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AkicTb XuUTTa giten 3 remodiniero A, noe’'a3aHa 3i
300pPOB'SAM: MiXKHApPOAHUN O0CBIA Ta BITYN3HAHI peanil
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[poBigHe Micle y CTPYKTYpi CnagkoBMX MOPYLUEHb remoctasy y Aiten nocigae remodinis A. BpaxoBytoun XpoHiyHWiA nepe6ir, noTpeby B perynspHomy
JO0BI4HOMY 3aMiCHOMY fiKyBaHHi, 4acTi YCKNaAHEHHs Ta iHBaMigM3aLliio naLieHTiB, LWOPOKY 3p0CTae iHTepec HayKOoBLIB Ta NPAKTUYHMX NiKapiB A0 CY6'EKTUBHOI
CKNaJoBOi LibOro 3axXBOPIOBAHHS, @ CaMe OLiHKM AKOCTi XXUTTA, NOB'A3aH0I 3i 3A0p0B’aAM. Lie 3HaNWno Bigo6paxxeHHs B iMnieMeHTauii METOANK OLiHKN SKOCTI
XKUTTA AiTel 3 remodoinieto A y TEOPETUYHY Ta NPAKTUYHY mMeauuuHy. Y cTatTi 3po6nieHo cnpoby aHanidy skocTi XUTTS, NOB'A3aHOi 3i 340pOB’AM, AiTel 3
reModinieto Ta NPaKTUYHNX NiAX0AiB A0 il OLHKM Y CBITOBI MeANLMHI Ta B YKpaiHi 30Kpema.

KntoyoBi cnosa: remodhinis, SKicTb XUTTS, AiTH.
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Hemophilia A takes a leading place in the structure of inherited disorders of hemostasis in children. Taking into consideration the chronic course, the need for
regular lifelong substitution treatment, frequent complications and disability of patients, the interest of scientists and practitioners to the subjective component
of the disease, namely assessing the quality of life related to health, is increasing from year to year. This was reflected in the implementation of methods for
assessing the quality of life of children with hemophilia A in the theoretical and practical medicine. The attempts to analyze data on the quality of life related to
health of children with hemopbhilia and practical approaches to its evaluation in the world medicine and in Ukraine in particular have been made in this article.
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KauyecTBO XU3HN peteit, 60nbHbIX remodpunueit A, cega3aHHOE CO 300POBbEM:
MUPOBOU OMNbIT U OTe4YeCTBEeHHbIe peasiumn

AMN. Mapxnu?, J14. [ly6eit, KM. Komengant2, H.B. [y6ein?

1J1bBOBCKMI HALMOHAMbHbIV MEAVULMHCKUIA YHUBEPCUTET UMeHN Jdanuna fanuukoro, YkpanHa

24acTHas feTckas KnuHuka «Becenka», r. JlboB, YkpanHa

Beaywiee mecTo B CTPYKTYPE HACNeACTBEHHbIX HApYLUEHUA remoctasa y [eTen 3aHumaer remodpunus A. Y4utbias XPOHUYECKOEe Te4eHue, I'IOTpeﬁHOCTb
B perynipHomM noOXXW3HeHHOM 3amMeCTUTeIbHOM Jie4eHWUW, 4acTble OC/TOXHEHUA WU WHBaNMAM3aUMKo NalueHToB, U3 roda B rofd pactet WHTEPEC YYeHbIX
1 NPaKTU4ECKIMX Bpa4en K CyObLEKTUBHON COCTABAAILLEN 3TOr0 3a60M1eBaHNS, 2 UMEHHO OLIEHKE Ka4eCTBa XM3HN, CBA3AHHOI 3a 310p0BbEM. 970 Hawwno csoe
OTPaXEHWE B UMMNNEMEHTALMN METOLUK OLIEHKN Ka4eCTBa XWU3HW LEeTel, 60MbHbIX remodunueii A, B TEOPeTUHeCKyro 1 NPaKTU4eCKY0 MeauLNHY. B panHoi
CTaTbe CAenaHa nombiTka aHann3a [aHHbIX 0 Ka4eCTBe XU3HMW, CBA3AHHOM CO 340POBLEM [ETel, 60NbHbIX remocounmeit A, n NpakTn4ecknx noaxoaos K ero
OLIEHKEe B MUPOBOI MeLLIMHE U B praMHe B 4aCTHOCTW.

Kniouesble cnoBa: remogunus, Ka4ecTso XU3Hu, 4eTi.

posnanu cucremu 3ropraHHs  TaHHs Kposi (FVIII) Ta nposiBisieTbess CXUIbHI-

CHaI_[KOBi

KPOBi y CBITi CbOTOJIHI € OJIHIED 3 HaW-
CKJIQJIHIITIX TIpo0JIeM MeUIMHY, SIK B IIJIaHi jiar-
HOCTHUKH, TaK 1 JIIKyBaHHS, 1110 B CBOIO Yepry 3yMOB-
JIIOE BUCOKY aKTYaJIbHICTh [OCHiJ)KEHHSI IIi€l
rpynu 3axBopioBanb. Cepejl CIIaIKOBUX PO3Ja/liB
3TOPTaHHS KPOBI 3 BA)KKMM KJIHIYHUM 1epebirom
HAUTIONTPEHINTNM 3aXBOPIOBAHHSM € TeMobiig A
[88]. ¥V cyuacHomy posyminHi remodimisi A —
1le TeHeTUYHO JleTepMiHoBaHe X-34ellsieHe 3aXBO-
pIOBaHHS, 1[0 XapaKTePU3YEThCS KUJIbKICHUM UH,
piame, sikicauMm pedinurom VIII daxropa srop-
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CTIO 10 BaKKMX CIOHTAHHUX Ta/a00 IMOCTTpaBMa-
TUYHUX KpOBOTed pi3Hol soxkamizamii [17,19,
43,48,80]. Temodisito A BUKJIWKAIOTH HE JIHIIIE
CITQ/IKOBI aHOMaJIi1 TeHOMY JIIOJINHU, ajie 1 CIOH-
TaHHI TeHeTUYHi MyTallil, i, 3a JiTepaTypHUMU
JIAHUMU, CTIOPQ/INYHI BUTIQJKKA 3aXBOPIOBAHHS, He
3yYMOBJIEH] CIA/[KOBUMU YMHHUKAMU, CTAHOBJISTD
JI0 TpeTuHu ycix ioro Bumazakis [3,5,17,48,88].
Temodisist A 3ycTpidaeTbest 3 4aCTOTOIO TIPUOIIU3-
HO 1 BUIAZIOK 3aXBOPIOBAHHS Ha 5 THC. YOJIOBIYO-
ro HaceJeHHs, 1 y CBiTI HaJidyyeThCs OJIU3BKO
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400 Tucstu xBopux Ha remodimio [15,17,19,27,
28,35,43,45, 48,80,88]. Xoua mommpeHictb reMo-
(istii A € BIIHOCHO HEBUCOKOIO, ajie BPaXOBYIOUH,
110 11e 3aXBOPIOBAHHS acOIliiOBaHe 13 3aTPO3JIUBHU-
MU JUUIST JKUTTST KPOBOTEYaMU, BUCOKUM PiBHEM
inBastiM3aiii, moTpebo0 B PeryJsipHiil BUCOKO-
BapTiCHill 3aMiCHIH Tepariii, HAIBHOCTI BUCOKOCIIE-
1ia1i30BaHOrO KJIiHIKO-1a60paTOPHOrO IOTEHIa-
JIy JUId IIarHOCTUKH, JIIKYBaHHSA Ta MOHITOPUHIY
TaKMX MaIieHTiB, TeModinisg A cbOroHi B GiIbIIOo-
cTi KpaiH cBiTy € mpobJIeMOo0 He JIMIIe OKPeMOoi
HO30JIOTTYHOI OJUHMUIIL, ajle 1 3HAYHOIO COIliaIbHOIO
po0JIEMOIO, IO CBIYUTH PO BUCOKY MEUYHY Ta
coIliaJbHy 3HAUYIIICTh JAHOTO 3aXBOPIOBAHHSI
y aiteit. CotiajbHA CKJIJI0BA 11HOTO 3aXBOPIOBAH-
HS BU3HAUAETHCS ¥ TUM, 1[0 B OCTaHHI JIECATUPIU-
4 TeMO(iJisg TOCTYNOBO TEPEUNia 3 pPO3PIay
3aHen0aHMX Ta YacTO CMEPTENbHUX CHAJKOBUX
3aXBOPIOBAHbD /10 3aXBOPIOBAHb, /IS SIKUX ChOTOHI
po3pobiieHo Oesmedne Ta eeKTUBHE JIKYBaHHSI,
a BiJTaK, 4aCTKOBO, 3aXBOPIOBAHb i3 0COOJMBUM
cruseM kutts [75,70]. HesBaskatoum Ha BCIO
ONTUMICTUYHICTb TAKOTO TOTJIALY, CJiJl MaTU Ha
yBasi, o TiJIbKK 6JU3bKO 25% MAlli€HTIB 3 TeMO-
(diniero B ychoMy CBiTI OTPUMYIOTH ajieKBaTHE
gikyBauHs [80]. Menuuna momomora XBOpUM Ha
reModiJIifo TOCTIHO YZIOCKOHATIOETBCA, 1 3a TTPOT-
nosom P.M. Mannucci, remodisisi, iMOBIpHO,
CTaHe TEePIIUM BaKKUM TIOIMUPEHUM TeHETUIHUM
3aXBOPIOBAHHSIM, JJIs1 JIIKYBaHHS SIKOTO Oy/ie po3-
pobJieHa reHeTHYHA Tepartist y TPETbOMY THCSUYO-
aitTi [43,70].

