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Ne Ha Ne BIJI

BucHoBoOK
YIIOBHOBAK€HOT'0 OPraHy 3 AePKABHOI OMiHKY MeJUYHUX TEXHOJIOTIi 3a
CKOPOY€HOI0 MPOoLEeAYPOIO: inypcyiabdasa

Heporcasna oyinka meOuyHUx mexrHoa02il 34 CKOPOYEHOI NPOYedypoI0 3d 36ePHEHHAM
MO3 Vkpainu nposedena ynosHo8axiCeHUM OP2AHOM 3 OEPHCABHOI OYIHKU MEOUUHUX
MexHon02il 8i0n06iOHO 00 8umoe I1opsaoKy nposedenHs 0epiHcasHoi OYiHKU MeOUUHUX
mexHono2il, 3ameepodceno2o nocmanogoo Kabinemy Minicmpie Vkpainu 6i0
23.12.2020 MNel300 ma ckradaemvcsi 3 aHANi3y NOPIGHAILHOI eheKmuUsHOCmi
(pe3ynivmamusHocmi), 6e3neku ma eniugy Ha 610Hcem JIKAPCbKO20 3ac00y HA OCHOBI
oanux 3 GIOKpumux Odxcepen ingopmayii. Bucnosox ynosnosasxcenoco opeany 3
0epIAHCABHOI  OYIHKU MeOUYHUX MEXHONO02IU 3d CKOPOYeHOol0 Npoyedypor Mae
pexomenoayitinul xapakmep. Ilpedcmaesneni Oaui y 6UCHOBKY € AKMYANbHUMU CMAHOM
Ha damy 1020 Ni020MOoBKU.

1. Indopmanis npo AaTy NPOBeICHHS [ePKABHOI OWIHKH MEIUYHHUX
TEXHOJIOTI 32 CKOPOYEHOK MPOUEAYPOI 3asiBJCHOI0 JIKAPCHKOro 3aco0y:
25.07.2022, onoBaennsa 01.09.2022.

VY BianoBiae Ha et MO3 Vkpainu Big 26.07.2022 Ne 25-01/16746/2-22 ta Bif
08.08.2022 Ne25-01/17921/2-22 wiono BHeceHHs 1HQOpMalii TpO JOULIBHICTH
YKJIaJIaHHS JOTOBOPIB KEPOBAHOTO JIOCTYITY YIIOBHOBAXXCHUM OpPraHOM 3 JCp>KaBHOI
OIIIHKKM MEIWYHHUX TEXHOJOTIM (Jayl - YIOBHOBAXKCHWH OpraH) JOJAaTKOBO OYJI0
IIPOBENICHO aHaJI3 PEKOMEH Al OpraHi3aIliii 3 OIIHKM MEIUYHUX TEXHOJOTIN (mami -
OMT) iHmmx KpaiH mo/10 JTiKapchbKoro 3aco0y (maii - JI3) imypcynbdasa (Tabmuris 4).

2. Indopmanis npo 3asiBjeHmil JikapcbKkuii 3aci0d

1) naiimenyBaHHsi (mpi3Buie, iM’fl, M0 0AaTbKOBI) 3asBHMKA Ta Ha3Ba
BHUPOOHMKA JIIKAPCHKOIO0 32c00Yy:
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Cranom Ha 12.08.2022 B JlepKaBHOMY PEECTPi TKAPCHKUX 3aC00iB: !

EJIAIIPA3A, xoHIIEHTpaT s po34MHy A7s 1HGY31H, 2 Mr/mit o 3 mi y (hiaakoHi;
no 1 ¢akoHy B KapTOHHII KOpOOII.

BupoOnuk — Ilaitep ®apmacerotikans [pnanais Jlimiten, [pnanmis.

3asBuuk — [laiiep @apmacsrotikans Ipnannis Jlimiten, [pnanmgis.

2) TOproBeJibHA HA3Ba JIKAPCHKOI0 3aC00Y:

EJIATIPA3A

3) Mi’KHApPOHA HENMATEHTOBAHA HAa3Ba 200 CHHOHIMiYHEe HAMMEHYBAHHS:

Inypcynbdaza/idursulfase

4) ckyajx JiKapchbKoOro 3aco0y (airo4i Ta 10MOMisKHI pe4OBHHH):

oioua peuosuna: idursulfase; 1 mu MicTUTB 11ypCyibda3u 2 Mr;

OONOMIDICHI peyosuHu. HATPIIO XJIOPUA, HaTpilo rigpodocdary renTariapar,
HaTpII0 qurigpodocdaTy MOHOT1IpaT, nojicopoat 20, Boaa Juis 1H’ €KIIH.

5) popma BUnIyCKY:

KOHLIGHTpAT JJIsl pO34MHY JUIs 1H(DY31id, 2 Mr/mi o 3 Ma y ¢iakoHi; o 1 guiakoHy
B KapTOHH1{ KOPOOLII.

6) crocié 3acTocyBaHHS JiKapCHKOI0 3aC00Yy:

[Ipenapat Enampaza 3acTOCOBYIOTH MiJl HArjsioM Jiikaps abo MeICecTpH, SKi
no0pe oO0I3HaH1 y JKyBaHHI MyKomnosicaxapuaosy Il Tumy abo 1HIIMX CragKoBHX
METa0OJIIYHUX MMOPYIIEHb.

[Ipermapar BBomsATP B a031 0,5 MI/Kr Macu Tijga MIOTHXKHSA IUISIXOM
BHYTPIIIHBOBEHHOI 1H(]Y311 MpOTATOM 3-TOAMHHOTO MEPIoay, SIKUM MOKHA MOCTYIOBO
CKOpOUYyBaTH 10 | ToAWHM, IKIIO Y MAIiEHTa HE CIIOCTEPIratoTh 1H(Y31HHI peakiii.

Koxen ¢makon 3 mpenapatom Enanpasa npusHaueHuil TUIBKH I OAHOPA30BOTO
BUKOPHUCTaHHA 1 MICTUTh 6 Mr imypcyibdasu y 3 ma po3uuny. [Ipenapar Enamnpasa
MpPU3HAYEHUN [Jis1 BHYTPIIIHBOBEHHOI 1H(Y31HHOI Tepamii 1 mnepen 1HPY31HHUM
3aCTOCYBaHHSM 00O0B’SI3KOBO PO3BOAUTHLCS Y PO34MH1 HaTpito xsopuay 9 mr/mi (0,9 %).
PekomeHnyeTbCsl BBOAUTH 3arajbHUM 00°€M 1H(DY31i, BUKOPUCTOBYIOUM JIHIMHUN
¢iaeTp 3 aiamerpoMm nop 0,2 mxm. He cimig BBoautn Enanpasy 3a HasBHOCTI 1HIIMX
npenapariB B iHQY31iHIN TpyOIIi.

HeBukopucranmii mikapcbkuit 3aci6 ab0 HOTo 3aIUIIKU CJIiJT yTHIII3yBaTH 3T1IHO 3
MICIIEBUMHU BUMOT'aMHU.

MosxnuBicTh poBeAeHHS 1H(DY31i BIoMa MOxe OyTH PO3TJIsHYyTa JAJIs NAlll€HTIB,
SK1 TIPOTSTOM JCKUTBKOX MICAIIB OTPUMYBAJU JIIKYBaHHS B MEIUYHOMY 3aKjiajii Ta
MarTh JOCTAaTHIM piBeHb MepeHocuMocTi a0 iHGy3ii. [IpoBenenns iHdy3ii Bmoma
HEOOX1THO MPOBOJAMTH ITiJT HATJISJIOM JTIKapsl.

Hayienmu nimnvo20 GIiKy

KiiHiuHM# 10CB1T TpU3HAYEHHS JIIKAPCHKOTO 3aco0y MalieHTaM BIKOM MOHaxa 65
POKIB BIICYTHIH.

llayienmu 3 nopywiennam QyHKYii HUPOK YU nevinKu

! http://www.drlz.com.ua/
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Kniniyauii 1ocBiA MpyU3HAYEHHS JIKApChKOTO 3ac00y Mali€HTaM 3 MOPYIICHHSIM
(GYHKIIIT HUPOK YM MEYIHKU BIJCYTHIH.

Jimu.

[IpemapaT 3acTOCOBYIOTH AITSM Ta MiJUTITKaM B OJHAKOBIN 3 qopociumu 1031 0,5
MTI/KT MacH TLjIa [IOTHKHS.

7) indopManisi MPo HAABHICTH JAEePKABHOI peecTpauii JiKapcbKOro 3aco0y B
Ykpaini:

EJIATIPA3A, peectparmiiine mnocBigueHHs Ne UA/13360/01/01, Tepmin mii 3
21.03.2019 1o 21.03.20242.

EJIATIPA3A, peectpamiiine mnocBigueHHs Ne UA/16972/01/01, tepmin mii 3
08.10.2018 mo 31.03.2023°,

EJIAITPA3A, peectrpauiitne nocBiguenHs Ne UA/17554/01/01, tepmin nii 3
20.08.2019 o 31.03.2023*,

8) d¢apmakosioriuna gist JiKapcbKOro 3aco0y Ta KOX 3a aHATOMO-
TepaneBTUYHO-XIMiYHOI0 Kjaacudikamiero: 3acoOu, 10 BIUIMBAIOTH HAa CHCTEMY
TpaBJieHHs Ta MeTaboiizM. @epmentu. [nypcynsdaza. Kom ATX A16A B09.

9) noka3aHHA 10 MEAUYHOI0 3aCTOCYBaHHS, 32 AIKMM I0JaBaJIacs 3asBa:

Jlep>kaBHy OIIIHKY MeIW4YHUX TexHojorii (mam - OMT) mnpoBeneno 3a
CKOPOUYEHOIO IPOLIeypoto 3a 3BepHeHHAM MO3 Ykpainu, 1110 He nepe1oadano noJaHHs
3asiBU. Y nucTi 3BepHeHHI MO3 BU3HaYeHUM MOKa3aHHAM AJIs1 TOAAJIBIIOrO MPOBEICHHS
nep>kapgoi OMT 3a CKOpOYEHOIO TIPOLEAYPOI0 € JIKyBaHHS TAIIEHTIB 3
MykomnoJicaxapuaozom Il tumy.

10) noka3aHHA 10 MEeIMYHOI0 3aCTOCYBAHHS BilNOBIIHO 10 IHCTPYKIil aJsi
MEJIUYHOI0 3aCTOCYBaHHs, 3arBepa:keHol MO3, 3a HasIBHOCTI JAepKaBHOI
peecTpauii JikKapcbKOro 3aco0y B YKpaiHi:

[Ipenapar Enanpasa nokazaHuil Jyisi TpUBAJIOrO JIKYBaHHSI XBOPUX 3 CHHIPOMOM
XaHrepa (Mykomnomicaxapuao3om I tuny).

11) indopmanis npo HasiBHICTHL NMOKA3aHb A0 MEIMYHOr0 3aCTOCYBAHHS
JIIKapChKOI0 3ac00y /I BUKOPUCTAHHA Ii/Jl YaC HA/IaHHA MeIMYHOI IONIOMOT'H NPH
CTaHAX, 10 3a3Ha4eHi y NMPIOPUTETHUX HANpPsIMax PO3BUTKY cepH OXOPOHH
310POB’si:

VY nucti 3BepHeHHI MO3 3a3HaueHo, 110 HA BUKOHAHHS MIANYHKTY 3 MyHKTY 4
nocranoBu Kabinety MinictpiB Ykpainu Binx 23.12.2020 Ne 1300, a Takoxk MmiMyHKTIB
5 nynkty 8 Ilopsinky TpOBENEHHsI JEp’KaBHOI OIIHKA MEAWYHHUX TEXHOJIOTIH,
3aTBEpKEHOTO moctaHoBoo KaGinery MinictpiB Ykpainu Big 23.12.2020 Ne 1300,
MO3 npocuTh IpOBECTH AEpXaBHY OLIHKY MEIUYHHMX TEXHOJOTIH 3a CKOPOYEHOIO
IPOIIEAYPOI0 IIOA0 JIIKAPCHKOTO 3acoly iaypcynbdasza ajis JiKyBaHHS MAIliEHTIB 3
mykomnodicaxapunoszoM Il tumy (mani - MIIC II tumy).

% http://www.drlz.com.ua
3 http://www.drlz.com.ua
4 http://www.drlz.com.ua
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MIIC 11 Tumy BXOAWTH A0 MEPeNiKy piAKICHUX (OppaHHHX) 3aXBOPIOBaHb,
3aTBepakeHoro Hakazom MO3 Vkpainu Big 27.10.2014 Ne 778, 3apeecTpoBaHOrO B
Minictepetsi toctuttii Ykpainu 13 nuctonana 2014 p. 3a No 1439/26216.

3. BUCHOBOK YNOBHOBA:KEHOI'0 OPraHy WIOA0 Ppe3yJbTaTiB MOPiBHSIbHOI
epexTUBHOCTI (pPe3yJbTATUBHOCTI), Oe3nekn, e(QeKTHUBHOCTI BHUTPAT Ha
JiKapCcbKMid 3aCi0 Ta aHAJII3y BIVIMBY HA MOKA3HUKH OI0/UKETY

1) naHi 010 MPIOPUTETHOCTI 3aXBOPIOBAHHS (CTAHY)

MIIC II tuny ab6o xBopoOa XaHTepa — II€ PIAKICHE CHaJKOBE METa0OoJYHEe
3aXBOPIOBAHHS 3 TPYINU JI30COMHUX XBOpPOO HAKOMWYEHHS, TMOB's3aHe 3 X-
XPOMOCOMOIO, Ta BHKJIWKaHe nediruroM (epmeHTy iaypoHimaT-2-cyiabdarasu, IIo
HEOOXITHUH JJIA po3MNaay riiko3aMiHoriKaHiB. JedinuT uboro (epMeHTy NPU3BOINUTH
70 HAKOMHWYEHHs TJIKO3aMIHOIJIIKAaHIB y TKaHWHAX YCboro opradizmy. HaiiOinbine
CTpaXkJaloTh MPHU I[bOMY IMOPYIICHHI MEYIHKA Ta CEJIe31HKa, Y MEHIIOMY CTYIEHI —
HIKipa, KICTKH, XPSIIIi, 3B'A3KH, KJIalaH! CEPIls, IUXaJlbHI HUISTXU, MO3KOB1 O00JIOHKH Ta
poriBka. [{e 3axBoproBaHHS 3yCTPIYA€ETHCA IEPEBAYKHO Y YOJIOBIKIB, alle HOTO CUMITOMH
TaKOXK BIAMIYAIUCH Y ICSIKUX KIHOK.

[Iposseu MIIC II Tumy MOXyTh BKJIIOYAaTH HE3amaldbHy CKYTICTh CYIJI00IB 13
CYIYTHIM OOMEXEHHSIM PyXiB; OrpyO1HHS PUC 00IMYYsl, BKIFOUAIOUU TOTOBIIEHHS T'y0,
A3UKa (MaKporjiocis) 1 Hi3ApiB. Y XBOPHUX AITEH TaK0k MOXKe OyTH aHOMaJbHO BEJUKa
rojioBa (Makporedanisi), KOpOoTKa IIHUS Ta IMUPOKAa TpPydHA KIITKA, 3aTPUMKa
npopizyBaHHs 3y0iB, Mporpecyroya BTpaTa CiIyXy, 30UIbIICHHS NMEYIHKA Ta CEJE31HKU
(remaTocriieHOMeralis), YpakeHHs CEpLEBHX KJamaHiB Ta IMporpecyroya 3aTpUMKa
POCTY, IO MPU3BOIUTH IO HU3BKOTO 3POCTY”.

3a npaHuMu YHI(IKOBAHOTO KJIIHIYHOTO MPOTOKOJY TMEPBUHHOI, BTOPUHHOI
(cmemianizoBaHOi) Ta TPETUHHOI (BUCOKOCIELIAII30BaHOI) MEIUYHOI JOMOMOTH
“Myxkonomicaxapuno3 Il Tuny” (3arBepxenuit HakazoM MO3 Ykpainu Big 23.02.2015
Ne90°) kminiunmii mepebir miei XBOPOOU 3HAYHO PO3PI3HAETHCSA B OKPEMHUX MAI[iCHTIB.
Halivactimoro € HeiiponatuyHa ¢opMa 3 NEPEeBAXHO TSHKKUM Mepedirom, ska
MOYMHAETHCS Y PAHHBOMY Billl BiA 1 10 4 POKIB 13 3ayYEHHSM LIEHTPAJIbHOT HEPBOBOT
CUCTEMH, MO TMPHU3BOJIUTH JO 3HUKEHHS KOTHITUBHOI (YHKIT Ta TpPOrpecyrouoi
Heriponerenepartii. Lle € Baxkka nporpecytoua popma MIIC II tumy, sika nmpu3BOAUTH 70
CMEpTI, sIK TpaBuIIo, y Bitl Bix 10 g0 20 pokis.

