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JlbBiBCHKMIA HaLliOHaNbHWI MeanyHuiA yHiBepeuTeT iMeHi annna lanuybkoro

3aranbHa XapakTepucTUKa SKOCTi XUTTH,
NOB’A3aHOI 3i 3A0POB’AM, Y AITEeN 3 TAXKKOIO
dopmoio remodinii A B YKpaiHi

Meta — gocniguTi sxicTs XuTTa (HK), noB’A3any 3i 300p0B'AM, y 4iTed 3 TAXKOIO QOPMOI0 remMoginii A Ta BU3HaYUTH
OCHOBHI NCUXOCOoUIaNLHI NPEAUKTOPK, SIKI BITNBAIOTL Ha Hel, y AiTei piaHoro Biky. Of6'exT i meToan nocnimkenHs. OuiH-
ka K npoBeaerHa METOL0M COLIONOriYHOro ONUTYBaHHA 3 BUKORUCTAHHAM Balif0BaHOI yKpaiHCLKOl Bepeil onuTysans-
Huka Haemo-QolL. Mogens obcTexeHHR — iHAVBINYaTbHe Ta ENeKTDOHHE aHkeTyBaHHA. ObcTexeHo 105 gitei 3 TsKKO0
popmoro remoghinii A. MauieHTiB nogineHo Ha TpW BIKOBI rpymy BiANMOBIOHO A0 BEePCiA onmuTyBansHuka: | — 4—7 poxis,
Il — 8-12, lll — 13-16 pokis. [aHi aHkeTyBaHHs NpoaHani3oBani, Bn3HaqyeHo 3araneHy K y koxwil Bikosi rpyni 7a no-
Kaamunkm 5K okpeminx LKkan, Bu3HavYeH0 KOpenayiiHi 38 'a3kn 3aransHol 5K 3 okpemnmm 4eTepMiHaHTaMn MCuxocoLyi-
anbHOro po3suTky. CTartucTnyHnii anania rnpoBeneHo 3 BUKOPpUCTaHHaM t-kpureplio, U-kputepiio ManHa — YiTHi
1a H-kpurepiio Kpyckana — Yonnica, koediuieHra paqrosoi kopensyii Cnipmera R. Peaynstary. BeranosneHo, Lo SX
y giteii | BikoBOI rpynn AOCTOBIPDHO HAHHWXYE Y CerMeHTi CiMerHnX BiAHOCHH 3 NOKasHUKOM BiANOBIAHOI WKkann
62,50 (62,50; 87,50), Toqi sk y Il rpyni HadHmxy010 52K Oyna y cpepax akTMBHOCTI y CrIOPTI/LWIKOT Ta CiMeiiHuX BigHO-
CUHAX 3 NOKA3HWKaMK BiANOBIgHUX LKan onuTysansHvka 68,75 (56,25; 75,00) Ta 65,00 (50,00, 80,00) signosigHo.
Y Il rpyni BOCTOBIPHO HafHMX40I0 XK Byna y cermeHTi BigHOWEHHA A0 Pian4HOro 380p0B8 A 3 nokasHukom 75,00(53,57;
83,92). Bogroyac ncuxocouiansHi npeaukTopy, AKi Haibinswe KopemooTs i3 3aransHumM nokasHukom SXXK y gired, e
Aeulo BigMiHHUMI Bif HaMripLLmMX GETEPMIHAHT NCUXOCOLIANBHOI0 PO3BUTKY Y AiTEA | rpyniv, ¥ SKuX HaRBaroMillnm
npeavukTopoM HXX Bin3HaqeHo BIGHOCHHN 3 ApYy3amMu Ta nikysanHs, Toal sk y Il Ta lll rpynax taki npeaukropy einnosina-
10Tk HAATIpLINM YuHHWKaM SX. BucHoeku. SDK y giteii ia remMogbinieio Mae Bikosi ocoBaMBOCTI, SK | NCUXOCOLIaNBHI
NpPenvKkTopi, SKi BIIMBAIOTEL Ha Hel, L0 BaXAMB0 BPaxoByBaT npy Po3pobLi Ta BNpoBamXeHHi NporpamM MnouxocoL-

ansHOT NIgTpUMKy Ta peabiniradii.

Knwouosi cnosa: remoinis, 4itv, AKICTL XUTTH, OMTATYBaILHNK, MCHXOCOLIANEHE GYHKLIOHYBAHHSA.

Beryn

FAkicTb xuTTA (51K), NoB’A3aHa 3i 300p0B’AM, CbOrO4HI € OAHUM
i3 KNIOYOBUX iHAMKATOPIB AKOCTi MEaUYHOT AONOMOIU AiTAM i3 XPOHIY-
HUMW 3aXBOPIOBAHHAMU Ta CTAHOBUTL CO6010 iHTerpasibHWi MOKa3HUK
3nopoB’sa (MapkiH A.l. Ta cniBaBT., 2017). Mig UMM TepMiHOM nepLu
3a BCe PO3YMIilOTb KOMIMIEKCHY OLLIHKY BIJIMBY MEBHOMO 3aXBOPIOBAH-
Hsl Ha Cy6’ exTUBHE BiAYyTTS PiBMUHOMO Ta NCMXOCOLLIANIbBHOr0 3[10POB'st
nNoavHK. BpaxoByiouu Te WO cy4acHUii MeHeKMeHT remodinii 6a3y-
€TbCS HE JIULLIE Ha OLHLL KNiHIYHUX CUMIMTOMIB, OPTOMNEANYHOrO CTa-
TYCY Ta BAXWBAHOCTI NaUieHTiB, ane i Ha OLUiHW CNPUAHATTS HUMMK
SIKOCTi BNACHOT0 XMUTTSA B KOHTEKCTi CBOro 3aXBOPIOBaHHS, 3rifIHO
3 CyyaCHUMM pekomeHzauiamu BeecBiTHLOT depepauil remodinil
(World Federation of Hemophilia — WFH) 9K € ogHuM i3 knio4oBux
MOHITOPUHroBUX 06CTEXeHb Y TaKUX NaLeHTIB Ta Mae OLHIOBaTUCS
woHaliMeHLWwe 1 pa3 Ha pik (de Moerloose P. et al., 2012; Novik A.
etal., 2012; Srivastava A. et al., 2013; MapkiH A.|. Ta cnisasT., 2017).
HaitedextneHiummu gns ouidku 9K y nauieHTis 3 remodinieio € Tak
3BaHi xopobocneundiyHi ONUMTYBanbLHUKK, cepep, AKX HanbinbLu
anpo6oBaHUM Ta LLMPOKO 3aCTOCOBYBAHWUM € ONUTYBaJibHUK Haemo-
QoL (Fischer K. et al., 2003; KpuseHko B.l. Ta cniBaBT., 2011; Heuu-
Taiino 10.M., 2013).