Y cydacwiii MemuiuHi, SIK 1 paxilie, OJHUM
3 OCHOBHUX 3aB/laHb JIiKapsl 3aJUINAEThCI 3MEH-
IEHHS HEeraTUBHOTO BIJIUBY 3aXBOPIOBAHHS
Ha CBITOIVISJ] Ta CIIOCIO KUTTS MAIliEHTA, 1110 0C00-
JIUBO aKTyaJbHO 711 XPOHIYHUX 3aXBOPIOBAHD
1 ITIIJTKOM BiZITTIOBiZIA€ BiZIOMOMY 3/1aBHA TIPUHITATLY
«JTiKy# He XBOPOOY, a XBOPOTO», i, sIK BIIyYHO 3a-
3Haumiia O.1. KoceHkoBa: «BayKJIMBO JIUIIIE JOJIATH
POKIB IO KUTTS, aje i KUTTS 0 POKiB» [8,9].
Bynb-sike xpoHiuHe 3aXBOpIOBaHHS BILTUBAE Ha
yCi KOMIIOHEHTH 3/I0POB’sl, TOTIPIIYIOYN HE JIUIIIe
(hizmune, ame ¥ mcuxivHEe Ta ColiaJibHE CaMOTIO-
yyTTSI XBOpOi JmofaunHu. Binrak, i3 poxkamu
B MeIUIMHI HaspiBaja HeoOXifHICTh OibIl
JIETAJIIBHOTO JIOCTIJIPKEHHST BJIACHE YCbOTO KOM-
miekcy (hakTopiB 3/0POB's, SIKi MOB'A3aHi i3 3aXBO-
PIOBAHHSM, 3 METOIO BUSIBJIEHHS TUX, IO BILJINBA-
I0Th Ha #Oro Tmepebir, MPoTHO3, e(PeKTUBHICTDH
JIKYBaHHS, MO 3HAWIIO CBOE BiOOpasKeHHS
B IIMPOKOMY JOCJIi/ZKEHHI Cy0'€KTHBHOI CKJIAI0-
BOi 3axBoptoBatb. ChOro/Hi cy0'€KTUBHOIO CKJIa-
JIOBOIO 3aXBOPIOBAHHS MOKHA BBa)KaTH OYIIb-sKY
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indopmartiio mMpo cTaH 3/[0POB's JIOAWHU, OTPUMA-
Hy Oe3mocepenHbo Bif Hei abo Bif 11 OTOUEHHS.
[l cranpaprusartii miei ingopmartii y MmeantmHi
BUKOPUCTOBYIOTh HU3KY IHCTPYMEHTIB, sTKi 00'€/1-
HaHI TepPMiHOM <«OI[IHKM, [laHi [aliEHTOM»
(B anrsiomoBHilt sitepatypi PRO — patient-repor-
ted outcomes). KiouoBum enementom PRO
€ SIKICTh JKUTTsI, TIOB's13aHa 3i 3710poB M [13,70].

Busuenns sxocti sxkuttst (A7K) miteit i3 xpo-
HIYHUMHU 3aXBOPIOBAHHAMU IIPUBEPHYJIO BEJIUKY
yBary KJIHIIMCTIB Ta HAYKOBIIIB, SIKi PO3TJISAIAI0Th
11e TIOHATTA AK iHTerpajJibHUl TOKa3HUK 3/I0POB 4,
a ominka AJK € ogHNM i3 IPIOPUTETHUX HATIPSIM-
KiB CydYacHOI MEIUIIMHM, a TaKOK HEBi €EMHOIO
YACTUHOK KOMILIEKCHOTO aHaIi3y HOBUX METOJIIB
JIiarHOCTUKH, e(DEKTUBHOCTI MEJIMYHUX BTPYYaHb,
JIKyBaHHsI, MPOMIIaKTUKY Ta peabiitarii, mokpa-
menHd )k AJK marienTiB i3 XpoHIUHUMEU 3aXBOPIO-
BaHHSIMU, SIKi He OOMEKYIOTb TPUBAIICTb JKUTTS,
CHOTOJIHI € OCHOBHOIO METOIO IXHBOTO JIKyBaHHS
[13,14, 16,20,22,29,38,47,63,76]. 3rimHo 11b0TO i
PO3YMIHHSI IPUPOAM COMATMYHUX 3aXBOPIOBAHb,
migxoau 10 JiiKyBaHHs 1 peabisirtaiii Bce Gisbiine
CXUJIAIOTHCA JI0 KOMILJIEKCHOT MOJIei MeTUITUHY 3
ypaxyBaHHSM He TiJbKU 00'€KTHUBHUX, aje ii
cy0'€EKTUBHUX TMOKA3HUKIB 3axBoptoBaHHs [18].
CBifueHHSM IHOTO € Te, IO 1€ TPUIIATh POKiB
TOMY B TIOIITYKOBiil HaykoMeTpuuHiit 6a3i Medline
mopiuro 3’sBisiocst 6am3bko 300 my6orikariii
3 1pobJsieM BUBYEHHSI SAKOCTI KuTTs [8], a smmre
3a 2016 p. 3a samurom K y 6Gasi HamiuyeTbcst
nonaz 5000 my6ikariii.

Y cyuacHiii nemiarpii mokazuuk AK aktuBHO
BUKOPHUCTOBYETHCSI B TMOMYJSAIMINHAX JTOCJTi-
JUKEHHSIX IS PO3POOKKM HOPMATHBIB 3a BIiKOM
i CTaTTiO, MPOBOJAUTHCS MOHITOPUHT Pi3HOMA-
HITHUX KOHTWHTEHTIB [iTell 1pu po3poobii
MEJIMYHUX CTAaHJAPTiB Ta OIHIN e(eKTUBHOCTI
npoiaKTUYHNUX 3aX0/1iB, BU3HAUEHHI KOMILIEKC-
HOTO BIUIMBY XPOHIUHMX 3aXBOPIOBaHb Ha JIiTE,
JU1S1 iHAMBIZLyaJIbHOTO MOHITOPUHTY CTaHY XBOPOI
JUTUHU T 4ac JikyBaHHg Tommo [7,9,16,
21,46,49,84].

