y PI3HUX BEPCISX ONUTYBanbHMKA, NoKasHnkn AK npen-
cTaBneHiy Burnsaai «transmuted scale score» (TSS) BionosigHo 10 Bi-
nomoi dopmynu (Haemo-QolL Study Group, 2018), npuyomy GinbLui
nokasHukn TSS ceigyatb Npo ripwy 9K, a MeHLWwi — npo kpaLwy 3 iH-
TepBanom JonyctTummx aHadeHb 0—100 6anis (e «0» — makcumanb-
HO xopoua, «100» — MakcumansHo noraHa AX). 3aransHa 9K Bu-
3HaveHa sk cepegHe TSS ycix Lwkan onuTyBabHUKA 4151 KOHKPETHO-
ro nawjeHra.

[na npoBefeHHA CTaTUCTUYHOT O AOCHILKEHHS MONepeaHbLO Npo-
BEAleHO aHasi3 rpyn Ha HOPMasbHICTb PO3NOAINEHHS 3 BUKOPUCTAHHSAM
aHanizy ekcuecy Ta acumeTpii, Tectn Konmoroposa — CmupHoBa
Ta lWanipo — Binka. Y pasi HopManbHOro po3noAifieHHs pe3ynbTaTu
npenctaeneHi y surnaai M=SD (M — cepegHe, SD — ctaHoapTHe
BiAXWNEHHS), NPV PO3MNOAINEHHI, LLLO BiAPI3HANOCS BiJ, HOPMANbHOro,
pe3ynbTaTtv npeacTasnanu y surnagi Me (25%; 75%), ne Me — me-
niaHa, 25% — nepLumin kBapTuib (25- NnpoueHTub), 75% — TpeTiit
KBapTWUb (75-11 npoueHTunb). N OuiHKM AOCTOBIPHOCTI Pi3HULI
NOKa3HWKiB BUKOPUCTOBYBANN t-KpUTEpPIn 4Na He3anexHUX rpyn, He-
napameTpuyHmii U-kpuTepin ManHa — YiTHi Ta H-kpuTtepia Kpycka-
na— Yonnica, koediuieHT paHroeoi kopensuii CnipmeHa R. 3Ha4eHHs
p<0,05 xapakTepunayBanochk ik CTaTUCTUYHO AOCTOBIPHA Pi3HMUS. na
CTaTUCTUYHOrO aHasi3y OTPUMAHNX AaHMX BUKOPUCTaHE NporpamHe
3abe3neyeHHs «SofaStatv.1.4.6.» Ta «<RStudiov.1.1.442» 3 nonaTkom
«R Commander v.2.4-4».

Pe3ynbTaTi Ta ix 00roBopeHHs
MokaaHukmn AX obcTexeHux aitei npeacTasneHiy TadbvL.

Ta6nuug. MokasHukn 9K, NoB’a3aH0i 3i 3A0POB’AM, Y [1iTel 3 TAXKOIO GOPMOI0
remodinii A B YkpaiHi

BikoBa rpyna 00CTeXeHux

Llikana n TSS1 TSS1I TSS Il

(n=31) (n=46) (n=28)
«3» 105 50,00 (37,50; 62,50) 64,40 (57,14; 75,00) 75,00 (53,57; 83,92)
«CM» 105 33,33(16,67;50,00) 42,90 (35,71;57,10) 53,13 (35,94; 62,50)
«CO» 105 25,00 (25,00;50,00) 41,67 (30,56; 55,56) 52,50 (42,50; 62,50)
«C» 105 62,50 (62,50; 87,50) 65,00 (50,00; 80,00) 62,50 (40,63; 70,31)
«» 105 50,00 (50,00; 100,00) 37,50 (31,25; 56,25) 43,75 (31,25; 56,27)
«0» 74 B/ 50,00 (31,25; 62,50) 53,13 (37,50; 68,75)
<1y 105 25,00 (25,00; 50,00) 37,50 (25,00; 50,00) 41,67 (22,91; 58,33)
«CLL» 105 50,00 (33,33;66,67) 68,75 (56,25; 75,00) 66,67 (55,56; 72,22)
KM 74 B/l 39,29 (28,57; 50,00) 50,00 (30,36; 67,86)
b 105 50,00 (25,00;75,00) 42,86 (32,14;50,00) 37,50 (31,25; 43,77)
«M» 28 B/l B/l 43,75 (34,38; 62,50)
«B» 28 62,50 (37,50; 81,25)