Y HU3Ui nonepeaHix AOCNiakeHb HAMK NPOBeAeHa aganTauis
UbOro ONUTYBa/IbHUKA A0 HaUiOHaNbHUX YMOB 3 NEPEBIPKOIO Ta nia-
TBEPAXKEHHSIM MOro 3af0BiNIbHUX NCUXOMETPUYHUX XAPaKTEPUCTUK
(Markin A., Dubey L., 2018; MapkiHA.l. Ta cniBaBT., 2018). Tomy 6yno
CTBOPEHO YKPaiHCbKY Bepcilo onuTyBasibHuka Haemo-Qol, wo aano
3Mory nposoauTy ouiHky K y aiteld 3 remodinieto B YkpaiHi Bigno-
BigHO A0 pekoMeHaaLii WFH. BapTo 3a3Ha4yMTH, WO LS BEPCIA Onu-
TyBaslbHMKA CTasa NepLUMM YKPaiHOMOBHUM xBopobocneuudivHuM
OnNUTYBaNbHUKOM ANna AiTei 3 reModinielo. NpoTe ooci 3anvwacTbcs
NpaKTUYHO He aocnipxeHoto KK aiteit 3 remodinieto B YkpaiHi (Map-
KiH A.l. Ta cniBaBT., 2017). Mopji6Hi AOoCNiAXeHHA NPOBeAeHi B iHILIMX
kpaiHax (Mercan A. et al. 2010; Ferreira A.A. et al., 2013; Espal-
don A.M.D., Flerida G.H., 2014; Deshbhratar D.P,, 2016; Salomon T.
et al., 2017). OgHak BaXMBUM € Toii ¢akT, o $K € no cyTi eTHo3a-
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NeXHWUM NMOKa3HUKOM, sIKuWii Bino6paxkae 12K npu neBHOMy 3axBopio-
BaHHi B YMOBaxX KOHKPETHOI0 CoLjasibHOro cepeaoBuLla Ta ChopMo-
BaHOI CUCTEMM OpraHisauii OXOPOHU 340PO0B’A. TakoX BiAOMO, WO
NoKasHUkK F2K Ta ncMxocoLianbHi NpeaMKTOPU, WO BIUTMBAIOTL Ha Hel,
BiAPI3HAIOTLCA Y Pi3HUX KpaiHax, a oTXe, He 30BCiM KOPEKTHO nipaa-
BaTW pe3ynbTaTh OLiHKK 9K B iHWKX KpaiHax MiXHaUioOHanbLHOMY
ekcTpanonioBaHHIO (Bullinger M., von Mackensen S., 2008; Brown T.M.
et al., 2009; MapkiH A.l. Ta cnisasr., 2017).

Cdepa 3acTocyBaHHs ouiHKM SK y Cy4acHiit MeauLmMHI fOCTaTHLO
WIMpoKa. 30KpeMa y NpakTU4HiiA neajatpii nokasHukM AXK aKTMBHO
3aCTOCOBYIOTb A1 OLHKU €(EKTUBHOCTI NpodinakTuyHUX Ta peabi-
niTauiiHUX nporpam, BU3HAYEHHS1 KOMIJIEKCHOIO BMJIMBY XPOHIYHUX
3axBOPIOBaHb Ha nauieHTa, nepcoHidikauii MeToajs nikyBaHHs1, MOHi-
TOPUHIY 3aXBOPIOBAHB i3 «0COOIMBUM CTUIIEM XUTTS»; Y NONYNALIAHUX
aocnipxkeHHs X 2K BUKOPUCTOBYIOTb SIK KPUTEPINA Ana cTaHpapTuaawii
METOAjB NiKyBaHHS, OLiHKWU edeKTUBHOCTI papmMaLeBTUYHUX npena-
partiB, po3pobku BikoBUX i cTaTeBMX HOPM Towwo (Gusmao J.L. et al.,
2009; KosTiok H.l. Ta cniBaBT., 2012; KpuseHko B.l. Ta cniasT., 2015).

Bepyuun Ao yBaru BUCOKY aKTyanbHICTb AOCHIAXEHHS NCUXOCOLL-
aNIbHOrO0 KOMIMOHEHTA Y MAaUJEHTIB i3 XPOHIYHUMK 3aXBOPIOBAHHAMKU
Ta BiACyTHiCTb NoaibHuUx aocninxeHb B YkpaiHi, B6ayaeMo 3a Heob-
XiaHe npoBepeHHs aocninxkeHs K y aiteit 3 reModinieio B YkpaiHi.