HeneiiponaTnuna popma mounHAETHCS MI3HIIIE 1 XapaKTEPU3YETHCS MOBUTBHUM
nporpecyBaHHsM. Ll dopMa He CynpoBOIKYEThCS ab0 CYNPOBOJKYETHCS JIHILE
HE3HAYHUM YPaXEHHSM IICHTPAJbHOI HEPBOBOI CHUCTEMHU, TOMY KOTHITHBHI (DYHKITT
3anumaroTbes 30epekenuM. [lamientr 3meb1abInoro noxuBaTh 10 50-60 pokis, ane
OyJM 3apeecTpOBaHI BUMAJAKU CMEPTI HAMPUKIHII M1JTITKOBOTO BIKY.

3a mixkHapoaHoto knacudikamiero BOO3 MKX-11 MIIC II tuny mae xox 5C56.31
(Mucopolysaccharidosis type 2)’.

5 https://rarediseases.org/rare-diseases/mucopolysaccharidosis-type-ii-2/
¢ https://www.dec.gov.ua/mtd/mukopolisaharydozy/
7 https://icd.who.int/browse 1 1/1-m/en#/http%3a%2{%2fid.who.int%2ficd %2fentity %21 056274204
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3a iHdopmamiero 0a3W JAaHUX PIOKICHUX 3aXBOPIOBaHb aMEPUKAHCHKOI
HeKoMepiifHoT opranizamii “HamionanbHa opranizamis 3 PiAKICHUX 3aXBOPIOBaHb’
(National Organization for Rare Disorders, NORD)® MIIC II tumy 3ycTpidaerbcs
npubmu3Ho Bix 1 13 100 000 1o 1 13 170 000 HOBOHAPOIKEHUX XJIOMYHKIB.

3a JaHUMM BIIKPUTOTO JKepena iHdopmarlii Mpo PpiAKICHI 3aXBOPIOBaHHS
OrphaNet’ cranom na yepsenb 2019 poky nommupenicts MIIC Il Tumy cTaHOBHTEH
npubau3Ho 1-9 Bunazakis Ha 1 000 000. [Tommpenicts MIIC Il Tumy npu HapoKEHH1 B
€sponi cranoBuTh 1/166 000. [Ipornos ayxe Bapiadbenbuuil. [Ipu Baxkii dhopmi (60-
80% BUIAIKIB) TPUBAIICTD KUTTA MOMITHO CKOPOUYETHCS, CMEPTh 3a3BUYAll HACTA€E 110
25 pOKiB, 4acCTO B Pe3yJIbTaTi CepIICBO-PECIIpaTOPHHUX YCKIIaAHEeHb. [1pu nerkii ¢popmi
MalI€HTH MOXKYTh JOKUBATH JI0 IOPOCIIOro BIKY, 1HO/A1 HaBITh OubIIe 60 pOKIB.

3a nanumu KaHaachbKOro TOBapHCTBAa MYKOIIOJICAXapua03iB 1 CIOPIAHEHHUX
saxBoproBanb ’ nommpenocti MIIC II tumy cranosuts Big 1 i3 100 000 o 1 i3 150 000
YOJIOBIKIB.

3rigHo 3 HamioHalTbHUM TPOTOKOJIOM MIOAO [IaTHOCTUKU Ta JIIKYBaHHS
MYKOIOJIICAXapua03iB, AKUM omyOnikoBaHuii HalloHanbHUM yNpaBIIIHHIM OXOPOHHU
3nopoB's @panuii (Haute Autorité de Santé, HAS) B nunn1 2016 poky 3aXBOpIOBaHICTb
Ha MIIC II Tuny ontintoetbest B 1:80 000 xmomuukiB. [lyske pijiko Oyiu onucaHi BUAAKU
MIIC II Tuny y miByar.

BignoBigHo no maHux, HamaHux y poaatky jo jucta MO3 Big 09.06.2022 No25-
01/12931/2-22, ctanom Ha 2022 pik kinbkicTh namieHTiB 3 MIIC II tuny cknamae 27
oci6 (4 mopocnux namieHTu 1 23 aiTei).

Crnin BigzHauuTH, 10 po3nopsmxeHHsM KaGinery MinictpiB Ykpainu Bim 28
kBiTHS 2021 p. Ne 377-p Oyna cxBanena Konruerniii po3BUTKY CHUCTEMH HaJaHHS
MEIUMYHOI JOMOMOTM MallieHTaM, SKi CTpaXJIalThb Ha piakicHi (opdaHHI)
3axBoproBanHs, Ha 2021-2026 poxu'! (mami - Konuenmis). Mera Konuenuii - 3MeHmm™n
CMEPTHICTh BlA PIAKICHUX (OppaHHUX) 3aXBOPIOBAHb, MIJBUIIUTU SKICTh >KUTTSA
MAalI€HTIB, SKI CTPaXJalTh Ha piAKICHI (opdaHHI) 3aXBOPIOBaHHS, UUISIXOM
3a0e3MeyueHHs CPaBeJIMBOTO Ta PIBHOTO JOCTYIY N0 SIKICHOT MEIWYHOI JOTIOMOTH
TaKWM TalliEHTaM, 30KpeMa JI0 SIKICHUX, €(PEeKTUBHUX Ta OE3MEUHUX JIKAPCHKUX 3aC001B
JUTsL JIIKyBaHHSI PiAKICHUX (opdaHHUX) 3aXBOPIOBaHb, /10 MEIUYHUX BHPOOIB Ta
NPOAYKTIB CHEUIaIbHOTO JIIKYBaJbHOIO XapyyBaHHS, a TaKOX IMCUXOJOTIYHOTO
cynpoBony. BimmoBimHo m0 Konmemmii Ykpaina B3sina Ha cebe 3000B’s3aHHS
3a0€3MeUnTH TMAaIl€HTaM, SKI CTPaKIal0Th Ha piAKicHI (opdaHHI) 3aXBOPIOBAHHS,
3aX0ad 3 NPO(IIAKTHKKA TaKMX 3aXBOPIOBaHb, OpraHi3allil0 HaJaHHSI MEIUIHOI
JIOTIOMOTH, Oe3TMepepBHUN Ta O€30TUIATHUIA JOCTYI 10 HEOOXITHUX JIIKAPChKUX 3aCO01B,
MEIWYHUX BHUPOOIB Ta BIAMOBIAHUX XapyOBUX MPOJAYKTIB [IJIs CHEI1aJbHOIO
JIKyBaJIbHOTO Xap4YyBaHHS.

8 https://rarediseases.org/rare-diseases/mucopolysaccharidosis-type-ii-2/
? https://www.orpha.net/consor/cgi-bin/index.php

10 https://www.mpssociety.ca/what-is-hunter-syndrome/

' https://zakon.rada.gov.ua/laws/show/377-202 1 -p#Text
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2) ngaHi 1OAO0 [OCTOBIPHOCTI Ppe3yJbTaTiB NOPIBHAJILHOI KJIIHIYHON
epekTUBHOCTI Ta 0Oe3mekH 3afBJIECHOI0 JIKapcbkoro 3acody. Omnmc
(mpeacTaBiieHHs ) 3a3HAYEHUX Pe3yJabTaTIiB

3 MeTOI0 aHali3y JaHuX KIIHIYHOI e(peKTUBHOCTI Ta Oe3meku imypcyabda3u s
nikyBanHs naiieHTis 3 MIIC 11 Tumy npoBeieHO NOIYK TPETUHHUX JHKepel iHpopMaltii
1010 IOKA30BUX JIAHUX Yy Faly3eBUX CTaHAapTax y cepi OXOPOHH 370POB' sl YKpaiHu,
Ha caliTax MDKHapOAHUX NpoQUILHUX Opradizamii, y 6a3zax manux PubMed, The
Cochrane Library database, Trip Database.

B pesynbrari mpoBeAeHOro MOIIYKY 3HAWIEHO HACTYNMHY 1HGOpPMAIIIO II0A0
TPETUHHUX JIKEPEIL:

I'any3eBi ctangapTu y cdepi oxoponu 310poB'si YKpaiHu:

B Peectpi MemMKO-TEXHOJIOTIYHUX JOKYMEHTIB 31 CTaHIAapTH3aIlll MEAUYHOI
JOTIOMOTH HAasiBHUM YHi(pikoBaHU# KIIHIYHMHA NPOTOKOJ NEPBHHHOI, BTOPUHHOL
(cmewiasi3oBaHOl) Ta TPETHHHOI (BHCOKOCIENIiaTI30BAHOI) MEAUYHOI AOMOMOIHU
“MyxkonoJgicaxapugo3 II Tumy”, 3arBepmxenudt Hakazom MO3 Vkpainu Bix
23.02.2015 Ne90'2,

Hiarno3 MIIC II Tumy BCTaHOBIIOETHCS Ha MIJCTaBl BUSBJICHHS HEAOCTATHOCTI
AKTUBHOCTI BIJMOBIJTHOTO JII30COMHOTO (DePMEHTY 1ypoHaT-2-cynbdaTa3u y 3aKiaji
OXOpPOHU 37I0pOB’sl, BA3HAYECHOMY JUIsl HAJJaHHSI MEANYHOI ortomMoru narieHtam 3 MIIC
IT Tumy.

Crneundiuyaum metonom jgikyBanHsM MIIC Il tuny € nmpusHauenHs GpepMeHTHOT
3amicHoi Tepamii (P3T) 3 BUKOpUCTAHHSIM JTIKapChKOTro 3aco0y imypcyibdasza. MeTtoro
®3T € 3MeHIIEHHS COMAaTHYHUX IMPOSIBIB 3axBoproBaHHSA. Ha manuii MOMEHT He
OTPUMAHO JIOCTaTHBOI KIIBKOCTI 1aHuX npo BB O3T Ha cumnromu ypaxkenns LIHC.
Lle moB’A3aHO 3 HEMOMJIMBICTIO JIIKAPCHKOIO 3aC00y MEPETHYTH TreMaToeHIepaniuHui
6ap’ep. [InanyBannss ®3T crig MOYMHATU B MOMEHT MOCTAHOBKHU J1arHO3Y, 1 BOHO
MOBUHHO OYTH YaCTHHOIO KOMIUIEKCHOT IPOTpamMu JIIKyBaHHS.

Kpurepii Bkiroyenns ais nposeaeHas ®3T

1. JlaGopaTtopHo miATBEpI)KEHA  HEIOCTATHICTH/BIJICYTHICTh  aKTHUBHOCTI
JTi30cOMHOTO  (epMEHTy 1iaypoHarcyinb(dara3v, BU3HAYEHOI B JIEHKOIIUTAX 3
BU3HAYCHHSIM P1BHS MPUHAWMHI III€ OJTHOTO 1HIIIOTO CYJIb(paTa3zHOro GEPMEHTY, 3 METOIO
BUKJIIOUEHHSI MHOXHHHOI CyJb(h)aTa3HOT HETOCTATHOCTI.

2. Bik martieHTa — 10 0'ITH POKIB HE3aJIC)KHO BiJI CTATI.

3. Bik marieHTa — 1m’ATh POKIB 1 cTapiie, 32 YMOBH BIJICYTHOCTI CHUMITOMIB
3HIDKCHHSI KOTHITMBHOI (YHKIII Ta IHIIMX CHUMIITOMIB IMPOTPECYIOYOr0 ypaKEHHS
LEHTPaJIbHOI HEPBOBOT CUCTEMH Ha MIACTaB1 JOCIIKEHHS 1HTENIEKTYaIbHOTO PO3BUTKY
nalieHTa.

Kpurepii Bukiovenns: (npununedus) @3T

1. BupaxeHi CHUMOTOMH Yypa)K€HHS HEPBOBOI CHUCTEMHU 3 TIPOrPECYIOUYUM
dbopMyBaHHSIM KOTHITUBHOT HEOCTATHOCTI.

12 https://www.dec.gov.ua/mtd/mukopolisaharydozy/
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2. InguBigyanbHa HenepeHocuMicTh O3T (BupaskeH1 ajeprivni peakiii, moB's3aHi
13 3aCTOCYBaHHSIM JIIKAPCHKOTO 3aCO0Y).

3. HasiBHICTB y malfieHTa CymyTHBOTO 3arpO3JIMBOTO JUJISl KHUTTA 3aXBOPIOBAHHS,
npu skomy O3T He BITMHE HA TPOTHO3 (HATPUKIIA[], OHKOJIOTTYHE 3aXBOPIOBAHHS).

4. 3umxeHHsa KorHiTUBHOI ¢yHKuii y niteid 3 MIIC II Tumy BikoM crapiie 5-Tu
POKIB, TIATBEPIKEHE pPE3yJNbTaTaMH JIOCHIIPKEHHS IHTEJIEKTYaJIbHOTO PO3BUTKY
[arfcura.

5. HasBHICTh 03HAaK MPOrpeCyBaHHS 3aXBOPIOBAHHS, HE3BAYKAIOUW HA MPOBEACHHS
O3T.

6. BinMmoBa 0aThKiB JUTHHU/3aKOHHOTO MIPEJACTABHHUKA MaIlleHTa a00 TUTHHH, sSKa
nocsrna Biky 14 pokis, Bix npoeaeHHs 3T, pekOMEHAOBAHOI JIKYIOUHM JIIKApeEM
CXEMH JI03yBaHHs Ta rpadiky BHYTPIIIHBOBEHHUX BIMBAHb, M1ITBEP/HKEHA MM CHMOBO.

Ouinka edextuBHocTi @3T MPOBOAUTHCA HE paHilie, HLK yepe3 6 MICALIB 3
MoMmeHTy noyatky P3T, 6e3 mopylleHHS NPU3HAYEHOI CXEMHU JIKyBaHHS Ta 103U
Ipernapary, Ikl 3aCTOCOBYETBCS.

Kpurepismu epexrusnocri @3T e:

a) 301IbIIEHHS] PYXOBOi aKTUBHOCTI (T€CT O-XBUJIMHHOI XOABOM Ta 301IbIICHHS
00’eMy MacUBHUX PYXIB y Cyrio0ax / po3mipiB Aiana3zoHiB pyXiB y Cyrio0ax);

0) 3MEHIIIEHHS PO3MIPIB IMEUIHKH Ta cene3inku 3a Janumu Y 31 abo MPT uepeBHoi
HOPOKHUHU;

B) MO3UTUBHA JUHAMIKa TeMITiB (h13MYHOTO PO3BUTKY (30UIBIICHHS 1 HOpMaTi3allis
3pOCTY Ta Macu Tijla XBOPOTo);

') HOpMaJti3allis CHY;

J) 3MEHIIEHHSI EeKCKpelii TIJII0KO3aMIHOTJIIKaHIiB B JO0OBIM ceuyl XBOPOTo
(BU3HAYAETHCA JIBIYl HA PIK).

Jlikapcekuil 3acid iaypcyiibdaza He BKJIOYEHUW 70 YMHHOro 14 BHIIyCKY
Jep:xaBHoro popmyJisipa jJikapcbkux 3aco0iB (Hakaz MO3 VYkpainu Bix 13.06.2022
Ne 101113,

MikHapoaHi KIIHIYHI HACTAHOBHU Ta HACTAHOBY HAYKOBHUX TOBAPHMCTB iHIIMX
KpaiH:

1. €BponeiicbKi pekoMeHAANII A/l JIATHOCTUKH TA MYJIbTHAUCHHUILIIHAPHOTO
JiKyBaHHfl piaKicHoro 3axpoproBaHHsi: Mykomoaicaxapuno3 II tumy, 2011 pik
(Mucopolysaccharidosis type II: European recommendations for the diagnosis and
multidisciplinary management of a rare disease, 2011)'*,

3azBuyaii aiis nikyBanast MIIC II tuny BukopucroByetbes 3T pekoMOIHAHTHOIO
imypoHat-2-cynbdarazoro (ixypcynbdasa). Takok 3aCTOCOBYIOTHCS TaKi allbTepHATHUBHI
METOIM JIKYBAaHHS, SIK TpPaHCIUIAHTAlllsl CTOBOYPOBHMX KIIITUH 3 BUKOPUCTaHHSIM
MYTMOBUHHOI KPOBI, KPOBOTBOPHUX KJIITHH NepudepruyHoi KpoBi 200 KICTKOBOI'O MO3KY,
aje, CX0Xke, JaHl METOAM JIKyBaHHS MalOTh 0OMEKEHY KIIIHIYHY KOPUCTD JJIs MAIIEHTIB
13 MIIC II tuny 1 oB’sA3aHi 3 CEPHO3HUM PU3UKOM 3aXBOPIOBAHOCTI Ta CMEPTHICTh. Y
0araThboX IIEHTpax TPaHCIUIAHTAIliSl CTOBOYPOBUX KJIITUH O1JIbIIIE HE MPOMOHYETHCS SIK

13 https://www.dec.gov.ua/materials/chinnij-vipusk-derzhavnogo-formulyara-likarskih-zasobiv/
' https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3223498/
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tepamist MIIC II Tumy, Xo4a ciif 3a3Ha4UTH, IO JiTepaTypa MICTHTh yIepeHKeH TaH1

yepe3 MOBIJOMIIEHHS MPO JOyKE IMOTaHi pe3ylbTaTH Yy MAIll€HTIB, SIKI OTPUMYBAJU

JIKYBaHHS MICJISI MOYATKY 3HAYHOTO KOTHITHBHOTO TIOTIPIICHHSI (OYMKA KOHCEHCYCY).
depMeHTHA 3aMicHA Teparis

Inypcynbdaza mokazaHa mjisg TpuBajioro jdikyBaHHs marieHTiB 13 MIIC 1.
Inypcynbdazy ciai BBOAUTH IMIOTHXKHA y 1031 0,5 MI/Kr Macu Tula HUISXOM
BHYTPINTHbOBEHHOT 1H(Y31i MPOTATroM 3 ToAMH. Xo4a B iHGOpMaIlli po Mpru3HAYCHHS
npenapary 3a3HadyeHo, 10 Nnepioj iIHPy31i MOXKHA MOCTYOBO CKOPOTUTH 10 1 roauHH,
SKII0 HE CIOCTEPIraeThCcsl MOOIYHMX peakiliid, IMOB’s3aHUX 3 1HQY31€H0, 1CTOTHE
CKOpOYCHHS 4acy 1H(y31i HeOakaHO, OCKIJIBKH 1€ MOKE IIJIBUIIUTH PU3UK PO3BUTKY
peakiiii MoB’a3aHux 3 1HPY31€I0 (OYMKA KOHCEHCYCY).