B/ B/l
SarancHa K 105 44,27 (36,46; 53,65) 49,51 (40,87; 56,43) 52,85 (43,38; 62,72)
«B/L» — BIZICYTHS LWKANA Y BIANOBIfHiiA rpyni; N — 3aranbHa KinbKicTb 06CTEXEHNX; N — KiNbKiCTb
00CTEXEHMX BiANOBIAHOI BiKOBOI rpyny.

Mepw 3a BCe OLIHEHO, B AKOMY CermeHTi NCMxocoujianbHoro
byHKUIOHYBaHHA remodinii y gitein Havripwa A y KOXHiln BiKOBIn
rpyni. Ang uboro BM3Ha4YeHO BiANOBIOHI MOKA3HUKN KOXHOT LIKanun
OnuTyBaJIbHUKA.

BuaBneHo, wo y aitel | BikOBOI rpynu HarBuLL NOKa3HMkK TSS
y wikani «<C» — 62,5 (62,5; 87,5), wo cBig4ntb Npo Hawripy 9K came
y CerMeHTi CiIMenHWX BIGHOCUH Yy fiTel BikoM 4—7 pokis. HacTynHummn
3a KpUTepIEM HanripLImMx nokasHukis AXK BusiBneHi 3a wkanamm i3 pak-
TWUYHO NOAiIGHNMYM 3HaYeHHaMK «J1» 50,00 (25,00; 75,00), «CLL» 50,00
(33,33; 66,67), «®3» 50,00 (37,50; 62,50) Ta «[» 50,00 (50,00;
100,00), npryomy 3a 3MiLLEEHHSAM KBApTUEel BNpaBo (260 36inbLUeH-
HAM 3HaYeHb KBapTUSIEn) cepen umx O3HaK AeLLO ripLli 3HaYeHHs
3a wkanow «[». Pi3HWLS nokasHyKiB 3HaYeHHs Likan Gyna cratuc-
TU4HO JocToBIpHOIO (P<0,0001 npwm 3HaveHHi H Kpyckana — Yonnica
68,12). AHanoriyHi 3Ha4EeHHs MOKa3HWKIB OTPUMaHI MpK aHanisi cepen-
HiX 3Ha4YeHb (Taki NOKa3HWKK aHanidyBanu 3 ypaxyBaHHSM TOro, Lo
PO3MOAiNEHHS OKpeMux Lwkan 6yno HopManbHUM): HabinbLLi 3Ha-

YeHHs ans wkann «C» — 68,55+14,02, «» — 54,84+32,54, «J1» —
51,61+23,22, «®3» — 46,77+14,78, «CLLU» — 47,85+22 67, i Taka
pi3HNLA 3HaYeHb TakoX Oyna CTaTMCTUYHO AOCTOBipHO (p<0,01).
3 ypaxyBaHHSIM 3MiCTOBHOI O HaBAHTAXEHHS! LLMX LKA OMUTYBaIbHAN-
Ka Taki AaHi cBig4aTh, WO Y HAMMEHLUMX NALEHTIB i3 TAXKO0 GOPMOI0
remodinii A HanHwx4a A>K cnocTepiraeTbes y CiMenHnx BigHOCMHaxX
Tay BilHOCMHAX 3 APY3SMU.

Y Il BikOBIV rpyni HanBULLi NOka3HWKN TSS BU3HAYEHO ANa LKanu
«CLU» — 68,75 (56,25; 75,00) Ta «C» — 65,00 (50,00; 80,00). Takox
[0CTaTHbO BUCOKMMM Oynn 3Ha4eHHs wkanu «P3»— 64,40 (57,14,
75,00). Pi3HMUSA NOKa3HWUKIB 3HAYEHHS LKA CTaTUCTUYHO OOCTOBIpPHA
(p<0,0001 npu 3HayveHHi H Kpyckana — Yonnica 116,78). Lli paHi
MOXHa iHTepnpeTyBaTn gk Hanripwy X y giteit Bikom 8-12 pokis
3 remodinieto Ay CErMeHTI CMOPTY i LLUKOAN, @ TaKOX LLOAO CIMENHMX
BiZLHOCWH Ta BigHOWEHHSA A0 Di3NYHOro 300P0B A1.