06’exr i meTOAW AOCHIMKEHHS

JocnipxeHHa npoeaeHo Ha 6asi LieHTpy Tpomb03y i reMocTasy
y oiteit K3 JIOP «3axigHOYKpaiHCbKuUiA CnevujanisaoBaHUii DUTSHUIA Me-
OWYHUIA LueHTp» (JTbgiB). OiarHocTnky remodinii Ta GopMu i TSKKOCTI
NPOBOAMIM Nif YaC MOHITOPUHIOBOro 06CTEXEHHS METOAOM BU3HA-
YyeHHs pisHA FVIII 3ropTaHHA KPOBi, a TAKOX METOAOM PETPOCNEKTUB-
HOro aHaniay crauioHapHUX kapT nauieHTta. 3aranom $>K Bu3Ha4yeHo
y 105 piTeit i3 Tsxkoi0 dopmoto remodinii A (pieeHb FVIIl 3aroptaHHs
kposi <1 MO/pn), siki 3aN0BHUNM LiEi ONUTYBAIBHUK B PEXUMI iIHOMBI-
OyaJlbHOrO Ta €NeKTPOHHOro aHkeTyBaHHsA. OuiHka 5K nposepeHa
METOA0M COLLIONIOMYHOMO ONUTYBaHHA 3 BUKOPUCTaHHSIM BasligOBaHoT
YKpaiHCbKOi NOBHOI Bepcil onuTysasibHuka Haemo-Qol. CTpykTypHe
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HaBaHTaXEHHS1 3a3HA4YEHOr0 OMUTYBA/IbHUKA CTAHOBAATL 12 Likan,
3aranbHi 6anu skux xapaktepusyiots X y BignosigHoMy o0 Ha3BKW
LIKaNU CerMeHTi NCUXocouianbHOro (pyHKUIOHYBaHHS: «disnyHe
3popos’s» (D3}, «Camonouyrma» (CM), «CamoouiHka» (CO), «Cim’a» (C),
«[pysi» (0), «MigTpuMka oTouyloumnx» (MO), «IHwi moau» (111), «Cnopt
Ta wkona» (CLU), «Xutra 3 remodinieto» (XKr), «JlikysaHHs» (J1}, «Maii-
6yTHe» (M), «BigHocuHu» (B). BignoBigHO A0 TPbOX BIKOBUX BEpCiit
OMUTYBAILHMKA NALIEHTIB pO3noAineHo Ha Tpu rpynu: | (n=31) — it
BikoM 4-7, Il (n=46) — 8-12, lll (n=28) — 13-16 pokis.

BpaxoByloum Te WO MakCMMabHO MOXJIMBA KinbKicTb 6anis 4K
BiApI3HAETLCS Y Pi3HUX BEPCisIX ONUTYBANIbHWKA, NOKasHWUkn 9K npep-
cTaBneHiy Burnsai «transmuted scale score» (TSS) BianosigHo o Bi-
nomoi popmynu (Haemo-Qol Study Group, 2018}, npuyomy GinbLui
noka3Huku TSS ceiguathb npo ripwy A, a MeHLWi — npo KpaLwy 3 iH-
TEepBaNnoMm gonycTumMux aHaveHb 0—100 6anis (ae «0» — makcumMans-
HO xopowa, «100» — makcumanbHo noraHa SK). 3aransHa X Bu-
3HayeHa ik cepenHe TSS ycix Lwkan ONUTYBaIbHUKA U151 KOHKPETHO-
ro naujeHra.

i\ npoBeAeHHS CTaTUCTUYHOMO AOCIAXKEHHS NonepeaHLOo Npo-
BeAEeHO aHaNi3 rpyn Ha HOPMANbHICTb PO3MNOAINEHHS 3 BUKOPUCTAHHAM
aHanisy ekcuecy Ta acumertpii, Tectn KonMoroposa — CMupHOBa
Ta LLanipo — Binka. Y pasi HOpManbHOro po3noaineHHs peaynstatu
npeacraseneHi y surnsagi M+SD (M — cepepgne, SD — craHgapTHe
BiAXWUNEeHHs), NPWU po3noaiNeHHi, WO BiAPI3HANOCA Bif HOPMALHOIO,
peaynbTatu npeacTasnsanv y surnsagi Me (25%; 75%}), ne Me — me-
AiaHa, 25% — nepLunii kBapTunk (25-i NpoueHTUNL), 75% — TpeTii
KBapTUib (75-i npoueHTuNb). [ns OUiHKKM OOCTOBIPHOCTI Pi3HWL
NoOKa3HWUKIB BUKOPUCTOBYBaU t-KpUTEPIii Ans He3aNeXHUX rpyn, He-
napameTpuyHuii U-kpurtepiit ManHa — YiTHi Ta H-kputepis Kpycka-
na— Yonnica, koediuieHT paHrosoi kopensuii CnipmeHa R. 3HaueHHs
p<0,05 xapakTepn3yBanoch K CTaTUCTUYHO AOCTOBIPHA PisHMUA. [ns
CTaTUCTUYHOr O aHaNi3y OTPUMAHWUX JAHUX BUKOPUCTAHE NPOrpaMHe
3abeaneuyeHHs «SofaStatv.1.4.6.» Ta «<RStudio v.1.1.442» 3 nonaTKOM
«R Commander v.2.4-4»,

DasuntTratTia v bv aRrnoansaiion
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MokasHuku XK obcTexeHux aiteil npeacTaBneHiy rabmal.

Talnuus. Mokasnukn 9K, NOB’A3aHOT 3i 3A0POB’AM, Y AITel 3 TAXKOI0 GOPMOKD
remodinii A B YkpaiHi

: Bixosa rpyna obcTexeHux —

likana n TSS1 TSI TSS
(n=31) (n=46) (n=28)
«03» 105 50,00(37,50;62,50) 64,40(57,14;75,00) 75,00(53,57; 83,92)
«Cl» 105 33,33(16,67;50,00) 42,90 (35,71;57,10) 583,13 (35,94; 62,50)
«C0» 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)
o[10» 74 B/w 50,00 (31,25; 62,50) 53,13 (37,50; 68,75)
alJls 105 25,00(25,00;50,00) 37,50(25,00;50,00) 41,67(22,91;58,33)
«lUk 105 50,00(33,33;66,67) 68,75(56,25;75,00) 66,67 (55,56;72,22)
oK» 74 B/ 39,29 (28,57, 50,00) 50,00 (30,36; 67,86)
ol 105 50,00 (25,00; 75,00) 42,86 (32,14;50,00) 37,50 (31,25; 43,77)
oM» 28 B/ B/ 43,75 (34,38; 62,50)

«B»

28

B/w

B/w
Baransha X105 44,27 (36,46; 53,65) 49,51 (40,87; 56,43)

62,50 (37,50; 81,25)
_52,85(43,38,62,72)

«B/LU» — BIAICYTHS LUKANA Y BIANOBIAHIA rpyni; N — 3aranbHa KiNbkicTo 06CTEXEHMX; N — KiNbKiCTh
06CTEXEHNX BiANOBIAHOT BiKOBOT rpynu.