TepMiH <«SIKIiCTH KUTTSI» JJajieKO He HOBUU Y
MEeINYHIN TPaKTHUIIl, OHAK 3araJbHOTPUITHSTOTO
1ioro BU3HaYeHHs cborojiHi Hemae [9,18,22]. Ilixn
HUM CJIil PO3YMITH, Hacamriepes, BifoOpasKeHHsT
BIZIYYTTS BIACHOTO GJIArOINOJIYYdsT OCOOUCTICTIO B
KOHKPETHOMY CYCIIJIbHOMY cepefoBuli. Y
Me/IMYHUX HAayKaX 3a3BUYail 3aCTOCOBYIOTh TEPMiH
«SIKICTb JKUTTS, TIOB's3aHa 31 3/I0POB’SIM»
(S1KI133) (B anrmomoBHiii Jtitepatypi — <health-
related quality of life> (HRoQL), sikuii y 3micToB-
HOMY TJIyMauyeHHi € BY;KUMM Ta XapaKTepU3ye Bijl-
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IyTTSI BJACHOTO OJIATOTIONYYUsT B KOHTEKCTI 3aXBO-
proBaHHs, TOOTO HACKIJIBKH JIIOIMHA TIOUyBae cebe
3710pOBOI0 Y (hi3UUHOMY, COIIAJIBHOMY Ta MCHUXO-
JIOTIYHOMY TLJIAHI TIPA TOMY UM IHIIIOMY 3aXBOPIO-
BauHi [9,12]. Bigrak, AJKII33 € inTerpaspHUM
MMOKA3HWUKOM 3/I0POB’S, SKUI OIlIHIOE KOMILIEKC-
HUIl BIJIMB 3aXBOPIOBaHHSA Ha 370poB’d. Bapro
nozaaru, mo AXK chorogHi € He JuIle iHTerpaib-
HOIO XapaKTePUCTUKOIO 37I0POB’s, aje i HaliiHUM
IH/IMKATOPOM TYMaHITAPHOI CKJIa/l0BOI €KOHOMiu-
HOTO PO3BUTKY [2].

[Tokpamenns camoriouyTts ta AJK marienTis i3
XPOHIYHUMHU  3aXBOPIOBAHHSIMU  B)Ke JIaBHO
€ OJIHNM 3 OCHOBHUX 3aB/aHb (haxiBIliB OXOPOHU
3nopos’s. [le y 1948 p. BOOJ3 BusHauasia moHATTS
«3JI0POB'sT» He JIUIIe SIK BiJICYTHICTh 3aXBOPIOBAH-
H4, aJie 1 SIK HagBHICTb (Di3UIHOTO, TICUXOJIOTTYHOTO
Ta comianbHoro Omaronosyyust [18]. YV 1991 p.
BOO3 6ys 3anouarkoBanuii mpoekT 3 ominku S7K
3 MeTOI0 PO3POOKHU Ta BIPOBAKEHHST MIKHAPOI-
Hux metoauk orinku 7K, a 3 1995 p. BOO3 Bus-
Hae nokparienus AJK maiienTiB i3 XpoHIYHUMHU,
TPUBAJINMHU 3aXBOPIOBAHHAMU, /10 SIKUX HAJIEKUTh
reMoisisl, OHUM 3 HaWBaKJIWBIIMUX 3aBlaHb
MeIMTIMHN. 3 THOTO K POKY OCHOBHMM KOOP/IMHA-
TOPOM TaKKX JOCJIiIZKeHb y €BPOTTi cTa€ MiskKHAPO/I-
Ha HekoMmepiliitna opranisariis MAPI Research
Institute, m. Jlion, @pantis [9,10].

3a tBepkensM [O.M. Heunraiino, «B Ykpai-
HI JOCJIJKEHHST SIKOCTI JKUTTS 3aJUNIAI0OThCS
HeZOCTaTHIMU Hi 32 00'€éMOM, Hi 3a AKIiCTIO He Tijb-
KU 3 TEXHIYHUX TTPOOJIEM, ajie i yepes3 BifICyTHICTD
coiasibHOrO 3anutys» [12]. AgantoBanux incTpy-
MeHTIiB st oninku A y memiaTpuuHNxX
MaIi€eHTiB B YKpaidi BKpail Maso, He chopMoBaHa
HalioHanbHa KoHTeniisg omiaku AJK, BigcyTHi
poiTbHI THCTUTYTH 3 OCJIIJPKEHHS TIi€T TEMATH-
KU, HACJI/IKOM YOTO € TIOBiJIbHE Ta TIOKU 1110 MaJIO-
epeKTUBHE BIPOBAJKEHHS METOJOJIOTII [IOCJTi-
JukeHHs AJK y nmpakTuyHy Ta TEOPEeTUYHY Me/n-
nuny [12]. Xoua, IMOBIpHO, HANOIJIBIIT BarOMUM
(hakTOpOM 3aTPUMKHN BIPOBAKEHHS OIIHKU
AJK came B MpakTHUUHY MEIUIINHY € HETOBHE
PO3YMIHHS TMPaKTUIHUMU JIKAPAMU JOIIJIBHOCTI
Ta BarOMOCTI i1 BU3HAYEHHS.

Xo4a ChOTOJHI 3aJUINAETHCS UCKYCIMHUM
NUTAaHHS 3acTOCyBaHHS Cy0'€KTUBHOI OLIHKN
BifiuyTTS GaronoJyyust B iHTeprperaiii 06'ekTu-
Bi3MY 3araJibHOTO 3/[0POB’SI, OCHOBHUM 1HCTPYMEH-
ToM ang ominkn K, ToOTO Mg KimbKicHOTO
ii BimoOpakeHHs B HAYKOBHUX JOCJI/KEHHSIX Ta
MpaKTUYHIN MeAuIuHi, € 3anutajpHuku [9,13].
Croro/iHi 32 3MICTOBHOTO crielu(hivyHICTIO BUTIJIS-
I0Th JIBa BUJIM 3aNUTATbHUKIB sl orinku SA7K:
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3arajibHi Ta crierudiuni, abo Tak 3BaHi «XBOPO6O-
criennivni» [9,12,13,67]. 3aranbhi 3anuTaabHu-
KU He BPaXOBYIOTh HO30JIOTIYHUX OCOOJIMBOCTEN
3aXBOPIOBaHHS, O/[HAK /IAIOTb MOKJUBICTb I1OPiB-
HioBaTn AJK maimieHTiB i3 pisHUMM 3aXBOPIOBAH-
HSIMU MiK cO00I0 Ta i3 cepeaHbOIONY A THIMN
nokazHukamu. OHAK 3arajgbHi IHCTPYMEHTH
€ MeHIIT iH(pOPMATUBHUMU JIJIsI MOHITOPUHTY TIepe-
6iry 3aXBOPIOBaHHSI, KOPEKIIi1 MPOrpaM JIiKyBaHHS
Ta OI[HKK iXHBOI ePeKTUBHOCTI, PO3POOKU IIPO-
rpaM ICHUXocoIianbHoi peabimitarii. [[as 11poro
OB JIOLIJIBHUM BBa)KA€ThCSI BUKOPUCTAHHS
creruiYHNX 3aMUTATBHUKIB, a 32 TBEPKECHHSIM
[O.M. Heuuraiino, «B meAiaTpUyHiil TPaKTHUITI
Mail)ke BUHSITKOBO 3aCTOCOBYIOTHCS CIIeIiasibHi
neztiarpuyHi anketny [9,12,42]. Oxpim 11p0T0, MiXI/
no omiaku AJK y miteit Ta 1opocsanx i3 XpOHIUYHU-
MH 3aXBOPIOBaHHSIMU TOBUHEH OyTH aucepeH-
HifloBaHUM, 110 aKTya/Ii3ye€ PO3pOOKY Ta BUKOPH-
CTaHHS cHelu@iYHuX 3aMUTaTbHUKIB IS JliTel
pisnux BikoBux rpyi [8,12,82]. Crnenudivni 3anu-
TaJIbHUKU HUHI PO3p0o0JIeHi Il GiIbIIOCTI 3aXBO-
PIOBaHb, y TOMY YMCJI # /171 TeMOdinii y /iTef.
Amnauti3 siTepaTypu MOKa3as, MO HA JIAHUI Yac
PO3pO6JIEHO 1 BIPOBA/IKEHO B MEIUUHY MPAKTHKY
JleKiJibKa crieru@iyHuX 3aUTaaIbHUKIB 75T OT[iH-
ku AJK miteit 3 remodisiero, cepen AKX Halvya-
CTillle 3aCTOCOBYIOTH JiBa: 3anmuTaibHuK Haemo-
Qol,, ctBopennii y 2002 p. y cmiBmpaili 1ieHTpiB
JiKkyBaHHS TeModiii IIecTu €BPONeNChKUX
KpaiH, Ta kanajcbkuii 3amutaspbauk CHO-CLAT
[26,31,34, 37,57,64,70,73,82]. Haemo-QoL Bus-
BUBCS JIIJIEPOM Y JIOCTIPKEHHSIX Ta 3 JOCTYITHUX
HAYKOBMX JIKEpes € Haibiabim armpoboBaHUM i
BamigoBanum [35,51,54,59,60,70,71,73,82,83].
Axmo 3aranpri iHcTpyMeHTH oliHKu A cho-
TO/IHI € JOCTYNMHUMHU B YKpaiHi y Basi[OBaHUX
BepCisx, TO crieru@ivni 3amMUTaTbHUKH JIJIS OT[iH-
ku AJKII33 y nanienTis 3 remodisni€ro y Bamtijo-
BaHMUX BepcisX B YKpaiHi ChOTOJHI HENOCTYIIHI.
BpaxoByioun cy6'€KTHBHUN XapaKTep OIIHKN
SI7K, choroani BupoOJIeHI YiTKi METOZOJIOTIYHI
CTaHZapTU IIOJ0 MPOBEIEHHS MOAIOHMX ITOCJIi-
mxeHb y nemiatpii [10,13,70,82]. 3rigno 3 mixkHa-
PONHUMU PEKOMEHAAIIAMU, JJIsT BUKOPUCTAHHS
IHCTPYMEHTIB o1iHku A7K B HOBOMY €THOJIIHTBI-
CTUYHOMY CEPEOBUIII TOTPIOHO MPOBECTU TPO-
neaypy #oro Bamiganii [4,9,34]. Boaxrouac cbo-
rojiHi CBiTOBa MeawWIMHA He TOTpebye HOBUX
iHcTpyMeHTIB s orinku AJK marienTisB 3 remo-
(iniero, oCKiTbKM HAgBHI IIJTKOM BiITOBIiIAIOTH
MOCTaBJIEHUM /10 HUX BuMoram oifinku SK [57].
Bigrak akTyanbHUM JJid BUpINIEHHS B YKpaiHi
3aJMNIAETHCS MUTAHHS He CTBOPEHHS HOBUX
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incTpymenTiB ass ominku AKII33 y mamientis
3 reModistiero, a ix ajanTalis A0 HaliOHATbHUX
YMOB, 110 3a6e3MeYnTh BiAMOBIAHICTD MiKHA-
POJIIHUM CTaHJapTaM MeHeJ)KMEeHTY XBOpUX Ha
remodinio A.