Y Il BikOBIlA rpyni HAMBULL MOKa3HUKMN MatoTb Lkanm «P3» — 75,00
(53,57; 83,92) Ta «CLLU» — 66,67 (55,56; 72,22). Bucoki 3Ha4yeHHs
BM3Ha4eHo i 3a wkanamn «C» — 62,50 (40,63; 70,31) Ta «<B» — 62,50
(37,50; 81,25). PidHMLSA NOKA3HUKIB 3HAYEHHS LUKaN CTaTUCTUYHO
nocToBipHa (p<0,0001 npu 3HaveHHi H Kpyckana — Yonnica 47,96).

OTxe, HaHWX4i noka3Hukn AX y fitein i3 Taxkoo Gopmoto re-
Mo@inii A B YKpaiHi BUSHA4€HO Y CErMeHTi CiIMENHUX BiAHOCWH, CNOp-
Ty Ta wkonu, disnyHomy PyHKLiOHYBaHHI. BogHo4ac JoCcTaTHLO
HM3bKi 3Ha4YeHHs1 TSS BMsIBNEHO y cdepax CoLianbHOro QyHKLOHY-
BaHHSA (BIGHOCMHM 3 iHLUMMU NIOAbMUW, CAMOOLLIHKA, BIAYYTTS NiATPUM-
KU OTOYYIOUMX), XO4a TakKi 3HAYEHHS | MaloTb BiKOBY AMHAMIYHY 3a-
NEexHicTb. MNMofibHi pesynbTaT CXOXi 3 AaHUMK OLiHKK FXK B iHLWINX
KpaiHax. 3okpema npoAeMOHCTPOBAHO, Lo XK aiTen Bikom 4—7 pokis
3 remo@inielo — Hanripwa y ciMenHux BigHOCUHAX, TO4ji aK y AiTen
BikOM 8—16 pokiB 0O6MeXeHHs1 y CNopPTi Ta LUKOJi € HANBAroMILLIOIO
HeraTMBHOIO AETEPMIHAHTOLO, Lo BrnavBae Ha AXK (Espaldon A.M.D.,
Flerida G.H., 2014). HaiHmxyy 9K y Hanmonoawmx aitew i3 remodi-
nieto A 'y cerMeHTi CiMenHUX BiAHOCWUH TakoX NPOAEMOHCTPOBAHO
y Hainbinbwomy B €Bponi gocnigxeHHi A. Gringeri Ta cnisaBTopiB
(2004) y wecTn eBponencbkmx kpaiHax. BogHoyac A.A. Tantawy
Ta cnisasTopyn (2011) NnpoaeMOHCTPyBanu, WO B ErvnTiy AiTei BikOM
4-7 pokiB 3 remodinieto HanbinbL BUpaxeHe NopyLleHHs AX cno-
CTepiraeTbCs y CErMeHTi CTaBNEeHHS [0 NiKyBaHHS, TOAI 9K 'Y CTapLUmX
navjieHTiB (Bikom 8—16 pokiB) — y CNPUIAHATTI BNACHOr0 MabyTHLOIO
M. Dekoven Ta cnisasTopu (2013), gocnipxyioun AXy aitelt 3 iHribi-
TopHOI0 dopmoto remodinii y CLUA, BuaBunu, o ctaBneHHs oo §i-
31YHOIO 300POB’A — HaMBaroOMilLVIA YUHHUK NopyLleHHs AX y umx
nauienTis. Taki aaHi Wwe pas nigTBepaXyoTb HEOOXIAHICTL AndepeH-
LIMOBAHOrO NiAxoay A0 nokadHukiB AXK 3 ypaxyBaHHAM HaLLiOHaNbHWX
0Cc06/IMBOCTEl Ta KNiHIYHOro cTaTycy.