MepL 3a BCe OLHEHO, B AKOMY CEerMmeHTi NCUXOCoUiaNibHOro
byHKUjOHYBaHHA reModinil y aiteit Hairipwa SK y KOXHii BiKOBIl
rpyni. Jns ub0ro BUSHa4YeHOo BiANOBiAHI MOKA3HWMKN KOXHOI LUKaNu
ONUTYBaNbLHUKA.

BusineHo, wWwo y Aaiteit | BiKOBOT rpyny HaMBuWLLL NOKasHUkn TSS
y wikani «C» — 62,5 (62,5; 87,5}, o ceigunTs Npo Hairipwy AXK came
y CerMeHTi CiMeiiH1X BiHOCWH Yy AjTei BikoM 4—7 pokiB. HacTynHUMuK
3a KPUTEPIEM HalripLUMX NOKa3HKKIB SK BusiBneHi 3a wkanammis pak-
TUYHO NoAiGHUMKM 3HaYeHHAMM «J1» 50,00 (25,00; 75,00), «CLL» 50,00
(33,33; 66,67), «d3» 50,00 (37,50; 62,50) Ta «A» 50,00 (50,00;
100,00), npnyomy 3a 3MiLLLEeHHSIM KBapTWeii BnpaBo (abo 36inbLueH-
HfIM 3Ha4YeHb KBapTUNEn) cepen uux O3HaK AeLlo ripLli 3HaYeHHs
3a wkanow «[». PisHuus nokasHukiB 3HaYeHHs Likan 6yna cratuc-
TUYHO AocToBipHOI (P<0,0001 npu 3HayveHHi H Kpyckana — Yonnica
68,12). AHanoriyHi 3HaYeHHs1 NOKA3HWKIB OTPMMAaHI NPK aHanisi cepea-
HiX 3Ha4eHb (Taki NOKA3HWKWU aHai3yBanu 3 ypaxyBaHHSIM TOro, LLO
PO3noAineHHs okpeMux wkan 6yno HopMasibHUM): HabinbLi 3Ha-

.

YeHHs ans wkanm «C» — 68,55+14,02, «[» — 54,84%32,54, «J1» —
51,61+23,22, «d3» — 46,77+14,78, «CLLU» — 47,85+22 67, i Taka
Pi3HMLSA 3Ha4YeHb Takox Oyna CTaTUCTUYHO AOCTOBipHOW (p<0,01).
3 ypaxyBaHHSIM 3MiCTOBHOIO HABAHTAXEHHS LIMX LKA ONUTYBA/bHU-
Ka Taki AaHi CBia4aThb, WO Y HAWMEHLUUX NaLeHTIB i3 TAXKOI0 popMOoto
remodinii A HaitHuxua S2K cnocTepiraeTbcs y CiMeidHUX BifHOCUHax
Tay BIAHOCUHaxX 3 APY3SMM.

Y |l BikOBIi rpyni HaWBMLL NOkasHWKU TSS BU3HAYEHO NS LIKANM
«ClLL» — 68,75 (56,25; 75,00) Ta «C» — 65,00 (50,00; 80,00). Takox
[OCTaTHLO BUCOKUMM Gynun 3HaYeHHs Lwkanmn «Pp3»— 64,40 (57,14,
75,00). PizHWLA NMOKA3HMKIB 3HAYEHHS! LLIKAN CTaTUCTUYHO AOCTOBIPHA
(p<0,0001 npwm 3HaueHHi H Kpyckana — Yonnica 116,78). Li paHi
MOXHa iHTepnpeTyBaTu sik Hairipwy 5K y giteit Bikom 8—12 pokis
3 remodinielo A y CerMeHTi CrnopTy i LUKONK, a TaKoX LLOAO CiMenHUX
BiAHOCWH Ta BiAHOLWEHHs A0 (isMyHOro 3a40poB’s.

Y Il BikoBilA rpyni HAMBMLL NOKA3HWUKW MaIOTh Lukanu «P3» — 75,00
(53,57; 83,92) ta «Clll» — 66,67 (55,56; 72,22). BUCOKi 3Ha4eHHS
BM3Ha4eHo i 3a Wwkanamu «C» — 62,50 (40,63; 70,31) Ta «<B» — 62,50
(37,50; 81,25). PisHMUA NOKA3HWKIB 3HAYEHHA LKA CTAaTUCTUYHO
pocTosipHa (p<0,0001 npu 3HaveHHi H Kpyckana — Yonnica 47,96).