3a octani 20 pokiB BUCOKMI PiBEHb JIIKyBaHHS
reModimi 3nauyHo mokpamus AJK marmienTis, a
cepeHs TPUBAJIICTD IXHBOTO JKATTS MalizKe OCsTIa
PiBHSI YOJIOBIYOTO HaceseHHst 6e3 reModiil, pu-
HaiiMHi, B KpaiHax 3 BUCOKUM pPiBHEM €KOHOMiuHO-
ro po3BuTKy [35,43,45,69]. DBesnepeunum € Toit
(hakr, MO cepemHd OUYiKyBaHA TPUBAIICTh SKUTTS
Jojiel 3 reMoiiiero 6e3nocepenHbo 3aI€KUTh Bijl
Ba)KKOCTI 3aXBOPIOBAHHS Ta SIKOCTI MEIUIHOI I0TIO-
moru [77]. Bes ajekBaTHOTO JTiKyBaHHST GiJIBIIICTD
JiTel 3 Ba;KKOI0 popMoio reModisiii moMuparoTh 1e
710 IOCSATHEHHS TIOBHOJIITTS, ITPOTE TIPU [TPaBUIIbHO-
MY JIIKyBaHHi, 3TiIHO 3 Mi>KHAPOJHUMU PEKOMeEH/Ia-
IisSIMU, OYiKyBaHa CepPe/lHsI TPUBAJIICTb KUTTS
y JIiTell MPAaKTUYHO HE BiZIPI3HAETHCS Bifl 3/10POBUX.
Tak, e Ha moyatky XX-ro CTOJITTS CEePEHST TPU-
BaJICTh KUTTS YOJIOBIKIB 3 TeMOMITIEI0 CTAHOBUIIA
satie 11 pokiB, /10 60-X poKiB 11eli MTOKa3HUK CTAHO-
BB Ha 20 pPOKIB MeHIIle CepeHbONOMYIAIINHNX
nmanux [32], a na mouarky 2000-x y CIIIA cepemns
TPUBAJICTD JKUTTS JIFo/Ieii 3 reModitieto Oya Ha 10
POKIB MEHIIIOI0, & B OCTaHHI POKM — HA PiK MEHIIIO
3a cepe/iHi MokasHuku B nomysiiii [17]. Oxnaxk,
3a PI3HUMU JIiITePATyPHUMU JJAHUMU, CbOTOHI AITH
3 TeMO(MIJIIEI0 MATOTh Malizke TaKy caMy CepeHIo
TPUBAJIICTb KUTTS, SIK y 3J0POBIH MOMYJIAIii,
i MOKHa BIIEBHEHO KOHCTATyBaTH, IO CydacHa
MEeIUIMHA 3MOTJIa <JOJATU POKIB /0 KUTTI»
namientam 3 remodimieio. Ilopsa 3 nmMm Bkpait
AKTyaJIbHUM 3QJIMIIAETHCS TUTAHHS TTOKpAIleHHS
SAKII33, Takux MmaIfieHTis.

BaxaupicTb BHMBUEHHSI Ta JIOCJIJKEHHS
COIIaJIbHO-TICUXOJIOTIYHOTO KOMIIOHEHTY [liTeil
3 reMoisTi€ro Ta 3MiHN TOTJISAY HA TTUTAHHS JIKY-
BaHHs Ta peabijitarii TakUX HAIi€HTIB ChOrOAHI
JUKTYE 3arajbHa TEH/EHIlis MeJNYHOI HAyKu —
HOCTYIOBUI ii mepexiz Biz 6ioMeudHoi Moeti 10
6ioncuxocotianpuoi. Came TOMy cy4acHuWi
MeHe/KMEHT TeModisiii TPYHTYEThCSA He JIIIe Ha
OIIIHIII KJIHIYHUX CHUMIITOMIB, OPTOMNEINIHOTO
CTaTycy Ta BUKMBAHHI TAI[IEHTIB, ajie 1 Ha OIIHIT
CHPUIHATTS HUMU SIKOCTI BJIACHOTO KUTTS B KOH-
TEKCTi CBOTO 3axBopioBaHHs [48,78,82]. 3a Takux
YMOB OJHUM i3 OCHOBHUX KOMIIOHEHTIB
MEHE/[KMEHTY JiTell 3 XPOHIYHUMU 3aXBOPIOBAH-
HaMu (y TOMY YMCI i 3 TeMO(DiJi€0) € KOHTPOJIb
ta nmokpanienas AKI133. Tak, 3rigno pekomenzaa-
it BececBiTHbOi depepartii remodimnii (BOT) —
Guidelines for the management of hemophilia, —
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MPIOPUTETHUM 3aBIAHHSIMU MEIMYHOTO MEHe/I-
KMEHTY reModiTii €:

1) mpodisakTka KpoBOTeY Ta ypakKeHHS
cyrio0iB;

2) mIBU/IKe JIIKYBaHHSI KPOBOTEUI;

3) MEHeIKMEeHT YCKJaJHeHb (ypaskeHHS
cyry006iB, M’sI31B Ta iHIII reMopariysi yCKaagHeH-
H$1, BAHUKHEHHS 1HTIGITOPHUX aHTHTIJI, BIPYCHUX
iHdeKITi, SKi TepelaloThes 3 MPOJAYKTAMU KPOBI );

4) TypboTa 1mpo rncuxocoitiajbHe 3710poB’st [48].

Y xonrekcri ocrannboro mynkty BOI peko-
MEH/IYE€ OJJHUM 3 OCHOBHUX MOHITOPUHTOBUX
o6cTexReHb, sIKi TIOBUHHI PEryJisipHO BUKOHYBATH-
Cs1 Y XBOPHUX HA TeMOMiJIiTo MIOHAMEeHIIe OJIMH pa3
Ha pik, ominky AKII33 [48,70,78]. Takuii giarno-
CTUYHUIN KOMILTEKC i3 000B SI3BKOBUM BKJTIOUEHHSIM
BusHauenns A/KII33 mitelt 3 reModimiero BripoBa-
JIUKEHO ChOTOMHI B GaraTboX PO3BUHYTUX MeHU-
HUX TIKOJIaX CBiTY [78].