TakoX 3aBAAHHSIM HALLOr0 LOCIKEHHS BY10 OLHUTY 3aNIEXHICTb
3aranbHoi AXK 'y KOXHI BIKOBIV rpyni Big, MOKa3HMKIB 9K okpemux Lwkan
onuTyBanbHuKa. Lle 4ano 3mory BU3HaumTK, S9Ki CErMeHTU NCUX0Co-
LjianbHOro GyHKLUOHYBaHHS HaNBiNbLL AOCTOBIPHO BNANBAIOTL Ha FK
y 4iten i3 remodinieto. ns uporo NpOBeAEHO KOPENALUiMHNA aHani3
3a BigNOBIAHUMY KPUTEPIAMM LOCAIOXKEHHS.

Y | rpyni HamBuLL NOKa3HUKN KoedilieHTa paHroBOi Kopensuii
CnipmeHa R npuv BUSIBNEHHI KOPENALINHOMO 3B’A3KY MiX 3HAYEHHAM
TSS wkanu Ta 3aranbHUM nokasHMkoM 9K manu Taki wkanu: «» —
R=0,69 (p<0,0001), «lJ1» — R=0,63 (p<0,0001), «JI» — R=0,64
(p<0,0001) Ta «CLU» — R=0,60 (p=0,0005). OTxe, BCi BULLE3A3HAYE-
Hi LKA Manv 4OCTOBIPHUI NPSMUI NOMIPHWIA 3B’A30K i3 3arasibHUM
nokasHukom AX. TobTo y | rpyni BUABNEHO, WO HanbinbLle Ha 3a-
ranbHy 9K BnanMBaioTb CTOCYHKM 3 OPY3AMU, NiKyBaHHSA, CTaBNEHHS
couiyMy 00 3axXBOPIOBaHHA Ta Di3NYHI MOXJIMBOCTI OUTUHW Y LLKONI
npu HanHWXYIN AXK y CiMENHMX BiAHOCKHAX, SK LLe MPOAEMOHCTPOBA-
HO BULLE.

Y Il rpyni HamBuLLi NOKa3HMKK KoedilieHTa paHroBoi kopensuii
CnipmeHa R npuv BUSIBNEHHI KOPENALINHOMO 3B’A3KY MiX 3HAYEHHAM
LwKanu Ta 3aranbHUM 3HavyeHHam XK manum Taki wkanu: «CLlU» —
R=0,83 (p<0,0001), «CMN» — R=0,81 (p<0,0001), «A» — R=0,81
(p<0,0001), «d3» — R=0,73 (p<0,0001), «lJ1» — R=0,74 (p<0,0001),
«C» — R=0,75 (p<0,0001). OTxe, BCi BULLE3a3HAYEHI LLKANN Mann
LOCTOBIPHUI NPSMUIA CUABbHUI 3B’A30K i3 3arajibHUM MOKa3HUKOM
AX. TobTO y fpiTer Bikom 8—12 pokiB, XBOPMX Ha TSXKKY HGOPMY reMo-
dinii, HanGinbWNn BNAMB Ha AXX Mann akTUBHICTb Y LWKOAI Ta 06me-
>XEHHS Y CMOPTUBHIN aKTUBHOCTI, 3arasnbHe CamMonoYyTTd i BIGHOCUHN
3 Opy3samu.
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Y Il rpyni HanbinbL BUpaxeHWin 3B’A30K i3 3aranbHoto 9K manu
Taki wkanu: «P3» — R=0,83 (p<0,0001), «<CO» — R=0,83 (p<0,0001),
«ClM» — R=0,82 (p<0,0001) Ta «CLLU» — R=0,74 (p<0,0001). Lien
3B'130K OYB LOCTOBIPHUIA NPSIMUIA CUITBHWIA, LLLO MOXHA iIHTepnpeTy-
BaTW K HANBINbLLWIA BNANB HA AXK Pi3MYHOro camonoyyTTs, CaMOOLLiH-
K1 Ta 0OMEXeHHs y CrnopTi Ta Wwkoni. BoaHoyvac ans aitei ycix BikoBux
rpyn cTabifbHO BMCOKE 3HAYeHHs koedilieHTa paHroBoi kopensauii
i3 3aranbHoto AXK BraBNeHo 3a wkanoto «CLLU», 1o MoxHa iHTepnpe-
TyBaTU K HAMBaroMiLLMA YWHHUK, WO BNAnBAE Ha X aiten 3 remo-
dinieto ycix BiKOBMX rpyn.