Omxe, HaitHWXui NokasHukK AX y aiTei i3 TaXKOI hopMOoIo re-
Modinii A B YKpaiHi BU3HauYeHO Yy cerMeHTi CiMeiHm1X BiAHOCHH, crnop-
Ty Ta Wkonu, ¢pianyHoMy dyHKUiIOHyBaHHi. BoaHoyac AOCTaTHLO
HWU3bKi 3Ha4YeHHs TSS BUABNEHO Y cdepax couiaNibHOro pyHKLiOHY-
BaHHA (BiAHOCWHU 3 iHLLMMW NIOABMU, CAMOOLIHKA, BiOYYTTA NIATPUM-
KW OTOYYIOHUMX), XOYa Taki 3HAYeHHS i MaloTb BiKOBY AMHAMIYHY 3a-
NexHiCTb. MoaibHi pesynbTaty Cx0Xi 3 AaHUMM OLUIHKM SK B iHLUMX
KpaiHax. 3okpemMa NpoaeMOHCTPOBaHO, Lo XK ajteid BikoM 4—7 pokis
3 remodinielo — Hairipa y ciMmeidHux BigHOCUHAX, TOAI 5K Y AiTei
BikoM 8—16 pokis 0O6MexXeHHS1 y CropTi Ta LWKOJIi € HaBaroMiLoio
HeraTMBHOIO AeTepMiHaHTOI0, WO BnvBae Ha XK (Espaldon A.M.D.,
Flerida G.H., 2014). Haiinnxy 9K y Halimonoawux aitei is remocoi-
nieo A y cerMeHTi ciMeiHUX BiQHOCWUH TaKOX NpoAeMOHCTPOBaHO
y HaiibinswoMy B €Bponi gocnipxeHHi A. Gringeri Ta cniBaBTopiB
(2004) y wecTtun eBponeiicbkux kpaiHax. BogHo4yac A.A. Tantawy
Ta cnisasTopu (2011) npoaeMoHCTpyBany, Wo B ErvnTi y AiTeN BikOM
4-7 pokiB 3 remodinielo Hailbinbw BUpaxeHe nopyweHHs AX cno-
CTepiraeTbCs y CerMeHTi CTaBNeHHs 40 NiKyBaHHSA, TOAI SIK Y CTapLUMX
naujeHTiB (BikoM 8—16 pokiB) — y CnpWiiHATTI BNacHOro MaikbyTHLOro
M. Dekoven ta cnisastopu (2013), pocnipxytoum AX y pitei 3 iHriGi-
TOpHOI0 popmMoto remodinii y CLLA, BusiBunum, Lo cTasneHHs o ¢i-
3UYHOO 300POB’S — HaAMBAroMiLIWUiA YUHHUK NopyLeHHs FK y umx
naujeHTis. Taki gaHi Wwe pas niarsepaxyloTs HeobxigHicTs andepeH-
LiioBaHOro Niaxoay A0 NOKa3HUKIB K 3 ypaxyBaHHSIM HauiOHaNbHUX
0co6MBOCTel Ta KNIHIYHOrO CTaTycy.

TakoX 3aBAAHHSIM HALLIOr0 AOCAIIXEHHS 6yN0 OLHUTU 3aNEeXHICTb
3araneHoi AK y KOXHIl BiKOBIl rpyni Big, nokasHukiB K okpemMux Lkan
onuTyBaNbHUKA. Lle ;ano amory BU3Ha4YMTH, iki CErMEHTM NCUXOCO-
LiansHOro PpyHKLOHYBaHHSA Hait6inbLLI 4OCTOBIPHO BrIMBaKOTL Ha HXK
y Aitei i3 remodinielo. 1ns uLOro NnposeAeHo KopenauiitHuin aHania
3a BiANOBIAHUMU KPUTEPIIMKU AOCIAKEHHS.

Y | rpyni HaiBULLi NOKa3HMKK KoedilieHTa paHroBoi Kopensiuii
CnipmeHa R npu BUsIBNEHHi KOpensujifHoro 3B’A3Ky MiXX 3Ha4YEHHSIM
TSS Wkanu Ta 3arajibHUM NOKa3HUKOM F)K Masiv Taki Lkanu: «f» —
R=0,69 (p<0,0001), «lJ1» — R=0,63 (p<0,0001), «JI» — R=0,64
(p<0,0001) Ta «CLLI» — R=0,60 (p=0,0005). Oxe, BCi BULLE3a3Ha4e-
Hi LKA Manun 4OCTOBIPHWUIA NPSIMUIA NOMIPHWIA 3B’A30K i3 3arafibHUM
nokasHukom XK. TobTo y | rpyni BusiBneHo, Wo Haibinblie Ha 3a-
ranbHy 5K BnnuBaloTh CTOCYHKM 3 APY3SIMK, NiKyBaHHS1, CTaB/IEHHS
COLiyMy 10 3aXBOPIOBAHHA Ta Pi3MyHi MOXIMBOCTI ANTUHW Y LUKOAI
npw HalHWX4iA 92K y ciMeiHUX BIQHOCUHAX, fiK Lle NPOAEMOHCTPOBa-
HO BULLE.

Y Il rpyni HaiBUL| NOKa3HWUKK kKoedilieHTa paHroBol kopensuil
CnipmeHa R npu BUsIBNEHHI KOpensujiifHoro 3B'a3Ky MiX 3Ha4YEHHSIM
LIKanu Ta 3arajibHUM 3HavYeHHsAM AXK mManu Taki wkanu: «Cll» —
R=0,83 (p<0,0001), «CMN» — R=0,81 (p<0,0001}, «O0» — R=0,81
{p<0,0001), «®3» — R=0,73 (p<0,0001), «IJ1» — R=0,74 (p<0,0001),
«C» — R=0,75 (p<0,0001). Omxe, BCi BULLE3A3HAYEHI LLUKANWU MaNKN
OOCTOBIPHUIA NPAMUIA CUNBHUIA 3B’A30K i3 3araJibHUM MOKA3HUKOM
AX. TobT0 y aiTel Bikom 8—12 pokiB, XBOPUX Ha TAXKY HGOPMY reMo-
inii, Ha6inbLWKIA BNKMB Ha XK Manu akTUBHICTL Yy LUKONi Ta oOme-
JEHHS Y CNIOPTUBHIA aKTMBHOCTI, 3arafibHe CaMono4yTT i BiAHOCUHU
3 Apy3sMn.
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Y Il rpyni Ha6iNbLL BUPaXeHUIA 3B’A30K i3 3aranbHoto SXK manu
TakKi wkanm: «P3» — R=0,83 (p<0,0001), «CO» — R=0,83 (p<0,0001),
«ClM» — R=0,82 (p<0,0001) Ta «CLL» — R=0,74 (p<0,0001). Lei
3B’A30K 6YB AOCTOBIPHWIA NPAMUIA CUMBHUIA, LLIO MOXHA iHTepnpeTy-
BaTM 5K HANGINbLUIMIA BIMB Ha 1K isMyHOr0 cCaMonoyyTTS, CAMOOLLH-
Ku Ta 06MexeHHs1 y cnopTi Ta Lwkosi. BoaHouac ans Aitei ycix BikoBux
rpyn cTabinbHO BUCOKE 3HAYEHHN KoedillieHTa paHroBoi kopensuil
i3 3aranbHOI0 51K BUsiBNEHO 3a wkanoio «CLL», wo MoxHa iHTepnpe-
TYBaTH SIK HAMBArOMILLIMIA YUHHUK, WO BrnBae Ha S1XK piteit 3 remo-
dinieto ycix BikOBUX rpyn.