PexoMeHialii 11010 moyaTky Ta 3aKiHYEHHS JIIKyBaHHs. Y 0araThOX Malli€eHTIB 13
MIIC II tuny no Biky 20 pOKiB pO3BUBAIOTHCS MOTEHIIINHO HEOE3MEUH1 JJIS KUTTS
MIPOSIBM 3aXBOPIOBAHHS, TOMY BKJIMBO CBOEYACHE JIIKyBaHHsS. B3aeMO3B’SI30K Mik
MPOTPECYIOUUM HAKOMWYEHHSIM TJFOKO3aMIHOIUIIKAHIB 1 KJIIHIYHUMH MPOsSBaAMU TPHU
MIIC II tuny € BaromuM aprymeHtom st nouyatky ®3T sikoMmora panime micis
BCTAHOBJICHHS J1arHO3y (Oymka koucexcycy). KiiHiuHl BUnipoOyBaHHS 1aypcynibdaszu
IPOJIEMOHCTPYBAIU KJIIHIYHI MepeBary JIKyBaHHS y MAalll€HTIB CTapIile 5 poKiB, alie
nocBin 3actocyBanHs ®3T y miTedt Mojoamoro Biky 3pocrtae. Jleski HalllOHaJbHI
pekoMeHaaIli pekoMeHAyrTh po3mnounHatd P®3T BciM marieHTaM 3 010XIMIYHO
niaTBepKeHuM aiarao3om MIIC 11 Tummy, BKIFOYarO4H THX, XTO MOJIOAIIE 5 POKIB.

Inypcynnsdasza He npoHukae yepe3 remaroeHredaniyauii 6ap’ep. Takum yuHOM,
JIKyBaHHS HE BIUIMHE HA KOTHITHBHI Ta noBeiHkoBi mpossu MIIC II tumy. Tum He
MEHII, HaBITh JUJISl MAIIEHTIB 13 MporpecyrounM 3axBoproBaHHAM P33T Moxke 3HAUHO
MOKPAIIUTH AKICTb )KUTTS Yepe3 MOKPAIEHHS AUXaIbHOT PYHKII1i, 3MEHILIEHHS MPOSIBIB
opraHoMeraiuii Ta TOKpalleHHs pPYyXJMBOCTI Cyrjio0iB. Y  Jeskux KpaiHax
PEKOMEHY€EThCS, 00 PIMIEHHS MPO MOYATOK JIKYBaHHS MAI[l€HTIB CTaplle 5 POKIB, Y
AKUX YK€ € O3HaKM 3HAYHUX KOTHITUBHHUX MOPYIIEHb, MPUHAMAB KJIIHIIKCT MICIs
oOroBopeHHs 3 0aTbkamu nUuTUHU. Yepes rereporenny npupoay MIIC I Tuny ta pizHy
IIBUIKICTh TMPOTPECYBaHHS, € JONUTbHUM 3ampornonyBatd ®3T BciM marieHTaMm
MPOTSTOM IoHaiMenTte 12-18 MicsIIiB, micis 4oro Mae OyTH MPUWHATO PIIEHHS 00
MIPOJIOBXKEHHST JIIKYBaHHS (OyMKa KOHceHcycy). bynb-siKi 03HaKM TPOTPECyBaHHS
3aXBOPIOBaHHS IIEHTPAJbHOI HEPBOBOI CHUCTEMH CJi OpaTd [0 yBaru Tmpu
(opMyITIOBaHHI CTpaTerii JTIKyBaHHS (OyMKA KOHCEHCYCY).

@®3T He mokaszaHa B Mepioj BariTHOCTI a00 TOyBaHHSA TPYJII0, a00 TaIll€EHTaM 13
3amymieHo0 GOpMOI0 3aXBOPIOBaHHS, KoJii 1maHciB Ha kopucTbh O3T mano. JlikyBaHHS
CJiI TPUNUHUTH Mall€HTaM 13 3arpo3JIMBUMH JUISl KUTTS MOOIYHUMHU pEaKIisiMHU,
OB’ sI3aHUMH 3 1H(]Y31€10, K1 HE KOHTPOJIIOIOTHCS AHTUTICTAMIHHUMM TperapaTaMu Ta
KOPTUKOCTEPOiIaMU (OYMKA KOHCEHCYCY).

TpancnanTaris

Ha MoMeHT HanucaHHs peKOMEHaaIliii He TPOBOAMIIUCS KOHTPOJIbOBAHI KITHIYHI
JOCIDKEHHS JJIs1 OIIIHKHU €(DEKTIB TpaHCIUIaHTAaIlli KICTKOBOTO MO3KY, TeMOTIOECTUYHHUX
cTOBOYpOBHUX KIJIITHH a00 MynoBUHHOI KpoBi y nanieHTiB 3 MIIC II tumy.
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3arajioMm TpaHCIIaHTallisi CTOBOYPOBHUX KIIITUH MOYKE€ MAaTH MEBHUN CIIPUSTINBUNA
BIUTUB Ha nepudepuuni o3Haku ta cumnromu MIIC II tumy. OnHak 3po3ymisnio, 1o
TaKWi Mmaxig He 30epirae 1 HE TMOKpaIlye HEBPOJOTIUHY (YHKIIIO y TAIlieHTIB 13
kKoo Gopmoro MIIC 1l Tumy, sSIKIo BOHM BXKE MalOTh O3HAKH HEBPOJOTIYHOTO
noripiieHHs.  JOBrocTpokoBi  epeKTH  TpaHCIJIaHTallli  KICTKOBOTO  MO3KY,
FEMOIIOCTUYHUX CTOBOYpPOBUX KJIITHUH a00 TMYNMOBHMHHOI KPOBI Ha HEBPOJIOTIYHY
GyHKIII0 y HarieHTiB 3 611b11 Jierkoro popmoro MIIC Il Tuny notpedyroTh moAaIbIIOro
BUBUYCHHSI.

[upoxkwuit cnextp BrtuBy MIIC II Ty Ha opraHi3M 1 TSKKICTh 0araTbox MposIBiB
03HAYalTh, 10 OLIBIIICTh MAIIEHTIB MOTPEOYIOTh 3HAYHOI MEAUYHOI Ta XIPyprivyHOi
MIATPUMKH, HABITh SIKIIO BOHU OTpuUMYIOTh P33T abo mpoWluIM TpaHCIUIAHTALIIO
cToBOypoBuX KiiTHH. KilIOuOBMMHU acmekTaMu MYyJbTUAUCIUIUIIHAPHOI TOTIOMOTH €
JIKyBaHHS CEPIICBO-CYy/IMHHUX, HEBPOJIOTIYHHUX, OYHUX 3aXBOPIOBAaHb, JIIKYBaHHS
3axBopioBaHb Ta aHomamid JIOP-opraniB, OOCTpyKIil AMXalbHUX INUIAXIB Ta
3aXBOPIOBaHb OMTOPHO-PYXOBOTO anapary.

2. Pexomenpanii moa0 JIKyBaHHSl Ji30COMAJBHMX XBOPO0 HAKONUYCHHS
nuIaxoM ¢epmMenTHOI 3amicHoi Tepamii B Maunaiizii, 2012 pik (Guidelines for
Treatment of Lysosomal Storage Diseases by Enzyme Replacement Therapy In
Malaysia, 2012)".

Ho cxBanenns y 2006 pomi pexomOiHaHTHOI (opMmH 1aypoHAT-2-cynbbaTazu
(imypcynedazu) y CHIA ta €C, nmikyBauus MIIC Il Ttumy, sk mnpaBuio, Oyio
CUMIITOMATHYHUM, BKJIIOYAIOYHM OPTONEAWYHI, OTOJAPUHTOJIOTTYHI, KapJi0JO0TIvHI,
pecmipaTopHl Ta HeWpoxipypriuni BTpydanHs. Ha Bigminy Bim MIIC 1 Tumy,
TPaHCIUIAHTALIISl TEMONOETUYHUX CTOBOYPOBHUX KIITHH HE 3ano0lirae Helipoaerenepanii
Ta He pekoMmeHaoBana s JikyBanHs MIIC 1T tuny.

Kpurepii npuitastHocTi 1151 O3T:

1. [lintBepmxennit  miarno3 MIIC I tumy. J[liarHo3 Moxe OyTu
MIATBEPKEHUM TpU  BIICYTHOCTI a00 HEAOCTAaTHOCTI AaKTUBHOCTI 1ypOHaT-2-
cynbdarasu B CHPOBATI KpOBI, JIeWKonuTax Ta/abo ¢iopobracTtax, a TakoX 3a
HasBHICTIO MYyTalllil TeHa iaypoHar-2-cynbdarasu, sKi, K BiIOMO, IPU3BOIAATH O
Cepro3HOro e(iuTy aKTUBHOCTI (DEPMEHTY.

2. TsKKICTh 3aXBOPIOBAHHS:

a) y maili€HTa BiJICyTHI a00 He3HauH1 KOrHITUBHI nopyuieHHs (1Q >70);

0) maiieHT MOBMHEH MAaTH MIHIMAJIbHHUM PIBEHb TSHKKOCTI 3aXBOPIOBAHHSA, 100
Oyt posrstHyTUM 17151 poBeaieHHss D3 T. [larienT moBMHEH MaTH IPUHANMHI OTHH 2060
JEKUIbKa MPOSIBIB 3 HABEJCHUX HIKYE:

- IOPYLIEHHS! JAMXaHHA YBl CHI: y MAIlEHTIB 13 YacTOTOK AaMHOE/TIMOMHOE >5
BUIIAJIKIB/TOJIMHY 3arajbHOr0 4acy CHy a0o0 OuTbII HIXK 2 Ba)KKi €mi30AM JAecaryparlii
(macuuenHs kucHeM <80%) npu JOCIHIKEHH1 HIYHOTO CHY;

- )KUTTEBA EMHICTB JiereHb MeHIe 80% Bij MPOTHO30BAHOIO 3HAYEHHS;

15https://www.moh. gov.my/moh/resources/Penerbitan/Perkhidmatan%200nG%20& %20Ped/GEN_RARE%20DISEASE%20/2._Guidelines_for_Treat
ment_of_Lysosomal_Storage_Diseases_by_Enzyme_Replacement_Therapy_in_Malaysia_.pdf
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https://www.moh.gov.my/moh/resources/Penerbitan/Perkhidmatan%20OnG%20&%20Ped/GEN_RARE%20DISEASE%20/2._Guidelines_for_Treatment_of_Lysosomal_Storage_Diseases_by_Enzyme_Replacement_Therapy_in_Malaysia_.pdf
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- muchyHKINS MioKapaa, Mpo IO CBIMYWTH 3MEHIIeHHs (pakmii BUkugy <56%
(HopManpHUHM miamazoH 56-78%) abo 3menmeHHs ¢pakiii ckopoudeHHs <25%
(HOpManpHUH miana3oH 25-46%);

- 0OMeXeHHSI Jliana3oHy pyXiB y cyriobax Ouibiie Hix Ha 10 rpaayciB Bil HOpMU
B IJIeYaXx, IIHi, CTETHAX, KOJIHAX, pyKaXx.

[TamieHTH 3 HE3HAYHUMH KOTHITUBHMMH TOPYIICHHSAIMU abo 0e3 HUX, sKi He
BIJIMOBIAAIOTh BUIIE3a3HAYCHUM KPUTEPIsIM, TOBUHHI TIepeOyBaTH IMiJ1 CUCTEMAaTUYHUM
CIIOCTEPEKEHHSIM 13 IIOPIYHUMHU OI[IHKaMHU, CIPSIMOBAHUMU Ha BUSIBJICHHS MOTIPIICHHS
KJIIHIYHOTO CTaHy. TakuM YWHOM, IT3HIIIE BOHU MOXYTh OyTH PO3IJISHYTUMHU JJIS
npoBeneHHa O3T.

Kputepii BUKIIIOUEHHS: MALIEHTH 3 HASBHICTIO 1HIIIOTO HEOE3MEYHOTO /ISl JKUTTS
TSKKOTO 3aXBOPIOBaHHS, HAa MPOTHO3 sikoro HaBpsn uu BiuimHe O3T; HasBHICTH
cepiio3HOro abo HEOOOPOTHOrO YpaKEHHS OpPraHiB, SKE HABPSAJ YW MOKPAIIUTHCS 3a
nonoMororo @3T; mnamieHTH 31 3HAYHUMHU TPYJHOIIAMH B HaBYaHHI Ta/abo
MPOTPECYIOUUM HEUPOIICUXOJIOTIYHUM MOTIPIICHHSIM; BiIMOBA MAIll€EHTIB a00 0C10, sK1
JOTJISAA0Th 32 HUMH, JOTPUMYBATHUCS IMOTH>KHEBOI BHYTPIIIHBOBEHHOI 1H(Y31MHOI
Tepamnii MpOTIrOM yCbOIO JKUTTS, SK peKoMeHaoBaHo komitetom @D3T Ta
3a0e3neuyBaTi PEryJsipHe CHOCTEPEKEHHS, MOHITOPUHT Ta OLIHKU CTaHy MAIll€HTa,
pekoMeHoBaHuX KoMmiteToM ®3T, 3 MeTOl OIHKH e()EeKTUBHOCTI JIIKYBaHHS Ta
YCKJIaIHEHb 3aXBOPIOBAHHS.

®3T moxkHa ckacyBaTu B Oy/b-sIKiil 13 HACTYIMHUX CUTYaIlil: SIKIIO y Talli€EHTa
PO3BUBAETHCS MPOTrPECyr0yYe HEBPOJIOTIUHE MOTIPIICHHS, 1110 BKAa3y€ HA BaXKy (hopmy
XBOpoOM XaHTepa; SKIO MAIll€EHT HE JOTPUMYETbCS Teparii, Ta HE MPOXOJUTH
peryJiipHY OI[IHKY CTaHy; SKIIO Yy TMallleHTa PO3BUBAIOTLCSA 1HIN HEMOB’s3aHi
3aXBOPIOBAHHS/CTAHHU, 1110 3arPOXKYIOTh KUTTIO, a00 Ba)KKi 3aXBOPIOBAHHS/CTAaHHU, SIKi
MOXYTb CKOPOTUTH MOTO/ii TPUBAIICTH KUTTS Ta AKICTh KUTTA, IPU SIKUX BIH/BOHA HE
otpuMae kopucti Big O3T pis mikyBanust MIIC 11 Tumy; AK110 y naii€eHTa po3BUBAETHCS
YCKJIaJHEHHS, 110 3arPOXKY€ KUTTIO, SIKE MOKE IMOCTABUTHU 1] 3arpo3y €(PEeKTUBHICTh
a00 kopucTh Bi npoaosxkeHHss O3T, BKIroyaroun cepiio3Hi MoO14HI peakilii, Mo’ sa3aH1
3 1H(}Y3i€0, SKI HEMOXIUBO TOMEpeaUTH ab0 KOHTPOJIIOBATH 3a JIOMOMOTOIO
BIJIMTOBITHOT TIOTIEPEIHBOT Teparii Ta/ab0 KOpPHUTYyBaHHS MIBUIAKICTh 1H(Y3il; SKIIO Y
nalji€eHTa PO3BHBAIOTHCSA HE3BOPOTHI a00 CEpHO3HI, IO 3arpoXXylTh KUTTIO
yceknaaaeHdss MIIC II tumy, nonansima @3 T He nmpuHECE KOPHUCTI.

3. HauioHaibHu NPOTOKOJ IOAO JIarHOCTMKH Ta JIKYBaHHS
MyKomnoJiicaxapuao3is, HanioHajibHe ynpasjiHHSIM OXOpoHHM 310poB'ss Dpanuii,
2016 pik (Protocole National de Diagnostic et de Soins, PNDS:
Mucopolysaccharidoses, 2016).

depMeHTHA 3aMicHa Tepamis

[Tammientam 13 giarHozom MIIC II Tumy mnokazanuii mpuiiom iaypcyiibdasu,
PEKOMEHI0BaHa J03a CTAaHOBUTH 0,5 MI/KI/THXKIEHb.