OcranHiMA pOKaM¥ TIPOBE/ICHI YMCJIEeHHI /10C-
JIJKEHHST, 30cepe/KeHi Ha OioICHUXOCOIialbHUX
HacJIIKaxX JIKyBaHHS XBOPUX Ha reModinito A 3
TOYKH 30PYy CaMOro Talli€eHTa, 1110 /[aJ0 3MOI'y BU3-
HAUUTHU HOBI MiIXOAW IO JiKyBaHHS, KLIbKICHO
MOPIBHATU KOPUCTH TOTO YW iHINOTO JIiKyBaHHS
LTS TTATT€HTA, TIPOBOINTHY TIOAIBIII (hapMaKoeKo-
HoMiuHi pospaxyHku [35]. Tak, y 6araTbox Kpai-
Hax CBITY /IaBHO BBE/JICHO TaK 3BaHE <«JIOMAIIHE
JIiKyBaHHsI» TeMOMisii, TO6TO POBeIeHHsT 3aMic-
HOI Tepartii y JoMalliHiX ymoBax. [ oJJTHUM 3 OCHOB-
HUX IHAMKATOPiB YCHIIIHOCTI TaKOro MiJX01y
y JlikyBaHHi remodiii ctana ominka SA/K, gka Bus-
BUJACSd Kpamoio TOPIBHAHO 3 TTOKa3HUKaAMU
MAIEHTIB, 9Ki OTPUMYBAJIN JIIKYBAaHHS B YMOBax
JIKYyBaJTbHO-TTPODIMAKTUIHUX 3akJaaniB [23,48,
61,62].

[Ile y 2006 p. y pamkax European Hematology
Association, 3 MeTOI0 TOMWPEHHSI 3HAHb CEPeJ
JIiKapiB Ta MOCTIMHWUKIB, MiATPUMKH BUCOKUX
MIDKHAPOJHUX CTAH/APTIB y Tady3i JOCJIIPKEHHS
SIOK, Gysa ctBopena HaykoBa pob6oda rpyra 3 pos-
POOKM Ta BIIPOBAJKEHHS IPAKTUYHUX Ta KJIIHIY-
HUX peKoMeHaIiil monao mpociimkeras A Ta
CUMIITOMIB y remarosiorii [53].

Mownitopunr A7KI133 nartienTis 3 remodimieto
JI03BOJISIE CBOEYACHO OIIHUTH Ta KiJIbKICHO BU3HA-
yuTH GaraTo3HAYHE TTOHSTTS CIPUNHSITTSI BJACHO-
ro 6JIarornoJyddsi, OTIOMOITH OIiHUTH IIepeBaru
HOBUX METO/IiB JIIKyBaHHSI 3 TOYKW 30pPYy IiHHO-
CTell Ta OYIKyBaHb MAIi€HTA, OIIHUTH SKICTHh
MEIMYHO1 JIOTTOMOTH JIJIsT MOKJTMBOCTI TIOKPateH-
H4 il HA MiCIIeBOMY Ta HalliOHAJIbHOMY PiBHi [47].
[nuBiyasizaltiga mporpam JiKyBaHHS 3 BILINBOM
Ha TICUXOCOIaabHi (haKTOpu GJIArOIONyYUst ChO-
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TOJIHI BiJlirpa€e TaKOXK HE OCTAHHIO POJIb Y MOTUBA-
ii 70 3acTocyBaHHSI iHCTpyMeHTIB orinku K
y MEeHe/PKMEHTI reMoiii.

[Tepmi my6aikarii 3 nutanb K133 y namien-
TiB 3 TeMoisieto 3’aBuaucs juie y 90-x pokax
MUHYJIOTO CTOJITTSA. B omHOMY 3 TaKux JOCIHi-
JUKEHb TIOKa3aHo, M0 MaIli€HTH 3 reModiTieio He
BI/IPI3HAIOTBCS BiJl 37I0POBOI TOIYJIAIii B OIIHIT
BJIACHOTO 3/I0POB’sl, X0ua OiIBIITCTD CyYacHUX JI0C-
JIJPKeHb TI0Ka3yloTh IMPOTUJIEKHUN pe3yJsbTaT
[68]. VImoBipHO, Taki pesysbraTH 3yMOBIEHi
BiICYTHICTIO Ha TOI 4ac XBOPoOO-crerudiuHmx Ta
3aCTOCYBAaHHSIM  3arajJibHUX  3aMUTaJbHUKIB
y MaiienTiB 3 remodiieio [33,68]. 3 pokamu inTe-
pec 10 TICMXOCOITiaTbHOTO KOMITIOHEHTY 37I0POB’SI
Jiteli 3 reMoisi€ro 3pocTas, M0 3yMOBUJIO TIOSIBY
crienupiuHUX iHCTPYyMeEHTIB iuid otiaku AKI133
y TAaI€eHTIB i3 reMO(iTi€io, BKIIOYEHHS OI[iHKN
AJK 1o mamioHaJbHUX KJIIHIYHUX HACTAHOB, 3PO-
CTaHHSI KiJIbKOCTI JIOCJI/IZKEHD 13 Ii€1 TeMATUKH.

Pesyapratu  gocaijkens  AJK  mamieHTiB
i3 TeModiTi€lo ToKa3aau, 1o reModisist HeraTuB-
Ho BrmBae Ha AJKII33, a ncuxocornianpHi mpe-
JUKTOPW BIAIPI3HAIOTBCSA Y PI3HUX KpaiHax
y HAIiE€HTIB 3 TeModiTi€io A i BIIMBAIOTH HA 3MiHY
KJIHIYHUX XapaKTePUCTUK 3aXBOPIOBAHHS, 1110
CBIYUTH TIPO HEOOXiIHICTH BUPOOJIEHHS Ta BIIPO-
Ba/KEHHS IIPOrpaM /i TTOKPaIleHHs COolliaIbHO-
IICUXOJIOTIYHO1 ajanTallil [iTell Ta MiIJITKIB 3
remModitiero A 3 ypaxXyBaHHSIM HaI[lOHAJIbHUX 0C00-
JIMBOCTEN OpraHizaifii MeuYHOl JOTIOMOTU XBO-
puM Ha TeModiTifo, eKOHOMIYHUX, eTHIYHUX Ta
KyJbTypHUX ocobauBocteii [1,36,42, 51,58,
60,78,85]. Oxnak Iie TUTaHHS CHOTOJAHI Mailke
He JIOCJIIJKEHO B KpaiHax, M0 PO3BUBAIOTHCS [36].

Temoditist, ocobBo BakKa ii (hopMa, Ha JKaJlb,
YacTO TPU3BOAUTH /10 HEMUHYYOI IHBaJIiIA3aIlil
marienTiB. B Ykpaini iHBamizamMu cTaioTb Bif
80-90% xBopux miteit 10 14 pokis, a 10 21 pory —
maiike 100% XBopuX, OIepariitHoro JiiKyBaHHS
notpebyoTh 10 20% aiTell, sIKi CTpaskaaloTh Ha
BWKKY (opMy reModiiii 3 ypaskeHHSIM OMOPHO-PY-
X0oBorO amapary. Taki udpu He MOKYTb He JITKATH
Ta BOJIHOYAC HAraayIoOTh, TII0 aJileKBaTHE JIKyBaHHS
MOJKe 3HM3UTH YacTOTY iHBaJIiin3aitii 10 2%.