BucHoBxM

1K € BXXNMBUM AUHAMIYHUM KpUTEPIEM Y MEHE IDXMEHTI NaLlieH-
TiB i3 TRXKOI0 Ppopmoto remodinii A. MenxocouiankHi NpeguKkTopw, ki
BIUTMBAIOTb Ha A y nauieHTiB i3 reMoinieto, MaloTb BiKOBi 0C00/M-
BOCTI, LLO BAXJIMBO BPAaxoBYBaTW Npu po3pobuj Ta BNPOBaaXeHHI
nporpam ncuxocoLiansHol NigTpumku Ta peabinitauii. MepcnexTusy
noJasnbLUNX AOC/IMKEHb Y LIbOMY HarnpsMKy B6A4aEMO Yy BUBYEHHI
BiKOBOI AMHaMiKM OKpemMux napamMeTpis $XK Ta 1i 3anexHocCTi Big Me-
TOAIB | PEXMMIB JliKyBaHHA AiTe 3 PisHUMKU pOPMAMM TSXKKOCTi reMo-
inii A. AKTyanbHUM gns noganbLIMX AOCAIIKEHb TAKOX 3ULLAETb-
CHl MUTaHHA MOXJIMBOCTI cTpaTudikauil nauieHTiB i3 reModinieio
3a nokasHukamu 51K 3 ypaxyBaHHSIM BiafoBigHMX NCMXOCOLIAIbHMUX
nNpeaguKTopiB BNAKUBY.
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O0LLan xapaKkTepMcTHKa Ka4ecTBa XU3HMN,
CBR3aHHOIO CO 340POBLEM, ¥ AeTEel
¢ TaKenon Gopmoit remodunum A
B Ykpauue
A.H. Mapxun

Peawme. Uenb — vuccnenosath kayecTeo XxusHu (KX), canszanHoe
€O 340POBLEM, Y AETEN C Taxenoil GopMoi reModunud A ¥ onpenennTs
OCHOBHLIE TICUXOCOLMANLHALIE MDELUKTOPLS, KOTOPLIE BAIUAIOT Ha HEe,
y AeTel pasworo sospacra. OGbeKT W MEeTOb Uccaenosannd. OyeHka
IOK nposeaeHa MeTonoM COLMONOrUYECKoro ONpoca ¢ UCNONBI0BAHNEM
BaMANPOBRHHON YKPaUHCKOM Bepcun onpochuka Haemo-Qol. Mogens
obcnenosanns — MHAMBUAYANBHOE W AREKTPOHHOE BHKETUPOBAHWE.
O6cnegosato 105 feten ¢ Taxenoi hopmod remounng A. lMalueHTos
pacnpenennn Ha TPy BOIPaCTHEIC rpyfikl B COOTBETCTEUM C BEDCHER
onpochnka: | — 4-7 ner, Il — 8-12 net, il — 13-16 ner. JanHwe aHketn-
POBaHUA NPOaHENM3NPOBaHL!, onpeaenero obujee KK B kaxaod Bos-
pacTHoil rpynne 1 nokasaren KX OTaenbHLX LWKan, onpegeneHs kop-
penaunoHHbie casan obwerc KX ¢ oTgensHeMU [eTepMuHaHTaMu
ncuxocouuansHoro paasutur. CratucTHyeckwid aHanus npoBenex
¢ ucnonv3osanuem t-kpurepun, U-kputepus Manna — Yutau
u H-kputepun Kpyckana — Yonnuca, xoadQuUuenTa paHrosoi koppe-
nmsuum Crivpmena R, Peaynstatet. Yeranoaneno, 4ro KK y gereii | Bo3-
PACTHOM rpynnsl AENAETCS AOCTOBEPHO XYALUAM B CETMEHTE CEMBIHbLIX
OTHOWIEHWIA € NOKA3ETENEM COOTBETCTBYIOWEH wranw 62,50 (62,50;
87,50), rorga kaxk so Il rpynne Huakoe KX Obino 8 chepax aKTUBHOCTH
B CrOPTE/WKOMe U CeMENHLIX OTHOWEHUSX C MOKas3aTeniMi COOTBET-
craylowmx wkan onpockuka 68,75 (56,25; 75,00) 1 65,00(50,00; 80,00)
cooTBeTCTBEHHO. B il rpynne A0CTOBEPHD caMbii Huakum KK Buino
B CETMEHTE OTHOLIEHWA K PUINIECKOMY 3A0P0BLIO C nokasarenem 75,00
(53,57; 83,92). B 70 xe Bpema NCUXOCOUMANEHBIE NPEAMKTOPLI, KOTODKE
Haubonee KoppenupyioT ¢ o0wmMM nokasatenem IOK y geTei, aensioTes
HECKONLKO OTANYHBIMY OT CAMBIX XYALUINX AETEDMWHAHT NCUXOCOUMEN -
HOro pazsutius y geted | rpynnsl, Y KOTOPEIX HAWGOTEE 3HAYUMEIM Npe-
Anktoposm KOK onpeaeneHo oTHOWEHWA C APY3LAMU U TeHeHue, Torga
xax 8o Il n lll rpynnax rakme npeankTope COOTBETCTBYIOT CAMBIM XYLLIAM
ghaxropam IOK. Busoasl, KOK y nereii c remogunueit UMEeT Bo3pacTHsIe
0COBBHHOCTH, KaK 1 NCUXOCOUMENEHEIE NPBANKTODE!, KOTODLIE BANAIOT
Ha HEro, 4T0 BEXHO YHHTLIBATE NPY PA3PaboTKe U BHEADEHNN NPOrPamm
ACUXOCOUMANLHON Noanepxky ¥ peadunurayiy,