BucHoBku

9K € BOXNMBMM AMHAMIYHUM KPUTEPIEM Y MEHEXKMEHTI NaLlieH-
TiB i3 TSXKOI hopmoto remodinii A. McuxocouianbHi NpeankTopu, sKi
BrAMBaloTb Ha AXK y nauieHTiB i3 remodinieto, MatoTb BikoBi 0co6n-
BOCTI, WO BaXJIMBO BPaxoByBaTy Npu po3pobLi Ta BNpOBaaXeHHi
nporpam ncmxocouianbHoi NiaTpumkM Ta peabinitauii. NMepcnekTnay
noJanblUnx AOCAIAXKEHb Y LLbOMY HanpsiMKy BOAYaEMO Y BUBYEHHI
BiKOBOIi AMHaMik1 okpemMmx napameTpis A9XK Ta ii 3anexHocTi Big, me-
TOZIB | PEXUMIB NiKYBaHHS OiTel 3 PisHMMU GopMaMm TXKKOCTi reMo-
oinii A. AKTyanbHUM Ans noganbLUMX AOCNIOKEHb TAKOX 3aNULLAETb-
Ca NUTaHHS MOXMBOCTI cTpaTudikauii nauieHTis i3 remodinieto
3a nokasHmkammn 9K 3 ypaxyBaHHSM BifNoBiAHMX NCUXOCOLiaIbHMX
npeankTopiB BNNBY.
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O6Laq xapakTepucTUKa Ka4ecTBa XXU3HHU,
CBSI3aHHOr0O CO 340pPOBbEM, Y AAeTEN
¢ Tsbxenoun dpopmoit remodpunum A
B YKpauHe
A.U. Mapkun

Pesiome. Lesbs — nccneposats kayecTso xu3Hu (KX), casizaHHoe
CO 310POBLEM, Y IETEN C TIXE0M POPMOVi reMopunnm A v onpesenTb
OCHOBHbIE T1cnxocounalsibHble npeankTopbl, KOTOPbIe BJINAIOT Ha Hee,
y AeTei pa3Horo Bo3pacta. OObekT u MeToabl uccnenoBanus. OLeHka
KXX npoBeaeHa MeTo[0M COLMOI0rM4eCcKoro ornpoca ¢ UCrosib30BaHNEM
Ba/IMANPOBaHHOW yKpaUHCKOVi Bepcym onpocHuka Haemo-QoL. Mogenb
o6cnenoBaHns — UHAWBUAYANIbHOE U 3JIEKTPOHHOE aHKeTMPOBaHMe.
O6cnenosaro 105 nereri ¢ Tsxxenoi popmori remopummm A. lNaumeHToB
pacnpenenvn Ha TPy Bo3PacTHbIE rPyrrbl B COOTBETCTBUM C BepCueli
onpocHuka: | —4-7 nert, Il — 8-12 ner, lll — 13-16 ner. [laHHble aHKeTU-
POBaHUS MPoaHaIn3npPoBaHsl, onpeaeneHo obLuee KX B kaxzaol Bo3-
pacTtHow rpyrnne n nokasateam KXXK oTaesibHbIX LKas, onpeaeneHsl Kop-
pensunoHHele cBs3n oblyero KX ¢ otgenbHeiMy feTepMuHaHTamm
rncuxocounanbHoro pa3sutus. CTaTUCTUYECKWIA aHaan3 npoBeaeH
Cc ucnonb3oBaHuem t-kputepusi, U-kputepnsa MaHHa — YUtHu
un H-kputepus Kpyckana — Yonnuca, koagppuumeHTa paHroBou koppe-
naumm Cnivpmena R. Pedynbtatsl. YctaHoBneHo, 41o KX y peteii | Bo3-
PacTHOV rpyrnbl SIBASETCS] JOCTOBEPHO XYALLIVNM B CEFMEHTE CeMeVHbIX
OTHOLLEHWUI C rokasaTtesiem cooTBeTCTRyloLen Lwkanbl 62,50 (62,50;
87,50), Toraa kak Bo Il rpynne Hu3koe KX Obiio B cepax akTMBHOCTU
B CI'IOpTe/LUKOJ'Ie N CeMeViHbIX OTHOLLEHUSIX C roka3aTesassMu COOTBET-
CTBYIOLUMX LKA onpocHuka 68,75 (56,25, 75,00) n 65,00 (50,00; 80,00)
cooTBeTcTBeHHo. B Ill rpynne goctosepHo cambiM Hu3kum KX 6bino
B CErMeHTe OTHOLLIEHUS K pU3n4eckoMy 340pO0BbI0 C nokadaresnem 75,00
(53,57, 83,92). B 10 € Bpems ncuxocoumnasibHbIe MpeanKTopbl, KOTOPbIe
Hanbosiee KoppenupyroT ¢ obLumm nokasatenem KX y netei, SBaswTcs
HECKOJIbKO OTJ/INYHBIMU OT CaMbIX XyALLUNX AeTepPMUHaHT rncmxocoumnalsib-
HOro pa3sutus y aetedi | rpynnel, y KOTOPbIX Hanboaee 3Ha4uMbIM npe-
AVNKTOPOM KX ornpenesieHo OTHOLWeHWs C APYy3bsaMu 1 JiedeHne, Toraa
kak Bo Il v Il rpynnax Takue npeamkTops COOTBETCTBYIOT CaMbIM XYALUUM
¢akTopam KX. Beisoabl. KXy aeteri c remogunven nmeet BO3pacTHbIe
0COBEHHOCTY, KaK 1 MCUXOCOLMAbHbIE NPEAUKTOPbI, KOTOPLIE BANSIIOT
Ha Hero, 470 BaXHO y41TbIBaTb Mpu paapaﬁorKe W BHeApeHun nporpamm
MICUXOCOLMANbHOM MOAAEPXKN 1 peabuimntaLm.