Jitn 3 BaxKoi0 TeMOdiJIi€I0 MaOTh YacTi Kpo-
BOBWJIMBU B M'SIKi TKaHUHU Ta cyriao6u. [ToTopHi
KPOBOBUJIMBY TTPOBOKYIOTD MOTIKO/)KEHHS CTPYK-
Typu Ta (DYHKIIOHYBaHHS YPakeHOTO Cyriaoba,
BUHUKHEHHS CUJILHOTO OOJTIO, TTOPYIIIEHHS PyXJIH-
BOCTI Ta B KiHIIEBOMY Pe3yJbTaTi iHBaJiU3aIlio
[27,86]. OuyeBupHo, 1Mo Ttaki ¢hakToOpu, pasom
3 1oTpeboi y peryJaspHUX MOHITOPUHTOBUX
00CTeKEeHHSIX Ta CHCTeMaTUYHIN 3aMiCHIN Teparril,
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3Hauno moripmyiots AJK mutunm [42]. Bigbie
TOTO, CyriI000Bi KPOBOTEUI MPOBOKYIOTH €MOITiiTHI
Ta TIOBEAIHKOBI TIpobiemu, mpobsemu B cim’i [40]
ta noripmenns JAKII33 [51,66,72]. ¥ mosonux
MAIEHTIB 13 reMOMIJIIE€I0 € 3HAYHO HUIXKYI MOKa3-
HUKK (DI3UYHOTO Ta COIIAJIbHOTO (DYHKI[IOHYBaH-
Hs, 3araJTbHOTO 3/I0POB’SI TOPIBHSAHO 3 MMOKA3HUKA-
MU B TOMY AT 3aranoM [24]. AkicTs KUTTS miTeit
i3 reMo(isiero MOXKe 3HAUHO BiIPI3HATUC Y Pi3-
Hux kpainax. Ili BiAMiHHOCTI MOKYTh OyTH 3yMO-
BJIEHI PI3HUM PiBHEM EKOHOMIYHOTO PO3BUTKY,
MeIUYHOro 3abe3redeH s, 0 OB I3aH0 3 PI3HM-
MU KJIHIYHUMU XapaKTePUCTUKAMU 3aXBOPIOBAH-
Hs, YaCTOTOI0 KPOBOTEY i TUIIOM JIiKyBaHHs (Ha
BUMOTY YU TIPODITAKTUIHE), TICUXOCOIIATbHUMA
daxropamu [25,30,52]. Tak, ojre 3 qOCTiKEHD Y
Besimko6GpuraHii 1mokasajo, Mo Mali€HTH 3 reMo-
disiero, gki 1mocriiiHo mepebyBaan Ha Ipodinak-
TUYHOMY JIIKYBaHHi, MaJii 3HAYHO Kpallli MOKa3-
nuku AJKII33, vixk inmmi namientn [87]. Y inmomy
JloCTiIKeHH] TokasaHo, mo A/KI133 y xaiteii smen-
IITMJIacst 3 POCTOM BaKKOCTI TeModiJIiil Ta BUpa3Ho-
cTi cyraobosoro 6o [77].

Jlit, xBopi Ha reMOMiNiio, B KOHTEKCTI CBOTO
3aXBOPIOBAHHSI 4YacTO 11030aBjieHi MOTeHIHHHOI
MOJKJIMBOCTI HOPMAJIbHOTO PO3BUTKY Y IIIKOJIi T B
Maitbytubomy sxutti. Ilamientn 3 remodinieio
HaJeKaTb /10 TPYIU II/IBUIIEHOTO PU3MKY 3apa-
JKEeHHS TH(EKIISIMU, SIKi TIepeIaloThCs 3 perapara-
MU KpOBi, Takumu sk renatut, BILJI, mpionHnMu
3axBopioBaHHAMEU [65]. OpHuM 3 HaNWBaKINX
YCKJIQJIHEHb 3aMiCHOTO JIiKyBaHHSI TAIliEHTIB i3
BaKKOIO TeMO(MUITIEI0 3aJUMIAETHCS BUHUKHEHHS
inridiTopunx antutini go FVIII (choroani e
25—-30% marttienTiB 3 Baskkoio hopmoio remodizii A),
1[0 B CBOIO Y€PTY TIPOBOKYIOTH 30L/IBIIIEHHST PUSHKY
BUHUKHEHHS Ba)KKUX BHYTPIMIHBOTKAHUHHUX Ta
cyri060BUX KPOBOTEY, TIPOTPECYBAHHS YPasKeHHST
cyri06iB 3i 3HAYHUMU OOMEKEHHSIMU (DYHKITIOHY-
BaHHSI OIOPHO-PYXOBOI CHUCTEMM Ta B KiHI[EBOMY
pe3yJIbTaTi iHBAJIAN3aIii0 1 HeMUHYYE TTOTiPITIeHHS
SKII83 [11,41,44,45,56,79,82]. Yci ui dakropu
BUMAraloTh BEJIMKOI KiJIbKOCTI JIIOJICbKUX Ta EKOHO-
MIYHUX PECypCiB B €I0XYy TOCTIHHO 3POCTAIOuMnX
(hinaHCOBUX OOMEKEHD, i aHAII3 IUX PECYPCIB CJIijT
pO3IJIAZaTU He JIMIIe Yy KOHTEKCTI <«3aXBOpIOBa-
HICTb-CMEPTHICTb», ajie 1 y KoHTekcTi AK.

Jlitn 3 reMobisti€ro MarOTh 3HAYHO BUTITUI PUBUK
PO3BUTKY MCUXOCOIIATBHUX TIPOOIIEM TTOPIBHSHO 3i
3JI0POBUMHU JIiTbMH, 1 11i IIPOGIEMU 3HAYHO BILIUBA-
I0Th Ha IXHIO MOJKJIMBICTH BECTH TaKWii CIiocio
JKUTTsI, SIKOTO BOHU TParuyTh [74,75]. Uu He enu-
HOIO MOSKJIMBICTIO iHJMKAIIl MCHUXOCOIiaJbHOTO
KOMTIOHEHTY B KiJIbKICHOMY BUMIpi Y TaKKX Talli€H-
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TiB € omninka 7K. OxHuM 3 HAfGLIBIIMX HA CHOTO/I-
Hi MiKHAPOAHUX JOCTIJKEHb BIJINBY IICUXOC-
OIiayIbHUX TIPOOJIEM Y TAIIEHTIB 3 reMoiJieo €
inimiatusHe pocuipkends The Haemophilia Expe-
riences, Results and Opportunities (HERO), pos-
nmovate y 2009 pori. Jocmimpkenns 675 naiienTis
pisHoro BiKy 3 remoditieio mpoBoauiocs y 10 kpai-
Hax cBity [50]. 3a manumMu pocikerHst, 61M3bKO
80% mocmizkeHNX Masu MPOOJEMHU 3 TOMIYKOM
poboTu uepes reModiiiio, 48% Oy 3apeecTpoBaHi
inBamizamu, 38% MOBIOMIISTIM TIPO XPOHIUHUI
6istb, 49% masmu aptput, 43% — rematut C ta 18% —
BUJI, mcuxiuni Ta TmCUXiaTpUdHI 3aXBOPIOBAHHS,
acolriifoBati 3 reModisi€eio, BUsBIeHO y 28% XBO-
pux Ha remodinito A. Pe3ysbraté J0CIHiKEHHS
HERO nokazanm 3Ha4Hy BaroMicTh ICUXOCOITialIb-
HOTO KOMTIOHEHTY TeModisii A Ta akTyaJbHICTh ii
JTOCJTI/IPKeHHST i MOHITOPHUHTY.

BaTbku yacTo OIiHIOITH CcTaH CBOIX JiTell iHaK-
1me, HiXK cami AiTh. B ogHOMY 3 AOCTiKEHD TTpo/Ie-
MOHCTPOBaHO BifMiHHOCTI B orinii A miteit i3
remodiieo GaTbkaMu Ta caMuMu JiTbMu [71].
Tak, y miteii Bikom 4—7 pokis nokasuuku S7K Oyim
HIDKYMMU 32 [MOKAa3HUKM, 110 AU IXHI OaTbKH,
y BIKOBIii rpy1ii 8—12 pokis GyJ10 HaBIaKH, a y AiTeit
13—17 pokiB mokasHUKHU Maitke 30irammcst. Takosk
TToKa3ato, 1Mo orminka Oatbkamu 7K cBoix miteli 3
reMO(IJIIEIO 3aIE3KUTD BiJl BIKY IMTUHU TA BAKKOCTI
3aXBOPIOBAHHA. Y KOHTEKCTI 11bOTO, ChOTOJHI Hali-
OLIBII MIPIOPUTETHUM BBAJKAETHCS KOMILIEKCHUIA
migxig npu ominii AJK giteit: oriHIOOTBCSA JaHi,
orpuMai Bix autuau (<«self-report»), Ta maHi omin-
ku YK pautwam ii GatbkaMu («proxy-reports), 1o
nae 3mory orinuTu AJK fiteit 3 BlIacHOTO ygaBICHHS
Ta CIPUIHSTTS 1IbOTO TOHATTS Gatbkamu [10,13].