EdextuBHicTh imypcynbdazu Oyna mATBEpIKEHA TECTOM 6-XBUIIMHHOI XOABOM,
3MEHIIEHHSIM 00 €My CEJE31HKU Ta TMEYIHKH, 4aCTOTOK pecrmipaTopHuX iH(ekiii Ta
3HIDKCHHSIM €KCKpeIlli TJIFOKO3aMIHOTIIIKaHIB 13 cedero. 3 1Hmoro 00Ky, pepMeHT He

10
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MPOXOJIUTH Yepe3 reMaroeHnedanigyauii 6ap'ep, 1Mo mepenIkoaKkae Horo Aii Ha piBHI
I[MHC, 3 mporpecyroyuM 3aroCTpEHHSIM HEBPOJIOTIYHUX PO3JIA/IIB, ICUXIYHUX PO3JIAIIB 1
PO371a/1iB TOBEIIHKH, SIK1 YaCTO € BAXKKUMHU.

Tpaucruragrartist remornoeTnyHux ctoBOyposux kimtul (TT'CK)

Haiiuactime TI'CK 3actocoByethest npu Tskkid ¢dopmi MIIC 1 tuny (xBopoOa
I'ypnepa). [lpu inmux tunmax MIIC (I, II, IV, VI) nokazanus no TI'CK noBunHO
00rOBOPIOBATUCS B KOXXKHOMY OKPEMOMY BHUIAJKy Ha paHHIX eTamax AiarHOCTHKU
Komitrerom 3 TepaneBtuunoi ominku MIIC (Comité d’Evaluation Thérapeutique des
Mucopolysaccharidoses, CETMPS).

TI'CK moxkHa KoHTpositoBaTH 3a gonomoror ®3T, gKy po3NMOYMHAIOTH MiCIs
BcTaHOBJIEHHs JiarHo3y nepen TI'CK Ta npoaoBxkyrOTh 10 BIAHOBJICHHS 3aJ0BIIBLHOT
(bepMEeHTaTUBHOI aKTUBHOCTI.

4. JliarHOCTHKA Ta CIIOCTEPEKEHHA 32 MALIEHTAMHU 3 CHHAPOMOM XaHTepa B
Icnanii: koHcencyc 3 Bukopucranaam meroay Delphi, 2018 pik (Diagnosis and
follow-up of patients with Hunter syndrome in Spain: A Delphi consensus, 2018)'°,

KoncynbratuBHa rpyna 3 5-tu ekcrnepTiB IcnaHcbkoi poOouoi rpynu Hunter
MEpErJIsiHyIa KIIOYOBl JTOCHIIKEHHS, po3po0uiia aHKeTy Ha OCHOBI MOJHU(IKOBAHOTO
metony Delphi, Hasgicnana ankeTy oOpaHuUM eKciepTaM Ta meperisiHyiia Bianosiai. Ha
OCHOBI PE3yJIbTATIB, KJIIOYOBHUX JIOCIIKEHb, KIIHIYHOTO JOCBIAY €KCIEpTHA Tpyma
pO3po0OMIIa pEKOMEH IAIII1 11010 IarHOCTHUKH Ta CIIOCTEpeKeHHS 3a namieaTamu 3 MIIC
Il Tumy, a Takox pexomenparii moao O3T.

Pexomennaiii moao ®3T micis BCTaHOBIICHHS A1arHO3Y:

e (CpoeuyacHa @3T Moke 3MIHUTH TIEpeOIT 3aXBOPIOBAHHS.

e [lamienTy Ta/abo O6arbkaMm 4u ocoOaM, siKi 31MCHIOIOTH JIOTJISIA, CH1J HAaJaTH
YCHY Ta MUCBbMOBY 1H(popmaIrito 1mojao Hachiakie ®3T, MoxauBux edexTiB Ta
00CTaBHH, NPU BUHUKHEHH] SIKUX 11 CJI1J1 IPUITUHUTH.

e Posnouaru @3T BapTo naiieHTaM 13 JIETKUM TIepeOiroM 3aXBOPIOBAHHS.

Poznouatn @3T BapTo maiieHTaMm i3 TSHKKAM (DEHOTUITIOM.

e He moumnaiite @3T, Km0 MNalieHT Mae AyXKE€ TOKKI HEBPOJIOTIYHI
3aXBOprOBaHHS, OCKLIbKH @3T He moKpammTh X CTaH.

e [loTpiOHO HajaBaTH TEHETUYHI KOHCYJIBTAIIIT Ta TPOBOJUTH CKPUHIHT pOIUYAM
NAI[IEHTIB, K1 PU3HKYIOTh OyTH HOCISIMH.

Pexomennaiii mono @3T mix gac cmocTepekeHHS:

e He npununsiite @3T y maiieHTiB 3 JETKUM NEpe0iroM 3aXBOPIOBAHHS.

® V TMali€HTIB 13 TSKKUM TepeOiroM 3aXBOPIOBAHHS HEOOXITHO MEPioJUYHO
pOBOUTH OIIHKY edekTuBHOCTI D3T.

e PedepeHc-1ieHTpH IS JIOPOCIMX TOBHHHI TIPOJOBXKYBAaTH JIOTJISAJ 34
Mall€HTaMH.

PerionanbHi/HallOHAIBHI KOMITETH €KCHEpPTIB MOBUHHI OILIIHIOBATH MOKa3aHHS

1010 3actocyBanHs @3T Ta mogabii 3axoau o0 3actocyBanHs O3T.

'6 https:/pubmed.ncbi.nlm.nih.gov/30024503/
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5. KoncencycHa no3uisi moao aiarnocruxku ta jgikysanusa MIIC 11, Kanana,
2022 (Canadian Consensus Position Statement for the Diagnosis and Management of
MPS 11, Canadian MPS Society, 2022)"".

Pexomenoayii wooo gpepmenmmno 3amicnoi mepanii npu MIIC I muny

Vi nanientu 3 MIIC II tumy, siki He MarOTh HEBPOJIOTTYHUX ypaXKe€Hb, TOBUHHI
nikyBarucs O3T ixypcynbdazoro.

[TamienTH, SKUMX Ha MiJCTaBl aHali3y MyTallid Ta/ab0 aHaMHE3y pPOJWYIB, SKI
paHille XBOPLJIM, BBAaXAIOTh TAKUMH, IO MAaIOTh TSDKKUM (DEHOTHUI, MOXYTh OyTH
po3rsiHyTi [uist ikyBaHHs O3T B inauBinyanbHoMy Bunaaky. @3T B 1iit rpyni MokHa
PO3IUISIaT HA PaHHIX CTaAisX 3aXBOPIOBAHHS J0 MOYATKy CEpHO3HUX HEBPOJOTTUHHUX
nopyueHb. Heo0x11HO 4iTKO 0OrOBOPUTH 3 POJMHOIO BiACYTHICTh epekTuBHOCTI D3 T
npu 3axBoproBaHHsAXx [HHC Tta ouikyBanus, mo ®3T Oyne npunuHEHO, KOJIH Oyne
BHSBIICHO cepiio3He 3axBoproBanHsa [{HC.

JIixyBaHHS CJIiJ] HOYMHATH SIKOMOTa paHille IPH BUSBIECHH] 3aXBOPIOBAHHS.

JHo3a igypcynbda3zu mnoBuHHa Oytu 0,5 MI/KT Macu Tija, SIKy BBOJISTH
BHYTPIIITHHOBEHHO IOTYIKHSI.

JlikyBaHHSI TOBUHHO TIPOBOJUTHUCS B MEANYHHX 3aKJIagax Ta IEHTPax 3 JOCBIIOM
Ta 3HaHHAMU 111010 BeaeHHs mnamienTiB 3 MIIC II tuny ta ®3T abo mijg iX MUILHUM
HarysoM. JlomamrHs iH]y3iitHa Teparis MOKe po3MJIsiIaTucs yepes 3-6 MICSIIIB, SIKIIO
He OyJ10 MOOIYHMX peakiiiid, MOB’I3aHMUX 3 IHPY3IETO.

[Touatky Tepamii Mae TmepemyBaTd peTelibHa 0a30Ba OIlIHKA Ta BCTAHOBJICHHS
YITKUX I[IJIeH pe3yabTaTy JIKYBaHHS 3 METOK 00’ €KTUBHOI OIIHKHM €(EKTY JIIKyBaHHS.

Posnouatn @3T noTpiOHO marieHTam, SIKIO:

- JIOKYMEHTaJIbHO MiATBepKeHo OioxiMiuHuX aiarno3 MIIC 11 tumy;

- BIK MALI€HTA J0 5 POKIB;

- TMAILIEHT cTapiie 5 POKIB 3a PIMICHHSIM KIIHIIUCTA, MICas OOrOBOPEHHS 3
OaThbKaMu, 3aJIEIKHO BiJl CTaJlii 3aXBOPIOBAHHS.

@3T nporunoka3aHa 3a TAKUX 0OCTaBUH:

- Baxkka ¢popma abo 3anyuieHuit MIIC 11 tuny, konu @3T HaBpsiA YU TONOMOKE;

- 1HIII 3aXBOPIOBAHHS, 110 3aTPOKYIOTh JKHUTTIO;

- BariTHICTh Ta MEPioJ rOAYBaHHS IPYIIIO.

Kpurepii, npu sxkux notpioHo npunuant O3T:

- TPOTPECyBaHHS HEBPOJOTIYHOTO ab00 COMATHYHOTO 3aXBOPIOBAHHA 10 TaKOl
MIpH, IO 32 TOTOKEHHSM JIiKaps Ta OaThbKIB BBAXKAETHCS, III0 BOHO O1JIbIIIE HE
nignaerbess O3T (Hampukiag, BCTAHOBJICHHS TaCTPOCTOMHU 4Y€pe3 HE3AATHICTh
KOBTAaTH Ta/a0o0 Malli€HT Y BEreTaTUBHOMY CTaH1);

- PO3BHUTOK IH(PY3IMHUX peakiliil, 10 3arpoKylOTh XUTTIO Ta HE MIIAAIOTHCA
CTaHJApTHIN Tepamii;

- HasIBHICTb CYMYTHBOI'O BaXKKOTO JAiarHosy, npu skomy ®3T He Mmatume edexry.

Xoua O3T Oyna ocHoBHUM MeToioM JikyBaHHss MIIC II tumy, Hapasi gocTymHi
a00 BMBYAIOTHCS 1HII METOAHU JiKyBaHHs. Lli anpTepHaTBU BUMararoTh MOAaNbIIOTO

7 https://www.mpssociety.ca/wp-content/uploads/2022/02/MPS-I1.Consensus.d1 1.June11_compressed.pdf

12


https://www.mpssociety.ca/wp-content/uploads/2022/02/MPS-II.Consensus.d11.June11_compressed.pdf

loypcynvgpasza ona nikysanns nayieumis 3 mykonoaicaxapudoszom Il muny, 01.09.2022

BHUBYCHHS /I BCTAaHOBJICHHSI Oe3leku Ta €(PEKTUBHOCTI, BOHH MOXYTh MaTH TEBHI
nepcrnektuBd npu JikyBaHHi ypaxkenHa [IHC mpu MIIC II tumy — motpeOwu, sika B
nanuii yac HezanoBosieHa P3T. Jlo takux meroniB BimHociaTh TI'CK, iHTpaTexambHy
@®3T ta ®3T 3 xumepuumu Oinkamu (fusion proteins).

JlomaTkoBO YIOBHOBaXKEHHWM oOpraHoM 3 jaepkaBHoi OMT Oyio 3HalijaeHO
pexomenaaunii Jlemapramenty oxoponu 310poB’ss ABcrpadii 3a IIporpamoro
“Jlikn, o PATYIOTH KUTTA” — MykonoJricaxapuao3 Il tumy, 2018 pik (Life Saving
Drugs Program — Mucopolysaccharidosis type II (MPS II) — Guidelines)'®,.

11 pexomeHnalii MiCTATh 3arajabHi, TOYaTKOB1 Ta MOTOYHI BUMOTH III0JI0 JOCTYITY
no aikyBanHs MIIC Il tuny y pamkax nporpamu “JIiku, 10 pATYIOTb XKUTTS (Iajdi —
[Iporpama).

Hapaszi nikyBanns MIIC II tumy 3a nepxaBHl komTh B pamkax IIporpamu
MPOBOAUTHLCS OJHUM IPENnapaToM — 11ypcyibda3zoro.

[lamieHT MOBHHEH BIJAMOBIAATH yMOBaM (piHAHCYBaHHA, 1100 MaTH IPaBO Ha
noctyn Ao jgikyBanHs MIIC Il tumy 3a aepskaBHi KomTH y pamkax IIporpamu.

3rifHO 3 BUMOraMH HAaII€HT IIOBUHEH: BIAIIOBIAATH ITOYATKOBHUM 1 ITOTOYHHM
KpUTEPIsIM NPUWHATHOCTI, IO 3a3HAYEHl y JAaHUX PEKOMEHJallisX; OpaTh y4acTh B
OIIHII e(pEeKTUBHOCTI Mpenapary MUIISXOM IMEPIOJANYHOT OLIHKK 3TAHO 3 JaHUMU
peKoMeHaliaMu, ab0 MaTu MPUUHATHY NMPUYMHY HE OpaTh ydacTh y TMEploJuyHIN
OIIHI[; HE CTPaXIAaTH BiJ OYIb-IKOTO IHIIOTO 3aXBOPIOBAHHSA, BKIIOYAIOUU
ycknaaaeHHs: abo nHacmigku MIIC II Tumy, siki MOXYTh TMOCTABUTH TIiJ| 3arpo3y
e(eKTUBHICTh METUKAMEHTO3HOTO JIIKYBaHHS.

Kpurepii BUKITIOUEHHS: TAIIEHTH 31 3HAUHUMH TPYJIHOIIAMHU B HaBYaHHI Ta/abo
HEHWPOMATUYHUMHU 3aXBOPIOBAHHSMM, IO BKa3yloTh Ha Baxky Gopmy MIIC II tumy;
MalI€HTH 3 HASBHICTIO 1HIIOTO HEOE3MEYHOTr0 ISl )KUTTS a00 TSYKKOTO 3aXBOPIOBAHHS,
Ha JOBIOCTPOKOBUHM MPOrHO3 sIKOro HaBpsn 4 BruimHe D3T; HasSBHICTH 1HIIOTO
3aXBOPIOBAHHS, BiJ SKOTO MOXKHa Oyj0 O OOIPYHTOBAHO OYiKyBaTH, IO L€ MOXKE
MOCTaBUTH TiJ 3arpo3y epekTuBHICTh D3T.

Hiarno3 MIIC II Tuny noBuHeH OyTH MIATBEPIKEHUN IEMOHCTpAIE0 Ae]iuTy
aKTUBHOCTI (epMEHTy I1aypoHaT-2-cynbdara3u B JelKkoruTax ab0 BUSBICHHSIM
MyTalIlii, 10 CIPUYHUHSE 3aXBOPIOBAHHS.

[TouatkoBi KpuTepii npuitHATHOCTI. [lalieHT MOBMHEH MaTH MPUHAWMHI OJIHE 3
HactynHux ycknaanenbs MIIC Il tumy, o6 MaTu npaBo Ha JIiKyBaHHS 11ypcynib(a3oro:

e [lopyuieHHsl nUXaHHS YBI CHI: y MAlll€HTIB 13 YaCTOTOIO amHOE/TIMOMHOE >5

BUIAJKIB/TOIMHY 3arajbHOro 4acy cHy a0o OuIbIl HIXK 2 BaXKKl €mi301u
necatyparii (HacuueHHs1 kucHeMm <80%) mpu TOCIIPKEHHI HIYHOTO CHY.

e JKurreBa emHICTh JiereHb MeHIIIe 80% BiJ] TPOTHO30BAaHOTO 3HAYCHHS.

o JluchyHkiiga Miokapiaa, Mpo MO CBIAYUTH 3MEHIIEHHS Ppakiii BUKUILY <56%

(HOopMasibHUE fianma3oH 56-78%) abo 3MeHiIeHHs (pakiiii ckopoueHHs <25%
(HOpMaibHM Alana3oH 25-46%).

'8 https://www.health.gov.au/resources/publications/lsdp-mpsii-guidelines
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o OOMexeHHS Jiana3oHy pyxXiB y cyriobax Ouibiie Hix Ha 10 rpaayciB Big HOpMU
B IUI€YaX, IIHi, CTErHaxX, KOJiHAaX, PyKax.

e JlikyBaHHA MOXe OyTH HaJaHE HEMOBJIATAM Ta JITAM J0 5 POKIB, SKi I HE
MAaIOTh MIPOSIBIB CHMIITOMIB, 1110 BIIIOBIIal0Th 1HIIIUM KPUTEPIsIM IPUHHATHOCTI,
axio 0yB niarHoctoBanuit MIIC Il Tuny, HanpukIIa, MIJIIXOM T€HOTUITYBaHHS,
3 YITKUM TPOTHO30M TIPOTpPecy 3axBOPIOBaHHA, ab0 SKII0O Ha OCHOBI
MIpOTrpecyBaHHs XBOpoOM OpaTa ab0 cecTpd MOXHA Iepe0aYuTH TIKKE
3aXBOPIOBAHHS.