Kniouessie CROBa: reMOQHaNs, 4ETH, KAYECTBO XU3HK, ONDOCHUK,
MCHXOCOLNANEHOE OYHKLMOHUPOBAHNE.,

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
thataffect itin children of all ages. Materials and methods, Assessment of
quality of fife (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 info 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 vaiues 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-




OPUTIHANBHI BOCAIAXEHHS

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 refevant
scales of the questionnaire of 68.75(56.25; 75.00) and 65.00(50.00; 80.00),
respectively. In group lll, 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, psychaosocial 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 affectit, which
is impariant 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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PEQEPATHBHA IHOOPMALIA

Hwemmnyecknit MHCYnbT: TpombonK3KC cnycTs
4 4 Takxe adpexTvBen

Beenenwe

Ha cerogns nokasaHa adpdekTus-
HOCTb TpOMBoNM3MCca akTuBaTopa-
MW TKaHEBOr0 MIasM1HOreHa B ne-
YeHUN OCTPOro UWEMUYECKOro
MHcynbTa. Tpombonuanc BHeceH
B PEKOMEHJALMN MO NIEYEHUIO WH-
CynbTa, NPV 3TOM NOA4EPKUBAETCS,
4TO BPEMSI OT Ha4as1a Pa3BUTIS KNMHUYECKOI CUMNTOMATUKM HE AOX-
HO NpeBbIWaTh 4,5 4 U OTCYTCTBYET UHTPaKpPaHUaNbHOE KPOBOU3 K-
sIHUE.

OpHako y 14-27% nauMeHTOB BPEMSI HACTYNNIEHUS] UHCYNbTa
OCTaEeTCs HEYTOYHEHHbLIM, MO3TOMY NEPUOA A0 NPEAOCTaBNEHMUs
crneumanM3upoBaHHoi He06X0AVMO MEAMLIMHCKOM MOMOLLIM 3Ha4U-
TENbHO NPEBLILLAET «30/10TON» NPOMEXYTOK, MOCKONLKY pa3BUBaeT-
€S B Nepuop, CHa, a KnHWKa MaHudecTupyet nocne npobyxaeHust.
MHOrne u3 aTux NnauMeHToB B CUNY BO3HUKLIEN KIUHWKKU (ada3uu,
CMyTaHHOro CO3HaHUs 6O COonopa) He MOryT COOBLLMUTL O CIY4HUB-
Lemcsl, YTO TakKke NPUBOAUT K NoTepe BpeMeHu. Takue 6onbHble
He noagepralTcs TPOMBOIN3UCY, U TONLKO HEKOTOPBLIM U3 HWX Bbl-
NOJIHSAIOT MEXaHW4ECKYI0 TPOMOG3IKTOMUIO. STO SIBHO CYXAeT KOHTUH-
reHT JInL, KOTOPLIM BO3MOXHO Oka3aHue KBanubuLMpoBaHHOM MNo-
MOLUM, a TaKKe MOBLILIAET 4acTOTY UHBANUAM3aLMKU ITOW rpynmel
NaLmMeHToB.

3T0 NOCNYXUNI0 NOBOAOM K NPOBEAEHMIO MHOMOLIEHTPOBOIO UC-
cnefoBaHust, Lenbio KOTOporo 6bino onpeaenuts 060CHOBAHHOCTb
TpoMbonuaunca anbTennason y NnauMeHToB C ULEMUYECKUM UHCYb-
TOM C HEYCTaHOBJIEHHLIM BPEMEHEM €ro pPa3BUTUS NPU NOATBEPX-
OEHHOM MarHUTHO-pe3oHaHCHOW Tomorpaduei (MPT) nidapkrom
Mo3ra. OueHKy COCTOSIHUS 30HbI ULLIEMUK NMPOBOAWIN HA OCHOBaHWUM
MPT-kputepues, a OTCYTCTBME O4arOB reMOopparn4eckoro NponuTbl-
BaHus oueHnBany B pexume MPT-FLAIR. ccnepoBaHune npoBeaeHo
nop, pykosoacTBoM npodeccopa étua Tomanna (Prof. Gétz Thomalla)
13 YHuBepCTUTCKOW KnuHuku Mambypra-annengopda (Klinik und
Poliklinik fur Neurologie, Universitdtsklinikum Hamburg-Eppendorf,
Hamburg, Germany), lepmaHus. Ero pesynbtatbl ony6ankoBaHbl
B «The New England Journal of Medicine» («HoBbI aHr IMACKWIA Xyp-
Han o MeauuuHe») B 2018 .

O6weKT 1 MeTogbl HCCNELOBAHKA M NOMYYEHHbIE

pesynerarsi

B nccnepoBanve BknoveHo 500 naumeHToB ¢ AMarHOCTUPOBAH-
HbIM ULIEMWYECKUM MHCYNILTOM NPU HEYTOYHEHHOM BPEMEHU pas3-
BWTUS. HO Npu 3TOM BpeEMSl OT TOrO MOMEHTA, KOrAa NauWeHT YyB-
cTBOBaU cebsi XOpOoLLO, IBHO NpeBbiLano 4,5 4. OueHka HapyLLeHus!
nepdy3nn rofIoBHOro Mo3ra 1 NPOTSXXEHHOCTU NOPaXEHUS COCYan-
CTOro pycna MEMU3NPOBAHHOW 30HbI OLLEHMBANOCH NO AAHHBLIM
MPT-uccnepgosanus. Hannume remopparmieckoro nponuTbIBaHNUs
Wnu ero otcyTcTeume oueHusanv B MPT-FLAIR-pexume. 3 uccneno-
BaHWs UCKJTIOYaNM NAUMEHTOB Npu Hannydnm MPT-npu3Hakos BHYTPU-
yepenHoro KpoBouanusiHus nMbo Tpombo3a Gonee ¥ B 30HE TEPPU-