¥ eBponeiichbKuX 11eHTpax JiKyBaHHs TeModiil
CHOTOZIHI TIPAIIOIOTH OaratonpodiibHi KOMaHIN
(daxiBiiB, 1o TYpOYIOThCA He Jimiie Ipo Oiome-
JIVYHI acTIeKTH 3aXBOPIOBAHHS, ajie i Mpo MCUX0C-
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otianbHi fetepminanT. OCHOBHUMU eJleMeHTaM 1
MICUXOCOIIATBHOI IOTTOMOTH JTSIM 3 TeMO(ITIEI0 Yy
TaKUX T[EHTPaX €: PEeTyJSpHUN MOHITOPUHT Ta
CKpuHIiHT TokasHukiB AJK, rncuxosoriyne BUXO-
BaHHs (opraxizailist TabOPiB I8 fiTei 3 reModiri-
€10, mKoau remModisii, 6arbKiBcbki 360pH), HCH-
XOCOITiaJIbHI BTPY4YaHHS, MPaKTUUYHA JIOTOMOTa
(momomora B TpalleBJalITyBaHHi), MpoOrpaMu
IHAMBIZyaJbHOTO JOTJISA/Y TOHO. Y KOHTEKCTI
TAKOTO TiIXO/y AKTUBHO BUKOPUCTOBYIOTHCS
3anuTasbHUKY 1 orlinku AJK miteit 3 remodiri-
€10 Y KJIHIYHIN mpakTuil 6araThOX CBITOBUX KpaiH
(Kanaza, Himeuunna, @pamniist, Bemkobpuranis,
Typeuunna, €rurert, Pocisi, bpasuist, Ipak, Min-
gininu Ta in.) [6,36,39,54,55,60,73,81].

Bucuosku

1. Ominka A/KI133 niteii 3 remodimiero A crana
KOPUCHUM iHCTPYMEHTOM SK JIJIST KIIHITIUCTIB, TaK
i U1 HAYKOBIIIB Y Cy4acHili CBITOBIM Me/IUIINHI, Ta
JI03BOJISIE 3POOUTH JIIKYBaHHS TAKWX JiT€Hl MAaKCHU-
MaJTbHO TIepCOHi(iKOBAaHNM.

2. B ¥Ykpaini BUpoBa/)KEHHSI IHCTPYMEHTIB
PRO, 3o0okpema 3amuTaibHUKIB JJg OIIHKH
AKII33 nns marienTiB 3 reModisieo Ta iHITUMA
po3JIajlaMu 3rOPTaHHS KPOBi, Y IPAKTUYHY Ta T€O-
PETUYHY MEAWIIMHY € HeJOCTaTHIM uepe3 HU3KY
npuunH. He gociipkeHoI0 3a/MuIIa€Tbesl TaKOXK
AKII33 y miteit 3 remodimieio B YkpaiHi.

3. Ha manomy ictopuanoMy eTarti y IUTS4iil TeMo-
crasiosiorii B YKpaiHi 3a/IMIIAETHCST IPOOTEMHUM Ta
AKTyQJIbHUM [IJIs1 BUPIIIIEHHST TIMTAHHS BiJICYyTHOCTI
BJIIOBAHUX XBOPOOO-CHENM(DIYHNX THCTPYMEHTIB
s ominkn AJKII33 y marienTiB 3 remodii€ro,
HasIBHICTH SIKMX 3a0e3mednsia 6 MOKIUBICTD TIPOBE-
JIEHHS MEHE/KMEHTY JliTell 3 TeMOMIJIEI0 3TiTHO 3
MiKHAPOTHUMHU PEKOMEH/IAITISIMI.
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NMpaeuna nogaum m odbopmMIieHUa cTaTemn

ABTOpCKast cTaThsl HAIPABJSIETCS. B PEJAKIIIO 110 3JIeKTPOHHOU 1ouTe B hopmare MS Word. CraTbst conpoBomaercst
o(UIMATIbHBIM HATIPABJIEHUEM OT YUPEKIEHUsI, B KOTOPOM ObLiIa BBITIOJIHEHA Pab0Ta, ¢ BU30H PYKOBOJACTBA (HAYYHOTO PYKOBO-
JIATEJIsT), 3aBEPEHHOI KPYTJION MeYaThio YUPEsKACHNUsT, IKCIIEPTHBIM 3aK/I0YEHUEM O BO3MOKHOCTH MyOJIMKAIMH B OTKPBITOM
MevYaT, 3aKII0YEHNEM HTHYECKOTO KOMHUTETa YUPEKICHUS MWW HAIMOHATBHOW Komuccuell mo 6Gmostnke. Ha mocienneit
CTPaHMIIE CTAThU JOJUKHBI ObITh COOCTBEHHOPYYHBIE TIOANUCH BCEX aBTOPOB U MHMOPMAIIUS O TPOLEHTHOM BKJIajie B paboTy
KaKI0T0 13 aBTOPOB. [IpMHMMAIOTCS OPUTMHAJBI CONMPOBOAMTENBHBIX JOKYMEHTOB C TPUJIOKEHUEM I1€YaTHOTO 3K3EMILISIpPa
PYKOIIUCH, TOAITUCAHHOTO aBTOPOM(aMH), OUIIUATBHOTO HAITPABIEHN, IPUCIAHHbBIE TI0 TIOYTe, MJIU CKAHUPOBAHHBIE KOTIUN
BBIIIENPUBEIEHHBIX JOKYMEHTOB U [IEPBOIl (TUTYJIBHON) CTPAHUIIBI CTATHU C TIOJITUCKHIO BCEX aBTOPOB craTbi B hopmare Adobe
Acrobat (*.pdf), npucaanibie Ha 31€KTPOHHBII aAPeC peIaKIiH.

CraTbhyl IPUHUMAIOTCS HA YKPAUHCKOM, PYCCKOM WMJIM AHTJINHCKOM SI3bIKAX.

Crpykrypa Matepuaia: BeejieHue (CocTosiHue POOJIEMBbI 10 JIaHHBIM JIUTEPATYPbI He GoJiee 5—7-JIeTHell JaBHOCTH ); 1eJIb,
3ajlau, MaTepUabl U METOJbl; PE3YJIbTaThl MCCJAEIOBaHUI 1 UX 00CyskieHue (OCBEIeHHEe CTATUCTUYECKU OOPabOTaHHbIX
PEe3YJIbTATOB MCCJIEI0BAHIS ); BHIBOJIBI; TEPCIIEKTUBBI JATbHENIINX UCCAEIOBAHNN B TAHHOM HANPABJIEHIH; CITUCOK JIUTEPATY-
pbI (1Ba BapuaHTa), pedepaTsl Ha PYCCKOM, YKPAUHCKOM U aHTJIMHCKOM SI3bIKAX.

Pedepar sBisieTcsi He3aBUCHMBIM OT CTaThM MCTOYHUKOM HMH(MDOPMAINH, KPATKUM ¥ TOCJE0BATETbHBIM N3JI0KEHIEM
Marepuasia myOInKaIuy [0 OCHOBHBIM Pas/ieJiaM U JI0JKeH ObITh OHsTeH 0e3 caMoil myGukaiu. Ero oobeM He I0JI5KeH pe-
Boimarh 200—250 cioB. O6s13aTeIbHO YKA3bIBAIOTCS KIKOUYEBbIe coBa (0T 3 10 8 CJIOB) B MOPSIIKE 3HAUUMOCTHU, CIIOCOOCTBYIO-
HMe MHICKCUPOBAHUIO CTAThH B MH(MOPMAIIMOHHO-TIOMCKOBBIX CUCTEMaX.

Pedepar x opuzunanrvnoil cmamoe 10JKeH ObITH CTPYKTYPUPOBAHHBIM U TIOBTOPSTH CTPYKTYPY CTAThI: 1EJb UCCIIEN0Ba-
HIIsI; MaTePHAJIbl U METO/IbI; PE3YJIbTAThI; BBIBOJIBI; KJIIOUEBbIe ci0Ba. Bee pasiesnt B pedepare 10JKHBI ObITH BBIIEJEHBI B TEK-
CT€ SKUPHBIM MIPIPTOM.

Jlnst octanbHbIx cTateill (0630p, JEKINU, KIMHIYECKU caydail u ap.) pedepar A0/KeH BKJIOUaTh KPATKOe U3JIO0KEHMe
OCHOBHO¥ KOHIIEIIIINU CTAThH 1 KJIIOUEBbIE CJIOBA.