[TocriitHi KpuTepii npuiHATHOCTI. JIIKyrOUni JTikap MOBUHEH IMOPOKY /10 1 TpaBHS
nojasaTH 10 [lenapramMeHTy OXOpOHHM 3/10pOB’s ABCTpalii okpemy (hopmy MOBTOPHOI
3asiBH, SIKIIO BIH Oaxkae, 1100 NAaIll€EHT MPOJOBXKYBAaB OTPUMYBATH JIIKYBaHHS 3a
JepkaBHI KomTH B pamkax IIporpamu. @opmMa mNOBTOPHOI 3asgBU  Mae
MIPOJIEMOHCTPYBATH KJIIHIYHE MOJIMIIECHHS CTaHy NalleHTa ado cTadum3aliio CTaHy
TMaii€eHTa, a TakoX MOBUHHI OyTH HaJlaHi JOKa3H, 110 MiATBEPKYIOTh OCTIHHE MPaBO
Ha jikyBanHa MIIC II tumy.

JlikyBaHHS 3a JAep:kaBHI KOmTH B pamkax [IporpamMu mMoxe mpoaoBKyBaTHCH,
SKIIO HE BUHUKAE OJIHA a00 KIJbKa 3 HACTYNMHUX CHUTYaIlili: HEJOTPUMAaHHS JIIKYBaHHS
HAJICKHUM YWHOM; HEHAJaHHS JaHUX, KOIMIM pe3ynabTaTiB TECTy Ta EJIEKTPOHHOI
tabmuii Excel mamienta 3 MIIC 11 tumy, 1mo miaTBepIKyl0Th €(EeKTUBHICTh Teparii;
Tepamisi He mojerimrye abo He cTalimi3y€e MOYAaTKOBI CHMIITOMHU 3aXBOPIOBAHHS; Y
narieHTa € Cepio3Hl MOOIYHI peakiiii, MoB’s3aHl 3 1H(Y31€0, SKUM HEMOKIUBO
3amo0IrTH TUIAXOM BIJMOBITHOT Teparii Ta/abo0 KOpUTyBaHHS HIBUIKOCTI 1HQY3Ii; y
narieHTa 3 SBISIOTHCS 3HAYHI TPYAHOINI 3 HAaBYaHHSAM Ta/ab0 HEBpPOMATUYHI
3aXBOPIOBAaHHS, 0 BKa3ylOTh Ha BaxXKy (hopmy MIIC Il tuny; y maiieHTa pO3BUBa€THCA
1HIIIe HEOE3MeUHe ISl )KUTTS a00 TSHKKE 3aXBOPIOBAHHS, HA JIOBTOCTPOKOBUM MTPOTHO3
AaKoro HaBpsA uu BimmHe O3T; y naiieHTa po3BUBAETHCS THIINI MEAUYHUN CTaH, SIKAN
MO>K€e MTOCTaBUTH M1 3arpo3y BianoBias Ha @3 T; yMOBH, 110 TepepaxoBaHi y KPUTEPIsIX
BUKITFOUCHHSI.

Y mmcti yrounenni MO3 Vkpaiau Big 20.06.2022 Ne25-01/13739/2-22 nns
npoBeneHHss aepxkaBHoi OMT JI3  igypcynbgasza 3ampornoHOBaHI — HACTYIHI
kommapatopu: TI'CK ta Halikparia miaTpuMyroda Tepamisi. Y TOBHOBAXEHUM OPTaHOM
3 nepxkaBHoi OMT mnpoBeneHo ABI cTpaTerii MONIYKY 3 METOI OLIHKH KJIHIYHOT
edekTuBHOCTI Ta Oe3meku ixypcynbdaszu mnopiBHsHo 3 TI'CK Tta Halikpaiioro
HIATPUMYIOUOIO TEPAII€IO.

YnoBHOBaxxeHUM opranoM 3 jepkaBHOi OMT 31iliCHEHO TMOITYK BTOPHUHHHX
JOKEpeN JI0Ka30BUX JaHUX I0JI0 MOPIBHSJIBHOI KIIHIYHOT €()EKTUBHOCTI Ta O€3IeKu
imypeynbdazu ta TI'CK nns mikyBanns naunieHtiB 3 MIIC II tuny y 0a3zax manux
PubMed, The Cochrane Library database, Trip Database.

KainiyHe muTaHHs: BUBYUTH KIIHIYHY e(PEKTUBHICTh Ta Oe3mneKy iaypcyiabdazu
st mikyBa"Hst MIIC II tuny (xBopobu XaHTepa) y naiieHTiB Oyab-sSKOT0 BIKY.

HocaimxyBana nomyasinisa — narienty 3 MIIC 11 tumy.

JocaipzkyBaHuii JikapcebKkuii 3acié — i1ypcynbdasa.
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Komnaparop — TTCK.

OcHOBHI J0CaiI:KyBaHi pe3yJbTaTH — JUHAMIKa TEMIIB (PI3UYHOTO PO3BUTKY
(3picT, Maca Tiia); OIIHKA €KCKpeIlii TJIFOKO3aMiHOTJIIKaHIB; OIIHKA 3MIiH MarHiTHO-
pe3onancHoi Tomorpadii (MPT) roioBHOro Mo3Ky, HEHPOKOTHITUBHA OITIHKA.

Poxu myOmikartiid 3 2010 poky mo 2022 pik, MOyk JgiTepaTypu 0yB 0OMexeHUH
AHTJIOMOBHUMHU CTATTAMHM Ta MOBHOTEKCTOBUMH yOikaiisimu. Kpurepii BKJI0YeHH:
CUCTEMaTU4HI OIIIAM Ta/abo MeTa-aHali3u PaHJOMI30BaHUX KOHTPOJIbOBAHHUX
JOCIIIKEHb, MPOCIEKTUBHUX Ta PETPOCIHEKTUBHUX OOCEpBalIMHUX AOCTIHKEHb 3
BUBYCHHSM €(DEKTUBHOCTI Ta O6e31eKu 11ypcyiibdasu nopiBasHo 3 TI'CK nys nmikyBaHHS
nanienTiB 3 MIIC II tuny. Kpurepii BUK/IIO4YeHHSA: TOCHTIKEHHS (hapMaKOKIHETUKU
Ta ¢dapMakoJAMHAMIKH, JOKIIHIYHI JOCTIKEHHS, IOCHII)KCHHS, OIyOJIIKOBaHI HE
aHrmiiicekoro MoBow. KiumowoBi cioBa momyky: mucopolisacaridosis type 2,
mucopolisacaridosis type II, MPS II type, Hunter syndrome, Iduronate-2-Sulfatase
Deficiency, enzyme replacement therapy, ERT, idursulfase, Hematopoietic stem cell
transplantation, HSCT, transplantation. 3actocoByBanuck ¢iabTpu: Meta-analysis,
Systematic Review, Free full text, Full text, English.

VY pe3ynbTati NOUIYKY Y BIAKPUTOMY JOCTYIIl HE OyJIO BUSABJICHO CUCTEMAaTHYHUX
orjsifiB Ta/abo MeTa-aHami3iB, fAKI O JOCHiIKyBaiu €QEKTHBHICTh Ta Oe€3MeKy
imypeynbdaszu nopisasiHo 3 TI'CK mis nikyBanHs narienTis 3 MIIC II tumy.

JIJist moIyKy TEpPBUHHUX JDKEpEN JNOKA30BUX MaHMX (KIIHIYHUX JOCIIIKEHD)
MOPIBHSUTHHOI KJIIHIYHOT eeKTUBHOCTI Ta 0e3neku inypeynbdaszu (O3T) ta TI'CK ms
mikyBanHs mamieHtiB 3 MIIC 11 Oyne-sikoro Biky Oynu 3MiHEHI KpHUTepii
BKJIFOUCHHSI/BUKIIFOYEHHS Ta (QIBTPH, IO 3aCTOCOBYBAJIMCH Y TOIIYKOBI cTpaTerii. 3a
pe3yJbTaTaMu MPOBEICHOIro MoIIyKy Oyio 3HaiiaeHo 18 myOmikarii. [licist BUUUTKH
3aroJIoBKiB Ta aOCTpakTiB Ta MEPEBIPKM BIAMOBIAHOCTI MyOIKalii KITHIYHOMY
MATAHHIO JJISl TOAAIBIIIOTO aHami3y OyJio BiIOpaHo 2 myOmiKarii:

- Kubaski, et al., 2017 “Hematopoietic stem cell transplantation for patients with

mucopolysaccharidosis type I1I"'%;

- Patel, et al., 2014 “Impact of enzyme replacement therapy and hematopoietic

stem cell therapy on growth in patients with hunter syndrome”?’.

MeToto peTpoCneKTUBHOTO AOCHiKeHHs Oyio ominuTH edektuBHicTh TI'CK Ta
@®3T y mamientiB 3 MIIC 11 tumy Anowii, mopiBHiotoun 3 qanumu namienTtis 3 MIIC 11
tuny, skuMm Oyna nposeneHa TI'CK, 3a pedynpraTamu 19 omyOaikoBaHUX JOCHIKEHb
(Kubaski, et al., 2017 ).

Hani npo 146 nartienTis, sskum Oyna nposenena TI'CK Oynu 3i0pani 3 27 HOBHX
Buma ikiB (mamieHTiB Anowii, skum nposenu TI'CK 3 2005 o 2012 pp.) 1 119 nartienTis,
pe3ynbTaTH JIKYBaHHS sIKUX Oyiu omyOsikoBaHi Mixk 1984 12016 pokamu. Lli namientu
nopiBHioBasiMca 3 51 marientoM, sikum npoBoguian P33T Ta 3 15 HenmikoBaHUMU
nanientamu fnonii. Cepenuniii Bik npu nposeaeHHi TI'CK cranoBuB 5,5 pokis.
HeoOxinHo 3ayBakutu, 1o npu Baxkkomy ¢enoruni MIIC Il tuny y namienta HasiBH1

1% https://pubmed.ncbi.nlm.nih.gov/28673849/
20 https://pubmed.ncbi.nlm.nih.gov/25061571/
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KOTHITUBHI OPYIIEHHS, TPH 0C1a0aeHOMY (PEHOTHI KOTHITUBHI MOPYIIEHHS BIACYTHI,
X0y4a JesKl Mall€eHTH MOXYTh MaTH CEpHO3HI COMAaTUYHI MPOSBH.

[ToBcaxaenHy xutTemisuibHICTE (ADL - Activity of daily living) ominroBamu y
nauieHTiB 3 BaxKKuM (peHotunom: y 22 narieHTiB 3 @3T+TI'CK, 35 narmienris 3 ®3T
1 mopiBHIOBaJIM 31 142 KOHTPOJbHMMH OCOOaMHU BIJMOBIAHOTO BIKY 3a JOTOMOTOIO
onuTyBaibHUKa ADL.

PiBui rmiko3aminormikaHiB ([CAI) aHamizyBanm 3a JIOMOMOIOKO  PiIIMHHOL
XpoMoTtorpadi-TaHIeMHOI Mac-CHEKTpOMEeTpli y 3pa3kax KpoOBl1 BiJ MAaIll€HTIB, IO
orpumyBanu O3T+TI'CK, ®3T ta naiieHTiB, K1 HE OTPUMYBAJIM JIKYBaHHS, a TAKOXK
KOHTPOJIBHOT TPyHu BIAMOBIAHOTO BIiKYy. JloBroctpokoBi pe3yinbraté MPT Oynm
nociimkeni y 13 nmamienTis (6 3 3T ta 7 3 ®3T+HSCT). Pini Al 1 nokaznuku ADL
oIliHIOBaJM 3a t-kputepieM CThloJIeHTa Ha piBHAX 3HauyniocTi 0,05.

Cepenni 3aranpHi nokasHukun ADL nis mamieHTiB 13 ocnabieHuM (PEeHOTUIIOM
OyJiu MOPIBHSHI Mk 2-Ma TpylaMu Ta cTaHoBwiIM 55 + 7 y naiienTiB 3 ®3T (n=20) ta
58 y mamientiB 3 @3T+TI'CK (n=2), mo mnoscHioercss M, 1mo ADL ictotHO He
3MIHIOETHCA Y MALIEHTIB 3 0CJIA0IEHUM (PEHOTUIIOM, TOMY JIIKYBaHHSI HE Ma€ 1ICTOTHOTO
edexry.

[Toxazuuku ADL 15 mami€eHTiB 13 TSHKKUM (PEHOTUIIOM OyJIM 3HAYHO HIDKYUMU: 3
+ 3 14 Mali€eHTiB, SIKI HE OTPUMYBAJIM JiKyBaHHs (n=2), 15 £ 12 ayis maiieHTiB, sKi
orpumyBanu 3T (n=36) 128 + 11 nns mamienTis, ki otpumyBasii ®3T+TI'CK (n=22).
Xoya o0mIBa JIKyBaHHS Jajdu BUIII MMoka3Huku ADL, HIX JaBa HETIKOBaHI IMAIIEHTH,
HU3bKa KUTbKICTh HEJIIKOBAHUX MAII€HTIB Y JOCTIHPKEHH] YHEMOXKIIUBIIIOE CTATUCTUYHE
MOPIBHSHHS MDK JIIKyBaHHSM 1 BIACYTHICTIO JiKyBaHHS. Ockinbku ADL 3MiHIO€TBCS
3aJIeXKHO BIJ BiKy, moka3Huku ADL Oynu HOpManizoBaHi 10 KOHTPOJIbHOI TPy
BIAMOBIAHOTO BIiKYy. lle 03BONMIO TOPIBHSATH BCIX TAllIEHTIB, SKI OTPUMYBAIU
JIKyBaHHS, 1100 OTpUMaTy OUIbII HaAliHE CTATHUCTUYHE TMOPIBHSHHS JIBOX METO/IIB
JIKyBaHHs. 3arajibHi HOpMaJli30BaH1 MOKa3HUKH OyJIM 3HAYHO BUIIMMHU Y MAIIEHTIB, SIK1
orpumyBanu O3T+TI'CK (p<0,0005) nopiBusiHo 3 nume 3T (51+21% ta 27+£22%,
BiMoBIAHO). [lokaznuku y mamientiB 3 O3T+TI'CK Oynu 3HaYyHO BUIIUMH, HIXK Y
narnienTiB 3 ®3T, y Bcix Tprox obmacTsax (pyx: p<0,00001; pyx Ta KOTHITUBHI (DYHKIII:
p<0,001; xornitTuBHi ¢yHKIii: p<0,05; BiAMOBIIHO).

Piui I'AT" BumiproBanu y 15 nenikoBanux naiienrtis 3 MIIC 11 Tuny, y narienris
3 ocmabneHuM ¢enorunoM (20 mamientiB JikyBanuch ®O3T, 2 marieHTaM TpOBETH
O3T+TI'CK) Ta y mamienTiB 3 BaxkuMm perorurnom (31 mamient mikyBanucek O3T, 20
namientaM npoenmu O3T+TI'CK) ta B koHTponpHMX 3paszkax (n=115, He3miHeHi
KOHTPOJIbHI 3pa3KH).

VY nauieHTiB 13 TKKUM (penotunom, ski otpumyBasin O3T+TI'CK Oynu Hmk41
piBHI nepmaTtancyibdary (p<0,0001), Hixk y Tux, siki orpumyBaiu juiie 3T, ogHak
Opu JBOX TIAXO0JaX A0 JIKYBaHHS 3aJIMIIAIKCS BCE OJHO BHUIIMMM, HDK PIBHI
KOHTpOoJbHOT TpynH (p<0,0001).

PiBHi remapancynbsdary HS-0S y marieHTiB, siKi OTpUMyBajdu JIKyBaHHS, OyJu
TaKOX 3HAYHO HWIKYMMHM, HDK y TIALIEHTIB, sIKI HE oTpuMyBaju JikyBaHHs (p<0,0001)
HE3aJeKHO BiJ (eHoTury. Y MAIl€HTIB 13 TOKKUM (PEHOTHNOM, SIKI OTPUMYBAIU
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O3T+TI'CK 6ynu Hmx4i piBHI renapancynbdary HS-0S (p<0,005), HiX y maii€eHTiB,
axi orpumysanu juie O3T. Pieai HS-0S y narieHTiB, ki OTpUMyBaIH JIIKYBaHHS, HE
BIJIPI3HSUTHCS BiI KOHTPOJIHUX, aJie 3aJUIIAMCS 3HAYHO BUIIMMHU VISl TAIIEHTIB, SIK1
orpumMyBaiu e O3T (p<0,0001).

VY namieHTiB 13 TsOKKUM  deHoTtunoM, siki orpumyBanu D3T+TI'CK piBHi
MOHOCYIb(hAaTOBAHOTO KepaTtaHcynbdatry (mono-KS) 6ynu vkl (p<0,005), HIX y THX,
xT0 oTpumyBaB Jiuie @3T. PiBH1 MOHOCYNIb(paTOBaHOTO KepaTaHCcyab(hary (mono-KS)
y HaII€HTIB, K1 oTpumyBaiu JikyBaHHs (P33T ado @3 T+TI'CK), 3anummanucs BULIMMH,
HIXK piBHI KOHTpOJIbHOT rpynH (p<0,0001).