KnioueBble cnoea: remMopuans, 1€y, Ka4eCTBO XNU3HU, OMPOCHUK,
1CUX0CoLManbHOE GYHKLMOHUPOBaHNE.

General characteristics of the health-
related quality of life in children with severe
hemophilia A in Ukraine

A.l. Markin

Summary. Aim — to study the health-related quality of life in children with
severe forms of hemophilia A and identify the main psychosocial predictors
that affect it in children of all ages. Materials and methods. Assessment of
quality of life (QOL) is conducted by the sociological survey using a vali-
dated Ukrainian version of the Haemo-QoL Questionnaire. Model of the
survey: individual and electronic questionnaire. The study involved 105 chil-
dren with severe hemophilia A. The patients were divided into three age
groups according to the version of the questionnaire: | — 4-7, Il — 8-12,
Il — 13-16 years. These surveys were analyzed, the general quality of life
in each age group and the values of QOL for individual scales were identi-
fied; the correlations of the general QOL with individual determinants of
psychosocial development were determined. Statistical analysis was per-
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formed using t-test, Mann — Whitney U-test and the Kruskal — Wallis H test,
Spearman’s rank correlation coefficient R. Results. It has been established
that QOL in children of the Ist age group is significantly the worst in the
segment of family relations, with a value of the corresponding scale of 62.50
(62.50; 87.50), while in the group Il the worst QOL was in the fields of ac-
tivities in sport/school and family relationships with the values of the relevant
scales of the questionnaire of 68.75(56.25; 75.00) and 65.00(50.00; 80.00),
respectively. In group Ill, significantly the worst QOL was in the segment of
attitude to physical health with an indicator of 75.00 (53.57; 83.92). At the
same time, psychosocial predictors that best correlate with the general
index of QOL in children is somewhat different from the worst determinants
of psychosocial development in children of group | and in which the most
significant predictor of QOL is determined to be relationships with friends
and treatment, while in groups Il and Ill such predictors correspond to the
worst QOL factors. Conclusions. The QOL in children with hemophilia has

age-related features, as well as psychosocial predictors that affect it, which
is important to consider when designing and implementing psychosocial
support and rehabilitation programs.

Key words: hemophilia, children, quality of life, questionnaire, psycho-
social functioning.
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