TOpPUW CpeHei Mo3roBoW apTepuu. Te nauneHTbl, KOTOPbLIM NoKa3a-
Ha TPOMO3KTOMUSA, BONbHLIE C TAXENLIM UHCYNLTOM (>25 6annos
no wkane NIHSS), a Takke umeBLIME NPSMbIE MPOTUBOMOKA3aHWSA
K TPOMBONU3UCY, Takke Gbin UCKIIOYEHb! U3 UCCNEeA0BaHUS.
MaupeHTbl B rpynne ansTennassbl Nonyy4anu BHYTPUBEHHO npe-
napart u3 pacyerta 0,9 mr/kr Mmaccol Tena. 10% Heo6xoaMMoro o6b-
ema Beoavnu B popme Gonioca, ocTanbHO 06beM — NyTEM UHDY3UK
B TeueHue 60 MuH. MaumeHTsl rpynnbl nnauebo nonyyany Tepanuio,
YyKa3aHHYI0 B NPOTOKOJE, U B 3aBUCUMOCTW OT TSXECTU UHCYNbTa
no wkane NIHSS <10—>10 6annoB. COCTOSIHME MO3ra 1 OLIEHKY Ha-
J4usl reMopaxa npoeoamnu cnyctsi 22-36 4 nocne Tpombéonuanca.
KnuHuyeckyio oueHKy npoBoaunu yepes 22-36 4, 5-9 gHelk
WM NPy BbINUCKE 13 60bHULLI M cnycTs 90 AHE OT Hauana NevyeHus.
OueHKy pasBUTUSI MHBaNUAMU3MPYIOLLEro COCTOSIHUS NPOBOAUNU
C NPUMEHeHWEM LwKanbl PaHkuHa. B pesynbraTte uccnegoBaHus ycra-
HOBJIEHO:
e GnaronpusTHbIR ucxop, Yyepesd 90 aHel oTmeyeH y 131 (53,3%)
u3 246 nauveHToB B rpynne anstennass uy 102 (41,8%)
13 244 nauneHTOoB B rpynne nnauebo (CKoppurupoBaHHOE COOT-
HoweHue waxcoB 1,61, 95% poBeputenbHuli uHTEpPBan (AN)
1,09-2,36; p=0,02). CpeaHuii nokasaresb No MoandULMpoBaH-
HoW wkane PaHkuHa yepes 90 aHeli cocTtaensn 1 B rpynne anb-
Tennasel U 2 — B rpynne nnauebo (ckoppurnpoBaHHoe obiee
COOTHoOLLeHue waHcos 1,62, 95% OU 1,17-2,23; p=0,003). 3a-
¢ukcuposaHbl 10 (4,1%) netanbHLIX UCXOQOB B rpynne anbre-
nna3sbl u 3 (1,2%) — B rpynne nnaue6o (oTHoLWEHWe waHcoB 3,38;
95% OM 0,92-12,52; p=0,07). YacToTa CMMNTOMATU4ECKOrO
BHYTPUYEPENHOIrO KPOBOM3NUsHUS cocTaensna 2,0% B rpynne
anbtenna3sbl 1 0,4% — B rpynne nnauebo (p=0,15). MoBTOpHbIA
CUMMTOMAaTUYECKUIA ULLEMUYECKUA UHCYNLT U NOPAXKAIOLLMIA NPOo-
CTPaHCTBO UHGbAPKT rONOBHOMO MO3ra Yalle OTMEYANU C ankTe-
nnasoii, 4em ¢ nnaueto (6,8% npoTtue 3,3% Ans peLunamBupyio-
LLLero CUMNTOMaTU4eCKoro MHcynbTa u 2,4% npotue 0,8% — nns
MH$AapKTa ronoBHOrO MO3ra).
Moka3saTenb Ka4eCcTBa XU3HW, OLLEHEHHbI No ABYM LkanaMm — EQ
1 5D, ObiN 3HAYUTENBHO BbiLLE B rpynne anbTennassl Npu TOM, 4TO
rno6anbHO pasMep UHgapKTa no rpynnam He pasnuyancs (3 mn
B rpynne anbTennassl 1 3,3 Mn — B rpynne nnauebo).

Boisogsi

Y nauMeHTOB C OCTPLIM ULLEMUYECKVIM UHCYTILTOM M HEU3BECTHBIM
BPEMEHEM ero Pa3BUTHS BHYTPUBEHHbI TPOMGONM3NC anbTennaloi
no ucreyesun 90 aHeli 06yCNnoOBNNBAET 3HAYUTENBHO NYHLLINIA DYHK-
LMOHANBHBIA UCXOA, NNEYEHWsi N0 CPaBHEHUIO C Nnaue6o.

Kputepuem, onpegensiowmmM 6e30nacHOCTL METOAA, ABNSETCS
MPT-gmarHoctuka B pexume FLAIR, nckniovaiowem Hanmane cKpbi-
TOrO reMopparn4yeckoro NPONUTLIBaHWS MLIEMU3UPOBAHHOMN 30HbI.

Heo6xo0aMMO NOMHUTB O BLICOKOM pUCKe pasBUTUSI BHYTpUYE-
PENHbIX KPOBOU3NUSIHWIA NPy TPOMBONM3NUCe, XOTS B MONOBUHE 3TUX
Cny4yaeB NPWYUHHO-CNEACTBEHHAs CBA3b HE YCTAHOBNEHA.

Thomalla G., Simonsen C.Z., Boutitie F. et al. (2018) MRI-Guided
Thrombolysis for Stroke with Unknown Time of Onset New Engl. J. Med., May 16,
(DOI: 10.1056/NEJMoa1804355).
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