Pesynbratt MPT rojioBHOro MO3Ky 3 IHTEpBAJIOM IPHUHANMHI 2 POKH OyiH
noctynHi nasi 13 marientiB (6 otpumyBanu ®3T ta 7 — O3THTT'CK). Cepen 3-x
MaLI€HTIB 3 0ociabiaeHuM (peHotunoM, siki otpumyBanu 3T 7, 8 ta 9 pokiB Ta 3-x
MAaLI€HTIB 3 BAXKUM (eHoTurnom, siki orpuMyBand O3T moHan 5 pokiB, ypakeHHs
rOJIOBHOTO MO3KYy a00 moripuimiincs, abo He mokpanpuiics 3 yacom. Ha BigMiHy BiJ
nauieHTiB, ki orpumyBanu P3T, y mamieHTis, ski otpumyBamu TI'CK, Oymu abo
cTabimizailisi, a00 MOKpaIIeHHs YpaKEHHS TOJIOBHOTO MO3KY 3 YaCOM.

[lomo BuxkuBanocTi micis TT'CK, To xoxaeH 13 27 naiieHTiB AnoH1i He moMep BiJ
YCKJIaJIHEHb, TIOB’SI3aHUX 3 TPaHCIUIAHTAIlI€l0, X04a Y 3-X 3 nux namieHTiB (11%) Oyna
rocTpa peaxilis TpaHCIUIaHTaHT npoTu rocrnogaps. Cepen 119 marieHTiB, pe3yabratu
JKyBaHHS AKUX Oyiu omyOikoBani Mix 1984 12016 pokamu, 9 momepiio, 110 Ipu3BeEIO
110 8% CMEPTHOCTI.

3a BUCHOBKOM aBTOpIB IMyOJIiKaIlli MOMIMIIEHHS] HEBPOJIOTTYHUX PE3YNIbTATIB JIJIs
nauieHTiB ctapioro Biky 3 MIIC II tuny, sxi orpumyBanu TT'CK, € He3HaUHUMU, TTPOTE
KpallMMU HDXK y Tali€eHTiB, ki orpuMmyBanu O3T. Pe3ynbratu MOXKyTh OyTH 3HAYHO
nokpaieHi, sskuo TI'CK npoBoauTH B 01161 pAHHBOMY BIIII.

Ilin wac mpoBeneHHs aepxkaBHoi OMT 3a CKOpOYEHOW MPOILEAYPOIO
YIIOBHOB&)XEHUM OpraHOM OyJia MpoBe/ieHa OLIHKA METOO0JIOTYHOT SKOCTI IMyOIiKarlii
Kubaski, et al., 2017 3a anantoBanuM ictoM o1liHku SIGN 50 (Methodology Checklist
3: Cohort studies)?!. 3a pe3yabpraramMu OLIHKA BCTAHOBIIEHO, 0 METOAOJIOTIUHA AKICTh
nyOnikauii Kubaski, et al., 2017 € HU3BKOIO.

MeTo10 1HIIIOTO PETPOCTIEKTUBHOTO TOCHIKEHHS OyJIO OIIHUTH TepareBTHUYHUN
epext O3T a6o TI'CK na pict mamientiB 3 MIIC I Tumy mopiBHSHO 3 TalliEHTaMHU, K1
HE OTPUMYBAJIM JIIKYBaHHS, Ta 3/J0POBUMH TMalLllEHTAMH y KOHTPOJBHUX TIpymax,
CKOpUTroBaHHX 3a BikoM (Patel, et al., 2014).

ABTOpamu Oyn0 mMpoaHaANI30BaHO KIiHIYHI JaHl 44 SMOHCHKUX TAIlIEHTIB
yosioBiyoi crari 3 MIIC II tumy, siki movanu jdikyBaHHS y 8 pokiB abo panimie (26
orpumyBanu 3T, 12 — TI'CK, 6 - cnouatky, a 3rogom manu TI'CK). ®3T npusnavaiu
y 11031 1 Mr/kr moTtrxHs. J1g ydacTi B IbOMY AOCIIKEHH1 OyJu oOpaHi Nali€HTH, SIK1
manu TT'CK 1 manu miaTBepkeHe NpUKUBIEHHS JOHOPCHKUX KITITHH.

Thttps://www.sign.ac.uk/what-we-do/methodology/checklists/
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Cepennili Bik TOSIBU CUMIITOMIB CTaHOBUB 24 + 20 MicsIiB, a cepeaHii Bik Ha
MOMEHT BCTaHOBJICHHS J1arHO3y cTaHOBUB 37 + 21 wmicsaup. CepenHiil BIK HA MOMEHT
nouatky @3T cranoBus 4,49 + 2,35 poky, cepeaniii Bik Ha MomMeHT npoBeAeHHs: TT'CK
ctanoBuB 4,68 = 1,63 pokiB. 3 44 maIi€HTiB, BKIIOYCHUX Yy JOCTIHKCHHS, 35 Maau
Baxxkuit peHorun MIIC II Tumy, 9 manu ocnabienuii peHoTHI.

[Tpu ominui 3pocty oduasa Buau jgikyBanHs (P33T ta TI'CK) npogemonctpyBanu
noniOHui edekT 3a KpuBUMHU pocty Ui narieHTiB 3 MIIC Il tumy, nuHamikoro macu
TiJla y MaIll€HTIB, AMHaMiKoo 3miHu IMT.

3a BucHoBkoM aBtopiB mybOmikamii @3T 1 TI'CK 3abe3neuyioTs MOpiBHSAHHUN
BB Ha 3poctanHs namieHTiB i3 MIIC Il tuny, TI'CK moxke OyTu pekoMeH10BaHUM
Bap1aHTOM JIIKYBaHHS Ha paHHINA CTajil 3aXBOPIOBAHHS, BPaXOBYIOUU YPAXKEHHS MO3KY
Ta ceplsl y TaKUX MaLlI€HTIB.

Ilin wac mnpoBeneHHs gepxaBHoi OMT 3a CKOpOYEHOW MPOILEAYPOIO
YIOBHOB)XXEHUM OpraHoM OyJia IpoBejieHa OllIHKAa METOA0JOTIUHOI AKOCT1 MyOIiKaiii
Patel, et al., 2014 3a agantoBanum nuctoM oiiHku SIGN 50 (Methodology Checklist 3:
Cohort studies)”>. 3a pesyapraraMud OLIHKHM BCTAHOBJEHO, IO PETPOCIEKTHBHE
JOCHIIIKEHHS TIpejicTaBieHe y myoOmikarlii Patel, et al., 2014 "e BianmoBizae OUIBIIOCTI
KpUTEPISIM Ta Ma€ ICTOTHI HEJOJIKU TMOB'SI3aHl 3 KJIOYOBUMHU acCHEKTaMH JTU3alHY
JOCITIDKEHHS, OT)Ke, METOJI0JI0T1UHa KICTh myOsikari Patel, et al., 2014 € Hu3bKOIO.

[Tonryk BTOpUHHHX JPKEpeN JOKa30BUX JAHMX MI0JI0 MOPIBHSUIBHOI KIIHIYHOI
e(deKTUBHOCTI Ta Oe3neku 1aypcyibda3u Ta HaKpamioi miATpUMYIOUOoi Teparii s
nmikyBanHs narieHtiB 3 MIIC Il tumy mpoBenenmii y 6azax manux PubMed, The
Cochrane Library database, Trip Database.

KainiuHe muTaHHS: BUBYUTH KIIHIYHY e(PEKTUBHICTh Ta Oe3MneKy iaypcyiabdazu
st mikyBaHHst MIIC II tuny (xBopoOu Xantepa) y naui€eHTiB OyAb-sIKOTO BIKY.

HocaigxyBana nomyasinia — nauientu 3 MIIC II tumy.

HocaimkyBanuii Jikapcbkuid 3aci6 — i1ypcyibdasa.

Komnaparop — Haiikpaiia miarpumyroda Tepanis.

OcHOBHI J0CaiIKyBaHi pe3yJbTaTH — TECT O-XBUJIMHHOI XOJHOM Ta OIIHKA
00’eMy MacMBHUX PYXIB y Cyriio0ax/po3MipiB Jiara3oHiB pyXiB y cyrio0ax; AMHaMiKa
TeMITiB (PI3UIHOTO PO3BUTKY (3PICT, Maca Tijia); OIlIHKA PO3MIpiB MIEYIHKH Ta CEJIC31HKU;
OITiHKa €KCKpEIIii IIF0K03aMiHOTJIIKaH1B.

Poxu my6mikariit 3 2010 poxy mo 2022 pik, nmomryk JiTeparypu 0yB 0OMeKeHUH
AHTJIOMOBHUMH CTATTSAMH Ta MOBHOTEKCTOBUMH MyOikamisimu. Kpurepii Bk/jioueHHs:
CUCTEMATHUYHI OmISad Ta/abo MeTa-aHali3u PaHJOMI30BaHUX KOHTPOJIHOBAHHUX
JOCITIKeHb, TPOCTEKTUBHUX Ta PETPOCIEKTUBHUX OOCEpBAIIMHUX JIOCTIHKEHb 3
BUBYCHHSM €(EKTUBHOCTI Ta O€3MeKu 1aypcysibda3u MOPIBHSIHO 3 HAWKPAIIO
HiATPUMYIOUOIO Tepariero/mnanedo s gikyBanHs nanieHTis 3 MIIC II tuny. Kpurepii
BUKJIIOYEHHSI: JOCITIKeHHsT (apMaKOKIHETUKM Ta (apMaKOIWHAMIKH, TOKJIIHIYHI
JTOCIIDKCHHS, KIIHIYHI JOCTIIKEHHS, TOCTIIKEHHS, ONMyOJIKOBaHI HE aHTJIMCHKOIO

22 https://www.sign.ac.uk/what-we-do/methodology/checklists/
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MoBow. KirouoBi ciioBa momyky: mucopolisacaridosis type 2, mucopolisacaridosis
type II, MPS II type, Hunter syndrome, Iduronate-2-Sulfatase Deficiency, enzyme
replacement therapy, ERT, idursulfase, best supportive care, best supportive therapy,
placebo. 3acrocoByBaymch GinmbTpu: Meta-analysis, Systematic Review, Free full text,
Full text, English.

3a gaHuMH TphoX 0a3 Oysio BUsBICHO 7 muTaT. Ilicis BUKIIOYEHHS JyOsiKaTiB,
BUUMUTKH 3aroJIOBKIB Ta aOCTpakTiB, IEpeBIpKKM TMyOJiKalliii Ha BiANOBITHICTH
BU3HAYEHOMY KJIIHIYHOMY MHUTAHHIO JUIS MOJAJBIIOTO aHaiizy Oyso BiiOpaHO OJHH
cucrematuunuii ornsag Edina S. et al., 2016%.

MeTor 1aHOr0 CUCTEMAaTHYHOIO OISy Oyia OliHKa ePEeKTHBHOCTI Ta OE3MeKu
@O3T 1nypcynb(hazor NOPIBHIHO 3 THIIMMU BTPYYaHHSAMH, IJ1anedo abo BIACYTHICTIO
tepanii, A jgikyBanHs MIIC II tuny (Edina S. et al., 2016, Enzyme replacement
therapy with idursulfase for mucopolysaccharidosis type II (Hunter syndrome)
Cochrane Database of Systematic Reviews, 2016, 2(2):CD008185, doi:
10.1002/14651858.CD008185.pub4).

[lyonikauisa Edina S. et al., 2016 € oHoBieHHsIM KOKpaHIBCHKOTO OIJIANY, SIKHI
Briepuie OyB omyosikoBanuil y 2011, a 3ronom y 2014 poui. Jlara 0oCTaHHROTO NOLIYKY
B peecTpl BunpoOyBanb KOKpaHIBCHKOI Ipynu 3 KICTO3HOrO (hiOpo3y Ta T€HETUYHHUX
PO371a/1iB 100 BPOKEHUX MOMIIIOK MeTaboui3my: 23 mucronazna 2015 p.

Kpumepiamu e6xnwuenna 10 [NaHOTO CHCTEMAaTHYHOTO OISy  Oyiu
paHIOMI30BaHI Ta KBa3lpaHIOMI30BaHI KOHTPOJIbOBAHI KJIIHIYHI JOCIIKCHHS
napajieTbHOTO a00 TMEepPEeXpecHOTo Au3aiiHy, sKi TOCHKyBaiau 3acTtocyBaHHsS D3T
1mypcynbdazoro B Oyab-sIKii 1031 TPOTATOM IIOHAWMEHIIIE OJTHOTO MICAIIS MOPIBHSHO 3
BIJICYTHICTIO BTpYy4YaHHs, a00 1uiane0o, a0o IHIIMMU BTPYYaHHSMHU (HAOpHKIal,
MOBEJIHKOBI CTparerii, TpaHciaHTaiis) y nauieHtis 3 MIIC 11 tuny (cunapomom
XaHtepa) Oynb-IKOro BIKY Ta OyJIb-IKOTO CTYyNEHS TSKKOCTI 3aXBOprOBaHHs. Jliarno3
MOBUHEH OYTH BCTAHOBJICHUH 3a JOMOMOIOK (PEPMEHTHOIO aHali3y B JIEUKOIUTAX,
¢$16pobnacrax ado maa3mi 3 BAKOPUCTAHHSAM CyOCTpariB, crieUu(PiuHUX IS 1lypOHAT-
2-cynbdaTasu.

llepsunni Kinyesi moyku egexmusHocmi: Z-TIOKa3HUK 3pOCTY Ta Baru, TECT 6-
XBUJIMHHOI X0A60U. Bmopunhi KiHyesi mouku eghekmusrHocmi: OIiHKA (PYHKITIT JIETCHb:
00'eM opcoBanoro Buauxy 3a nepiry cekynay (ODB1), dopcoBaHa KUTTEBA EMHICTH
nerens (OXKEJ]), Oyap-skuil IHITNN MOKA3HUK OIIHKY (YHKIIT JIETEHIB; 1HAEKC HIYHOTO
amHoe-rinmonHoe (apnoea-hypopnoea index, AHI); iHmekc macu JiBOTO NUTYHOYKA;
OIlIHKA PYyXJIMBOCTI CyTJI001B; OIlIHKA PO3MIPIB MEUIHKU Ta Celie31HKU 3a nanumMu MPT
YepeBHOI MOPOKHUHMU, SIKICTh JKUTTS; OIlIHKAa OO0JII0; PIBEHb TOCHiTali3aIliiil; pecypcH,
HEOOX1IH1 I MATPUMKHU JOTJISY BIOMA; 3MIHM €KCKpEIll TJIIKO3aMIHOTJIIKaHIB 13
ceyero; OIlIHKA PO3BUTKY; ayI10JI0T1YHa OIlIHKA; BIK HA MOMEHT CMEPTI; TOO14YH1 peaKilii
(ITP) 1 TOKCUYHICTb JIIKYBaHHS.

B pe3ynbrati nomryky 0ysio BusiBieHo 202 ruratu. [licns neraabHIoro BUBYEHHS
Ha3B 1 a0CTaKTIB IUX MOCHJIAHb YC1 JOCIIPKCHHS, KPIM BOCBMHU, OYyJIM BUKIIOUYEHI 3

2 https://www.cochranelibrary.com/cdsr/doi/10.1002/14651858.CD008185.pub4/full
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MoJIajbIIoro anamizy. [licis nmepeBipku BCiX JOCTIAKEHb, OyJI0 BKIIOYSHO JUIIIE OHEe
nocainzkenust (Muenzer et al., 2006), sxe BiNMOBIAATO BCIM KPUTEPISM BKIIOUCHHS
JaHOTO CUCTEMATHUYHOTO OTJISY.

Cunme3z Oanux. Jlnd JUXOTOMIYHMX 3MIHHHUX aBTOPH  PO3paxyBaliu
cniBBigHOmEHHs: pu3ukiB (risk ratio, RR) 1 95% noBipui intepBanu (confidence
intervals, Cls). Jlns mocTiiHUX pe3yibTaTIB pO3paxOBaHO CEPEAHIO PI3HHUIIO (mean
difference, MD) 1 95% CI. VYV BxiIroueHOMY AOCHIPKCHHI MOBIIOMIISIIOCS IIPO
ctanaaptHi nomwiku (standard errors, SE); aBTOopu meperBopwiIM iX y CTaHIapTHI
BinxwieHHs (standard deviations, SD) (SD = SE x kBagpaTHuil KOpiHb 13 n).

Bxtouene npocmimxenHs Muenzer et al., 2006 0yno 6aratolieHTPOBHM,
OaraToHaIllOHAJILHUM, MMOABIHHUM CIIIITNAM, PaHIOMI30BaHUM, m1arebo-
KOHTPOJIBOBAHUM, S3-TH>KHEBUM JOCHIIKEHHSAM 2/3 ¢a3u epekTUBHOCTI Ta Oe3meKu
imypeyibdaszu B 1031 0,5 MI/KT, IKy BBOJWIN IIOTHKHS 200 KOXKHI 2 THKHS Yy MALIEHTIB
3 MIIC II Tumy.