Ha nepBoit crpanuite ykasoiBaiotcs:: wageke Y/IK cieBa, nnunuanst u (pamuiny aBropoB, Ha3BaHUe CTaTbhH, Ha3BaHUeE
yUpesRIeHus], e paboTaloT aBTOPbI, FOPOJI, CTPAHA.

IIpu mpoBeseHUN WCCJAEAOBAHMIT € IPUBJIEYEHUEM JIOOBIX MATEPUAJIOB YEJOBEYECKOTO IPOMCXOXKIEHUS B pasiesie
«Marepuabl U METO/bI» aBTOPBI JI0JEKHBI YKa3bIBATh, YTO UCCJACAOBAHUS POBOIMINCH B COOTBETCTBUY CO CTaHapTaMu O1o-
9TUKH, ObLIN 0100PEHBI STUYECKUM KOMUTETOM YUPesK/IEHHsI WU HAIIMOHAIbHOI KoMuccueii 110 6uoaruke. To e camoe 0THO-
CHUTCSI U K UCCIIEIOBAHUSIM C yIacTHeM JJahOPaTOPHBIX KMBOTHBIX.

Hanpumep: <Hccredosanue 6vLio 6uinonmneno ¢ coomeememeuu ¢ npunyunamu Xeavcunckot Jdexrapavuu. IIpomoxon uccie-
dosanus 6vLr 00oopen Jlokarvnvim smuueckum xomumemom (JIIK) dus ecex yuacmeyiouwux».

«IIpu nposederuu sxcnepuUMeHmos ¢ 1adoPAMOPHLIMU HCUBOTHLIMU BCe OUOIMUUECKUE HOPMbL U PEKOMEHOAU UL ObLIU COOTI00eHL>.

KosmmyectBo wumocTpanuii (PUCYHKH, CXEMBbI, IHATPAMMbI) [OJBKHO ObITh MUHUMATbHBIM. VljumocTpanuu (IuarpaMMsl,
rpaduku, cxembr) cTpositest B mporpammax Word wiu Excel; dhororpadun 1o/kHbL ObITh COXpaHEHbBI B OJJHOM U3 CJIEAYIONINX
dbopmaros: PDF, TIFF, PSD, EPS, Al, CDR, QXD, INDD, JPG (300 dpi).

Tabuuibl U PUCYHKHU IIOMELIAIOT B TEKCT CTAThl CPady I10CJIe TIEPBOro YIOMUHAHUS. B IIOAIINCH K PUCYHKY [IPUBOJST €ro
HasBaHue, pacindPOBIBAIOT BCe yCI0BHbIE 0603HaYeHus (1indpbl, 6YKBbI, KPUBbIE U T.a1.). TabauIbl 0IKHBI 6bITH OhopMIIe-
HBI B cOOTBeTCTBIHN ¢ TpeboBanusiMu TAK, KOMIIAKTHBIMI, TIPOHYMEPOBaHHBIME, UMeTh HazBanue. Homepa TabJimil, nx 3arosios-
Ku 1 1rpoBbie fanibie, 060paboTaHHbIE CTATUCTHYECKH, IOJKHBI TOYHO COOTBETCTBOBATH PUBEICHHBIM B TEKCTE.

CchUIKM Ha JINTepaTypPHbIE HCTOYHUKK B TEKCTe 0003HAYAOTCs IIM(PaMK B KBaAPATHBIX CKOOKaX, I0JIKHbI OTBEYATh HyMe-
panuu B criucke auteparypbl. CTaTbi O CIIMCKOM JIMTEPATYPHBIX HCTOYHUKOB B BH/I€ IOCTPAHUYHBIX HJIM KOHI[E€BBIX CCHLIOK
He PHHHUMAIOTCSI.

HeobxouMo 11peiocTaBIIsiTh [IBa BAPUAHTA CIIUCKA JINTEPATY PbL.

ITepBbiii BapuanT NPUBOAUTCS CPa3y IOCJIE TEKCTA CTATbU, MCTOYHUKU PACIIOJIAraioTes mo aubauty (cHayasa paboTsi,
oryOJIMKOBAHHBIE HA PYCCKOM WJIM YKPAMHCKOM $I3bIKAX, Jlajlee — Ha JPYTUX S3bIKAX ).

Bropoii BapuaHT 1TOTHOCTHIO MOBTOPSIET TEPBBIH, HO NCTOUHUKN Ha yKpamHCKoM 1 pycckoM si3bikax IIEPEBOJIATCA!
Ha aHruiickuii s13bik. OH HEOOXOAUM JIJIs1 CallTa, MOBIIIeHIS MHEKCa IUTUPOBAHUS ABTOPOB M AHAJIM3A CTaThU B MEKyHAPOJI-
HBIX HAYKOMETPHUYECKNX Gasax JTaHHBIX.

O6a BapuanTa ohopmiistiotest B cootserctBum co cruieM APA (American Psychological Association style), ncrosnbzyembim
B JIUCCEepTAIMOHHBIX paboTax. [Ipumep opopmaenus ons oboux sapuanmos:

Aemop AA, Aemop BB, Asmop CC. (2005). Hassanue cmamou. Haseanue scypuana. 10(2); 3: 49-53.

Asmop AA, Aemop BB, Aemop CC. (2006). Hazsanue xnuzu. [opod: Hzdamenrncmeso: 256.

B Tekcre crathi 10MYCKATCS OOUIEIPUHSATBIE COKPAIIEHHS], 8 TAK/Ke aBTOPCKUE COKPAIIEHHsI, KOTOPbIe 00513aTEIbHO pac-
G POBBIBAIOTCS B TEKCTE TIPU TIEPBOM YIIOMUHAHUK 1 OCTAIOTCH HEM3MEHHBIMU 110 BCEMY TEKCTY.

B KoHIle cTaTbu aBTOPBI JOJIKHBI 3a51BUTH O HAIMYUK KAKUX-THO0 KOHKYPUPYIOMIUX (DUHAHCOBBIX MHTEPECOB B OTHOIIEHIH
HAITMCAHUS CTAThI. YKa3aHue KOH(PINKTa MHTEPECOB B CTATHE SIBJASIETCS 00SI3aTEIbHBIM.

IIpumep: «Asmopoi 3asiensiiom 06 omcymemeuu KoHpaurma unmepecos» uau «<Mamepuan nodzomosier npu noddepicKe Kom-
namuu...»

Crarbsi 3aKaHUNBAETCSI CBE/ICHUSIMU 000 BCEX aBTOPaxX. YKa3bIBAOTCS (DaMUJIKSL, MMST, OTIECTBO (IIOJIHOCTBIO), yUeHast CTe-
[leHb, yYeHOE 3BaHUE, JOJKHOCTb B YUPEKACHUM,/YUPEKICHUSIX, pabOumii apec ¢ MOYTOBBIM MHAEKCOM, pabounii TesedoH
u aapec anekrpornoii moutsl; uaentudukarop ORCID (https://orcid.org/register). Cokpaiienust He A0mycKaioTcs. ABTOD,
OTBETCTBEHHBII 32 CBSI3b € PelaKIiell, yKasbiBaeT CBOI MOOUJIBHBIN /KOHTAKTHBII HOMep TesedoHa.

OTBETCTBEHHOCTBH 32 JIOCTOBEPHOCTD ¥ OPUTHHATIBHOCTD MOIAHHBIX MaTepuasioB (GaxkToB, nuTat, haMusImii, UMeH, pe3yJib-
TATOB MCCJIEIOBAaHUN U T.JI.) HECYT aBTOPBHI.

Pepaxuus obecrieunBaeT pelieH3upoBaHUe CTaTell, BBIIOJIHSET ClENUaMbHOE U JIUTEPATYPHOE PEIAKTHPOBAHUE, OCTABJISIET
3a co06oii 1paBo cokparars 00beM crateil. OTKa3 aBTOpaM B IyOJIMKAIIUU CTATbU MOYKET OCYHIECTBIATHCS 6e3 00bSICHEHUS €10
[PUYVH 1 HE CYUUTAETCS] HETATUBHBIM 3aKJII0UEHIEM OTHOCUTENLHO HAYYHON U MPAKTHYECKOI 3HAYMMOCTH PabOThI.

Crarbu, oopmieHHbIE 6e3 cOOMI0IeHHs IIPABUII, HE PACCMATPHBAIOTCS U HE BO3BPANIAIOTCS ABTOPAM.

Peokoanezust
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