Jlane gociiiKeHHs mpoxoauiio 3a ydacti 96 maiientis 3 MIIC II tuny. bioximiuni
nokazu MIIC II Tumy BKIItOYanu 3aJJ0KyMEHTOBAHMM A€PIIUT aKTUBHOCTI (PEPMEHTY
11ypoHaTt-2-cynbdarasu, MeHmud ado piBHuid 10% BiJ HHKHBOI MEX1 HOPMAJIBHOTO
JlianasoHy, BUMIPSHOTO B TU1a3Mi KpoBi, Gpibpobiiactax abo JielKonuTax. ¥ cl naiieHTu
MOBUHH1 OYJIM MPONTH TecTyBaHHs JereHeBoi GpyHkii ta matu OXKEJI menme 80% Bix
nporHo3oBanoi. Ti ocoOu, K1 MaJli TPaXxeoTOMIIO 200 SIKI OTPUMAJIH TPAHCIUIAHTAIIIIO
KICTKOBOTO MO3KY YH ITyITOBUHHOT KPOBi, OyJIM BUKITFOUEHI 3 JTIOCIIII>KEHHS.

96 yyacHUKIB JOCTIHKEHHS OyJiH paHA0MI30BaHi Ha TPU IPYIIU 1 B 3aJI€KHOCTI BiJl
rpynu oTpumyBaiu 1iamne6o (n=32), ixypcyibdasy B 1031 0,5 Mr/kr moTtuxHs (n=32)
abo imypcyabdazy B no3i 0,5 mr/kr koxHi 2 TwxHl (n=32). IHdy3ii npoBoaumu
MPOTATOM TPHOX TOJMH. Y ¢l NalieHTH Oyiu yosioBikamu y Bil Bix 4,9 1o 30,9 pokis.
Cepenniit Bik (SD) yyacHUKIB 1IbOTO JOCIHI>KeHHS cTaHoBUB 13,1 poky (1,22), 14,4
poky (1,20) 1 15,1 poky (1,11) ans rpyn miane6o, i1ypcyibda3u KOxHI 2 THXKHI Ta
imypcyibda3zu MOTWXKHA — BIANOBILAHO. Maibke 45% y4YacHUKIB JOCHIIKEHHS OyJiu
BiKOM Bix 5 a0 11 pokiB, a 25% — 19 pokiB i crapuie. He Oyno ictoTHOI pi3HuULI Y
PO3MO/ILIII 32 BIKOM MIXK TPhOMa TPYIIaMH.

Pusux ynepeosicenocmi y 6Kir0ueHoOMy 00Ci0IHCeHHI OIIIHIOBABCS 32 IOTTIOMOTOI0
IHCTPYMEHTY OLIHKH pHU3uKy ynepemxeHocTi Cochrane. ABTopamu cucTeMaTHUYHOTO
orJsiny, Oysn0 BU3HAUEHO, 110 JTOCIIHPKEHHS € XOPOIIOi SKOCTI.

Pe3yjibTaTu 32 NEPBUHHUMU KJIIHIYHUMHU TOYKAMH

Tecm 6-xéununnoi xo0vo6u

[Ticas 53 TwkKHIB JiKyBaHHS NAIllEHTH B TPyHi IIOTHXKHEBOIO MpHUHOMY
imypcynbdasd MpOoIEeMOHCTPYBAJIM 3HAYHE TMOKPAIICHHS OCHOBHOTO pe3yJbTaTy
NOPIBHSHO 3 IJ1a1e00: cepeHs Pi3HULA Y BiJICTaHI MPOiIeHIH 32 6 XBUIMH MOPIBHAHO
3 moyaTkoBuM piBHeM ckiana MD 37,00 (95% CI Big 6,52 no 67,48). I'pyna
imypcynbda3zd KOXHI 2 THXKHI TakKoX MPOAEMOHCTpyBaja IOKpAIEHHs, IPOTe
pe3yJbTaT HEe MaB CTATUCTUYHO 3HAYYIOI PI3HUIII MOPIBHSIHO 3 muiarie6o, MD 23,00
(95% CI Bin -4,49 no 50,49).

Pe3yjibTaTu 32 BTOPUHHUMH KiHIEBUMHU TOYKAMU
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Dopcoeana y3cummesa emuicmo nezenv (OKEJ)

[ToBigoMsIOCS PO 3MIHM MOPIBHSHO 3 TOYATKOBUM PiBHEM Y % MPOTHO30BAHOI
OXKEIT Ta abcomotroi OIKEJL. Yepes 53 TwxkHi HEe Oya0 CTATUCTUYHO 3HAUYIIOT
pisauii B % mporHo3oBanoi DXXEJI MK Tpymoro OIOTHKHEBOTO MNpUHOMY
imypeynbdaszu Ta rpymnoto miainedo, MD 2,70 (95% CI Bix -2,12 no 7,52) abo B rpyi
11ypcynbdazu KoxH1 2 THUXKHI TOPIBHSAHO 3 Tpynoto 1ianedo, MD -0,75 (95% Cl Bin -
4,98 no 3,49).

Ab6comorna @XEJI 3HauHO migBUIIMIIACA MOPIBHSAHO 3 MOYATKOBUM PIBHEM Y
rpyni HOTHKHEBOTO MPpUHOMY MOpiBHSHO 3 mianedo, MD 0,16 (95% CI Bix 0,05 no
0,27) uepes 53 TwxH1. He croctepiranocs »xoaHoi pizHuill B abcomotHin OIKEJI Mix
Ipynoro 11ypcyibdaszu KoxHi 2 TixHi Ta mianedo, MD 0,01 (95% CI Bix -0,07 no 0,09).

Ouinka pyxnueocmi cy2nooie

VY BKJIIOYEHOMY J0 CHCTEMAaTUYHOIO OIISIAY MOCHIIKEHHI BH3HAuYald 3MiHU
Jlana3oHy MpY NaCUBHOMY pyci cyriioba. ABTOpY AAHOTO JOCIIJIKEHHS MOBIJOMUIIH,
110 He OYJI0 CYTTEBUX BIAMIHHOCTEM MK I'pyllaMU JIIKyBaHHs, ajie pe3yibTaTH He OyJin
omyOJIIKOBaHI.

Ouinka po3mipie neuinKu ma cejie3iHKu

UYepes 53 twxkni B nomyiii [TT 06’eM nediHku CcTaTUCTUYHO 3HAYYIIIO 3MIHUBCS
B 000X rpymnax JIiKyBaHHS 11ypcyiib(ha3or0 (IOTUXKHA Ta KOXKHI 2 THXKHI) TOPIBHSIHO 3
iane6o, MD -24,50 (95% CI Bix -28,94 no -20,06) 1 MD -23,20 (95% CI Bix -27,78 no
-18,62) BIANOBIIHO.

Yepes 53 twxkHiB y onysiii ITT 06’em cenne3iHKH 3HAYHO 3MEHIIHUBCS B 000X
rpynax JiKyBaHHS 11ypcyibda3zor nopiBHsSHO 3 mane6o: MD -32,30 (95% CI Bix -
41,79 no -22,81) y rpymi motmxHs; MD -27,00 (95% CI Bin -37,35 o -16,65) y rpymi
11ypcyiibda3u KOxKH1 2 THXKHI.

3Minu eKcKpeuii 2niKko3amino2IIKAHIE i3 ceuero

PiBeHb r11K03aMiHOTIIIKaHIB y C€4l 3HU3UBCS Y MALIIEHTIB, IKi OTPUMYBaJIA OOU/1Ba
PEXUMU J103YBaHHS 11ypCyib(dasu 1 He 3MIHUBCS CYTTEBO Yy MALIE€HTIB, AKI OTPUMYBAJIH
mane6o. Ha 53-My TWKHI 3MiHM PiBHIB TJIIKO3aMIHOIJIIKaHIB y rpynax 1aypcyibdazu
(IIOTHIKHS Ta KOKHI 2 THXKH1) CYTT€BO BIJIPI3HSIIUCS BiJ 3MiH y Ipymi miamnedo, MD -
207,40 (95% CI Big -284,85 1o -129,95) 1 MD -173,20 (95% CI Bix -240 no -105,56)
BIJITTOBIJTHO.

Bik na momenm cmepmi

[lim wac mocmiKeHHS cTajmocs ABI cMepTi. Y 24-piyHOTO 4YOJIOBIKA B TPy
IIOTW>KHEBOTO TPHUHOMY 11ypcyibda3u po3BUHYIACS JiereHeBa 1H(EKINs, AuXalbHa
HEJIOCTATHICTH 1 3yMUHKA CepIls Yepe3 I’ ATh JIHIB Mmicius mepiioi iHDy3ii, a yepe3 ciMm
IHIB Y HBOTO CTaslacs JIeTalbHA 3yMUHKA CepIls. Y APYroro y4acHUKa, MIECTUPIYHOTO
XJIOITYMKA, SIKWW OyB paHIOMI30BaHMM A0 TPYNH M1a1ie00, pO3BUHYJIACS CTPENTOKOKOBA
ITHEBMOHISI 1 Yyepe3 BICIM JHIB CTajach JITEHEBAa KPOBOTEUA 3 JIETAJILHOIO 3YMHHKOIO
cepus. JloCHiIHMK HE BBaXaB JKOJHY CMEpPTh IIOB’S3aHOI0 3 JOCIIKYBaHUM
npenapaTrom.

Inui pesyasTaTn

Komoinosana ouinka (O/KEJI + mecm 6-xeununnoi xoovou)
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KiH11eBo10 TOUKOI0 €(PEeKTUBHOCTI y BKIIOUEHOMY JTOCIIKEHHI OyJia pi3HUIIS MK
MOYAaTKOBUM pIBHEM Ta dYepe3 53 TWKHS JOCHDKEHHS B JBOKOMIIOHEHTHIN
KOMOIHOBaHIM OIUHII, sKa mnoeqHyBana % mporHo3oBHoi DXKEJI sk moka3HHMK
IUXalbHOI (YyHKIT Ta OIHKY 3a O-XBWJIMHHAM TECTOM XOIbOU SIK TTOKa3HUK
GbyHKIIIOHATBHOT 3/1aTHOCTI. /J|[BOKOMIIOHEHTHUM 3BEICHHUI Oayl rpynu iaypcynbdazu
HIOTHKHS OYB 3HAYHO BUIIMM, HDK y rpymi miane6o, MD 18,96 (95% CI Bix 6,28 no
31,64). Menmry pi3HUIIO Oys10 BUSBICHO IS 1ypCybdasu KokH1 2 THXKHI TOPIBHIHO
3 rpynotw miane6o, MD 12,86 (95% CI Big 0,77 no 24,95). ABTOpU NEPBUHHOTO
JOCIIJKEHHS, TOBIJOMHIIA, WO pe3yJbTaTH MiX JBOMa TpylnamMu JIKyBaHHS
11ypcyab(}a3or 1ICTOTHO HE BIAPI3HsUIMCS (pi3HMIS B JIiKyBaHHI cTaHoBuia 10,84 +
7,11, P =0,1329).

ITo6iuni peakuii (ITP) i TOKCMYHICTH JIKYBAHHA

XKonen ydacHuk He BuMIIOB 13 gociikeHHs uepe3 [IP. Yacrora IIP Oyna
MoAIOHOI0 y Tpymnax JIKyBaHHS B paMKax BKIIOYEHOTo nociimkeHHsa. 1P, mpo ski
HaifyacTilie MOBIIOMIISIIIOCS MiJ 4Yac JOCHIKEHHS (3 4acToTow mNpuHaimMHI 9%
MOPIBHSAHO 3 IUIanedo B OyAb-sKIM Tpyml JIIKyBaHHS 14ypcyib(}a3oro), BKIHOYAIN
rOJIOBHUM O11b, HAa30(apHHIIT, OUIb Yy KUBOTI, apTpairiro Ta cBepODK. buibmicte
no0i14yHUX edeKTiB OyIIM JIETKOro ad0 CepeHbOr0 CTYIIEHS TSKKOCTI B YCIX Tpymax.

Cepen IIP, saxi, MoxnuBO, OyJau TMOB’sS3aHI 3 JIKYBaHHAM 11ypcCyJsib(azoro,
HalnomupeHim Oynu peakilii moB’si3axi 3 iHdy3iero. [IP, moB’s3ana 3 iHDy3ieto, Oyna
BU3HAYCHA SIK TaKa, 110 BUHUKAE MPOTATOM JOOU Micisl oYaTKy iHY31iMHOI Teparii, 1
JOCTITHUK OIIHUB, IO PeakIlis MOXXJIMBO a00 HWMOBIPHO IOB’S3aHa 3 JOCIITHUM
npenaparoM. OJHaKOBA KUTBKICTh YYACHUKIB y KOXKHIHN TPYIIi JIIKyBaHHS MaJid OJJHY 200
kinbka [1P, moB’s3anux 3 iH(y3ieto, mig yac gocaimkenns, RR 1,05 (95% CI Bix 0,74
1o 1,48) y rpyrmi mOTHKHEBOTO pUiioMy 1aypcyibdasu nopiBHIHO 3 1uianedo 1a RR
1,05 (95% CI Bing 0,74 no 1,48) y rpymi iaypcyabdasu koxHi 2 tTixkHi. Yacrora [1P,
noB’s3aHux 3 1HQY3i€0, Oyla MakCHMallbHOWO MDK 4-M Ta 12-M TWXKHSIMHU Ta
3MEHIIIyBajlacsl B yCIX TpbOX rpymnax micis uporo. 11P, mos’s3aHi 3 iH(y3i€r0, npo AKi
MOB1IOMJISIIOCS. B TPy T1ane6o, Oyiau moaiOHUMU 3a TPUPOJIOI0 Ta TSHKKICTIO 10 TUX
peaxiiif, skl BUHUKAJU y MAlI€HTIB y Tpynax, siki OTpUMyBalIu iaypcynbda3zy. XKoaen
YYaCHHUK HE BUUIIOB 13 JociikeHHs yepes [1P, moB’s3aHi 3 iH}Y3i€ro.

49 cepiiozaux [P BuHuKIM y 26 y4acHUKIB TMiJ Yac JOCIHIKEHHS: JIEB’SATh
YYaCHHKIB y Tpymi mane6o 3a3Hanu 3araioM 18 cepitozuux [1P; Bicim yuacHHKIB Tpynu
imypcynbdazu koxHi 2 THxHI Manu 3aranoMm 18 cepitoznux [1P, RR 1,00 (95% CI Big
0,65 no 1,54); 1 neB’ATh y4yaCHHUKIB y TpyIl IIOTH)KHEBOI'O MpUHOMY 1aypcyib(asu
3a3Hanmu 3arajom 13 cepiio3nux I1P, RR 0,72 (95% CI Bix 0,43 nmo 1,21). Binpmricts
cepito3nux I1P BBaxkanucsi He MOB’SI3aHUMHU 13 JOCHIKYBAaHUM MPENApaTOM, Xo4ya y
TPHOX YUACHUKIB criocTepiraiucs cepiosHi 1P, siki qocniiHuKy BBaXKaiu KMOBIPHO a0
MO>KJIIBO TTOB’SI3aHUMHU 3 JOCIIIPKYBaHUM MPENapaToM.

Hocniguuku BusBuian antutiia [gG no imypcynsdasu y 15 nauientis (46,9%) y
rpyni HIOTHXKHEBOTO Mpuiomy iaypeynbdazu ta y 15 mamientis (46,9%) y rpymi
imypcyiab®a3d KOXHI 2 THXKHI. Y JIBOX YYacHHKIB (110 OJHOMY 3 KOXXHOI T'PYIH
aKTUBHOTO JIIKyBaHHs) BUsiBieHO aHTuTiia IgM. HaliBuma nommupenicts anturin IgG
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crioctepiranacs Ha 27-My THXHI JOCTKEHHs, Kou 44,4% y4acHUKIB, SIK1 OTPUMYBAU
iaypcynbda3zy, Oyau Mo3UTUBHUMHU Ha aHTuTLIA. Yepe3 53 twxHi 31,7% ydacHHKIB y
rpynax ixypcyibdasu 3ajuiaincs MO3UTHUBHUMH Ha aHTtuTina. He Oyno 3B’s3Ky 3
HAsIBHICTIO aHTUTLI 1 po3BUTKOM [IP.

Pe3ynbTaTy 3a BU3HAUEHUMH y CUCTEMATUYHOMY OTJISiZIi TIEPBUHHOIO KIHIIEBOIO
TOYKOIO Z-TIOKa3HUK 3POCTY Ta Baru Ta BTOPUHHUMHU KiHIIEBUMHU Toukamu — ODBI,
AHI, iHmekc wmacu JIBOro IIIyHOYKA, SIKICTh OJKUTTS, OIIHKa OO0, pPIBEHb
rocmiTajizallii, pecypcu, HeOOX1aH1 ISl MIATPUMKH JIOTJISIAY BIOMA, OIlIHKA PO3BUTKY,
ayaioJioriyHa OIllHKa — He OyJIu MpencTaBieHl, OCKIUIBKH aBTOPU IEPBUHHOTO
JOCITIDKCHHS HE OIIHIOBAJIM JIaH1 pPe3yJIbTaTH.

3a BHCHOBKOM aBTOPiB CHCTEMaTHYHOTO OTJISAY 3a3HAYAETHCS, MIO MOTOYHI
JIOKa3u IIOJ0 KIIHIYHOI €(QEeKTUBHOCTI 1Aypcynb(da3u MOpPIBHAHO 3 IuIaledbo €
00MEKEHNMU. PargomMizoBaHe KiIIHIYHE JOCHKECHHS, IO BKJIIOYEHE 10
CHUCTEMAaTUYHOTO OTJIATY, € 3arajJJOM BHCOKOI SIKOCTI, IPOTE Y HhOMY HE OyJIO OMHCaHO
BOKJIMBUX PE3yJIbTATiB, BA3BHAUCHUX TPH MPOBEACHHI CUCTEMATHIHOTO OTJsiAy. bymo
npoaeMoHcTpoBaHo, 1o 3T ixypcynbdazoro epeKTUBHA 3a OI[IHKOIO (PYHKIIIOHAIBHOL
3aTHOCTI (BIACTaHb, MPOWJIEHA 3a IIICTh XBWJIMH 1 ()OPCOBAaHA XUTTEBA €MHICTb),
00’€MIB MEUYIHKH Ta CEJIE31HKH Ta EKCKpEIIii riiko3aMiHoraikaniB y namieHTis 3 MIIC 11
THUITY.

Ilin wac mpoenenHs gepxkaBHoi OMT 3a CKOpOYECHOH MPOICTYPOIO
YIOBHOBXEHUM OpraHoM 3 nepxaBHoi OMT Oyrno npoBeieHO OIiHKY METOI0JIOTTYHOT
skocti myoOmikamii Edina S. et al., 2016 3a amantoBanuMm mucroM omiHkd SIGN 50
(Methodology Checklist 1: Systematic Reviews and Meta-analyses)®*. VY
CUCTEMAaTUYHOMY OIJISI/Il BUBYAETHCA YITKO BHU3HAUEHE KIIIHIYHE MHUTAHHS, KpUTEpii
BKJTIOUCHHSI/BUKJTIOUCHHS MpeicTaBieH] y myodikaiii. [Tomyk mociigxeHb TpoBeIeHO
O1nbIIe HIK y ABoX 0azax (PubMed, KokpaHiBchKui peecTp BUMPOOYBaHb KICTO3HOTO
¢$16po3y Ta renernunux posnaais, EMBASE, LILACS), MoBHuUX 0oOMexXeHb He OyIio.
Bia0ip nocinixeHsp, K1 BiAMOBI 1AM KPUTEPISIM BKIIFOUEHHS J10 OTJISAY, IPOBOIUIIO J1BA
aBTOPH, SIKI HE3AJIEKHO OMNPALIOBAIM PE3yJbTaTH MOWIYKY. Byab-sfki po301KHOCTI
BUPIITYBAIKCS IIISXOM TMOJANBIIOT0 OOTOBOPEHHSI 3 TPETIM aBTOpOM. BukitoueHi
JOCIIKEHHSI ~ TepepaxoBaHi,  MPEJCTaBICHO  XapPaKTEPUCTUKH  BKIIFOUYEHOTO
IOCHIMKEHHA. MeTonoJIoriyHa SAKICTh BKJIFOYEHOrO JOCHIHDKEHHS OIlHEHA 3a
JIOTIOMOTOI0 1THCTPYMEHTY OIIIHKH PU3UKY yrepemkeHocti Cochrane ta moBigomiieHa
HaJSKHUM YUHOM. OCKUTBKM 70 CHUCTEMATHYHOTO OTJISAAY BKJIIOYEHO JIHINE OJIHE
JOCIIIKEHHS, OI[IHKA TeTePOTeHHOCTI HE TPOBOUIIACE. Y CUCTEMATUYHOMY OTJISA/II HE
MIPOBE/ICHO OIIHKY YMEPEHKEHOCTI 3BITHOCTI, HE TPECTABICHO JiarpaMy BOPOHKHU
(funnel plot), Tax sk 4719 AAHOTO aHAJI3y BKIIOUYEHO HETOCTATHIO KUIBKICTh IOCTIIKEHb
(menmre 10). ¥V my6umikaiiii HagaHo 1H(OPMAILIIIO 010 JXKEPET MiATPUMKHU.

Takum unHoM, myomikariss Edina S. et al., 2016 BignoBigae 01J1bIIOCTI KpUTEPISM
orinku SIGN, BCTaHOBJIEHO BUCOKY METOJIOJIOTIYHY SIKICTb.

24 https://www.sign.ac.uk/what-we-do/methodology/checklists/
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OTxe, pe3yabTaTH MPEACTABICHOTO CUCTEMAaTUYHOTO OISy 3aCHOBAHI HAa JaHUX
OJTHOTO TIaeb0 KOHTPOJIHOBAHOTO PAHIOMI30BAHOTO S3-THKHEBOTO TOCIIIKECHHS.
Inypcynbdaza B 1031 0,5 Mr/kr 1 pa3 Ha THXXIEHB TPOJEMOHCTPYBaIa KIiHIYHI IepeBaru
MOPIBHSIHO 3 TU1a11e00 3a OI[IHKOIO CePEeIHbOT PI3HUII Y B1ACTaHI MPOIeH 1 3a 6 XBUIINH
NOpIBHSHO 3 mouyatkoBuM piBHem, MD 37,00 (95% CI Bix 6,52 no 67,48). He Oyno
CTAaTUCTUYHO 3HAUY1101 pi3HUIll B % nporuozoanoi ®IKEJI Mixk rpymnoro moTHKHEBOTO
npuiiomy iypeynbdasu Ta rpynoto mianedo, MD 2,70 (95% CI Bin -2,12 no 7,52),
npote abcomorHa OKEJI 3nauno nigsumunacs, MD 0,16 (95% CI Bix 0,05 go 0,27).
O06’eM MEYiHKU Ta CEJIe31HKU OyJIM CYTTEBO 3HIDKEHI MOPIBHIHO 3 BUX1JIHUM PIBHEM Y
MAIll€HTIB, 110 OTPUMYBAJIM 1Aypcyiabda3y MIOTHKHEBO MOPIBHAHO 3 Iuiarnedo, MD -
24,50 (95% CI Bin -28,94 no -20,06) ta MD -32,30 (95% CI Big -41,79 mo -22,81)
BIMOBIIHO. PiBEHBb TIJIIKO3aMIHOIIIIKAHIB y TPYIl 10ypcysib(pa3u HIOTUXKHSA CYTTEBO
3HU3UBCA MOPIBHSHO 3 Tpytioto mianedo, MD -207,40 (95% CI Bin -284,85 no -129,95).
Xonen ydacHMK He BUWIIOB 13 nocuimkeHHa depe3 [IP. IIP, mpo ski Haiiwacrimie
MOBIIOMJISIIOCS TIiJ] Yac JAOCIIIIKEHHS, BKIIIOUANId TOJIOBHUM O171h, Ha30(hapuHTIT, O1Tb
y JKMBOTI, apTpajirito Ta cBepOLK. buabmiicTe moOiuHux e(peKTiB Oyiu Jerkoro ado
CEpEeHbOI0 CTYIEHA TSHKKOCTI B ycix rpynax. Cepen I1P, siki, MOIIMBO, OyJv OB’ s13aH1
3 JIIKYBaHHSM 11ypcyib(da3oro, HaWmomupeHii Oyau peakilii moB’s3ani 3 1H(Y3I€lo,
RR 1,05 (95% CI Bin 0,74 no 1,48) y rpyni mOTHXHEBOTO MpUHOMY 1aypcyiibdazu
MOPIBHSHO 3 TU1a11€00. Y MOBHOBAKEHUM OpraHoM 3 Jep:kaBHoi OMT He mpencTaBiieHO
PE3yNbTATH 32 BU3HAYCHOIO KIITHIYHOIO TOYKOIO JUHAMIKA TeMMIB (Hi3UYHOTO PO3BUTKY
(3picT, Maca Tiia), OCKUJIbKH Y BKIFOYEHOMY J0 CHCTEeMAaTHIHOTO OTJISAY JOCIIKESHHI
HE ITPOBOJIMIIACK OIlIHKA 3a JAHOIO KITHIYHOIO TOYKOIO.

3) AaHi W00 €KOHOMIYHOI JOLIJILHOCTI B 4acTHHI e()eKTUBHOCTI BUTpPAT
BUKOPHMCTAHHA JIKAapCbLKOro 3aco0y BIiANOBIIHO 10 PEKOMEHIOBAHOI WIKAJIHU
TPAHUYHHUX 3HAYeHb IHKPEMEHTAJbHOI0 IOKAa3HUKA e(eKTHUBHOCTI BHUTPAT B
Ykpaini

Bignosigno no n.7 Ilopsiaky, nepkaBHa OMT 3a CkOpO4E€HOIO MPOLETYPOIO HE
nepenbavae  TPOBENCHHS  aHamizy e(EeKTUBHOCTI BUTpaT Ta  PO3PaXyHKY
1HKpeMeHTabpHOTO TToKa3HuKa edekTuBHOCTI BUTpat (ICER) B Ykpaini.

4) na”i WOA0 Ppe3yJbTATIB €KOHOMIYHOI JONUIBHOCTI B YacTHHI aHAJi3y
BILUIMBY HA NMOKA3HUKHU OKOIZKETY

Bianosinno mo n.7 Ilopsiaky, aepkaBaa OMT 3a CKOpOYEHOIO MPOILETYpPOIO
nependaydae MpOBEACHHS aHai3y BIUTMBY HA MOKAa3HUKH OIOJKETY B YKpaiHi.

B pamkax mnpoBenenHs nepxkaBHoi OMT 3a CKOpoY€HOIO MPOIEAYPOIO
YIOBHOBAKEHUM oOpraHoM 3 jepkaBHoi OMT BiAmoBiIHO 10 METOAOJIOTiT OYB
IIPOBEJICHUI aHAJTi3 BIUIMBY Ha TIOKA3HUKHU OIOJKETY Y YaCTHUHI PO3paxXyHKy BUTpaT Ha
MEJUYHY TEXHOJIOT1I0 3 Y4COBUM FOPU30HTOM OJIMH PIK Ha MIJCTaBl NPSAMUX MEAUYHUX
BUTpAT Ha JIIKApChbKUH 3aci0 3 MEPCIEKTUBH JAEPKABHOTO IIIATHHUKA.

Merta: OLIHUTH MOJICTTLHUM BIUIMB Ha OFOJKET JIIKAPCHKOTO 3aco0y 11ypcyibdasza
JUTSL JIIKYBaHHST MykonoJiicaxapunosy Il tumy.
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Meton: aHani3 BIUIMBY Ha MOKa3HUKHU OIOJKETY Y YaCTHUHI PO3pPaxXyHKYy BUTpAT 3
MEePCIEKTUBH JACP)KAaBHOTO TUTATHUKA HA MEIUYHY TEXHOJIOTIIO0 3 YACOBUM TOPH30HTOM
B OJIMH pIK. AHaII3 MPOBEICHUHN Ha MIJCTaBl MPAMUX MEIUYHUX BUTpAT Ha JIIKAPCHKI
3acO0M 3 TIEPCHEKTUBHM JIEPKABHOTO IIJIATHUKA, BHU3HAYCHOI IIUIHOBOI TOMYJISIIIT
Nall€HTIB BIAMOBIAHO 10 JaHUX, HaJaHuX y 3BepHeHHI MO3 Vkpainu (momaTky A0
nucta MO3 Ykpaiau Big 09.06.2022 No25-01/12931/2-22), 1o npeAcTaBIeHO y TaOIHIT
1. KinpkicTh mamieHTiB 3 MyKoroiicaxapuao3om Il tumy, sxi moTpeOyroTh JIKyBaHHS
3asBJICHUM JIIKQPChKUM 3ac000M, CTaHOBUTH 27 0ci0. Po3paxyHku Oyino mpoBeaeHO
BIJIMOBIJTHO JIO IHCTPYKUIT JIJIs1 MEIMYHOTO 3aCTOCYBaHHS Ta 3 YpaXxyBaHHSIM TOrO, IO
Bara JIopocJioro naiieHTa cTaHoBuTh 70 Kr, a Bara JUTHUHU - 30 K.

Bignoimno no smcra MO3 Vkpainum Big 20.06.2022 Ne25-01/13739/2-22
MEIUYHUMU TeXHOJorissMU nopiBHsAHHA 11 JI3 ixypeynbdasza € HIIT ta TT'CK. Ilpote
BIJINOBIJIHO JI0 MPOBEAEHOrO aHaJi3y KJIIHIYHOI e(peKTUBHOCTI OyJI0 BCTAHOBJIEHO, 1110
3riJHO 3 MI)KHAPOJHOIO MPAaKTUKOK 11ypcynbdaza € enuaum JI3 s crnenudiqHoro
nikyBanHs mnauieHtiB 3 MIIC II tuny, HuHi inypcyibgasza BriatoueHa y Ilepenik
JIKapChKUX 3ac001B, MEIMYHHMX BHUPOOIB Ta JOMOMIKHHUX 3acO0IB J0 HHX, IO
3aKyNOBYIOThCS HA BUKOHAHHS BIAMOBIIHUX YIroJl (AOTOBOPIB), YKIAAEHUX OCOOOIO,
YIOBHOBa)XEHOIO HAa 3/I1MICHEHHS 3aKYIIIBEJb Y chepl OXOPOHU 3/I0POB’ S /11l BAKOHAHHS
nporpaM Ta 3JIMCHEHHS [EHTPali30BaHUX 3aXO/IB 3 OXOPOHU 3J0POB’s, IO
3arBepKeHni moctanoBoro Kabinety MinictpiB Ykpainu Bin 7 6epesns 2022 p. Ne 216
Ta BIAMOBIAHO 3a0€3MeUy€eThCs MallieHTaM B Y KpaiHi.

3riH0 MDKHAPOJHUX KIIHIYHMX HACTAaHOB Ta HACTAHOB HAYKOBUX TOBApPHUCTB
iHmmx kpaid (2011, 2012, 2016, 2022) TpaHCcmiaHTallis TEMOMOETUYHUX CTOBOYPOBUX
KIIITUH MOYKE 3aCTOCOBYBATHCS B OKPEMHUX BHUIMAAKaX, MPOTE JTOKA30BUX JaHUX IIOJIO
e(eKTUBHOCTI HEAOCTATHHO, TOMY JaHUW METOJl HE PEKOMEHIOBAHUHN ISl JTIKyBaHHS
MIIC II tuny.

VY 3B's13Ky 13 BUIIIE3a3HAYEHUM, aHAJ113 BIUIMBY Ha MOKa3HUKU OFOHKETY POBEACHO
BUKJIFOYHO U1 “A1I0YOTO ClieHapito” (3acTocyBaHHA crienudiunoro gikyBanHs), a HIIT
ta TT'CK He po3risganucs SK MEAUYHI TEXHOJIOTIi MOPIBHSHHS JJIs MPOBEICHHS
aHaJli3y BIUIMBY Ha OKA3HUKU OIODKETY.

Tabmums 1. AHamiz BUTpaT Ha OJHE BBEICHHS Ta HAa KypC 3aCTOCYBaHHS
1mypeyabdaszu s TiKyBaHHS MAILEHTIB 13 MyKonoicaxapuaozom 1 tumy

ITapametp Inypcyasgasa
Ckrnaj 1ir0uuXx peuoBHH 1 MJ1 MiCTUTB 1TypCynbdasu 2 Mr
dopMa BUITYCKY Ta KOHIIGHTpAT JUIsl PO3UUHY JUIs 1H(Y31i, 2 Mr/mi no 3
JI0O3YBaHHS M y daakoni; o 1 prmakoHy B KapTOHHIN KOpOOIT
Cxema 3acToCyBaHHS 0,5 mr/kr macwu Tina
KpaTHicTh BBeI€HHS B PiK 52
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Ilina 3a 1 daxon/ 71 956,007
IUISIIIKY, TPH™

Jopocni Mimu
KinekicTh (iakoHiB Ha 1 6 3
BBEICHHA® *
Butpatu Ha 1 BBeneHHs, 431 736,00 215 868,00
T'PH
Butpartu Ha narienTta Ha 1 22 450 272,00 11225 136,00
piK, TPH

*6¢ionosiono do aucma MO3 6io 09.06.2022 Ne25-01/12931/2-22 ons nposedents po3paxyHKie 0yio
sUKopucmaHo 3Clenl6€]ZbHy lxﬂHy 3 OCMIAHHbO2O 3A6€puiterHoco meHdepy 3a OaHUMU €]Z€KmpOHHOI
cucmemu nyoaiuHux 3aKynigenv Prozorro

**pospaxynku 6y10 nposedeno 3 ypaxy8aHHaM, Wo cepeots 8a2a 00pocio2o nayienma cmanosums 7()
Ke, 6aea oumunu — 30 ke

3riiHO 3 1HCTPYKIIE€IO JI1 MEIUYHOrO 3aCTOCYBaHHSI J103a JIIKAPCHKOTO 3aco0y
igypeynbdasza sk A 10pOCiauX, Tak 1 JJIsi AiTei, cTaHoBUTH 0,5 MI/Kr macu Tina
OIOTWXKHA IIUIAXOM  BHYTPIIIHbOBEHHOI 1H(Y31i. BapticTe JiKyBaHHS yciMa
JIKapChKUMHU 3aco0aMU  PO3paxoBaHO 3 MATEMAaTUYHUM OKPYTJCHHSIM KUIBKOCTI
(1aKoHIB O LIJIOTO YKciia y 01K 301UIbIIECHHS.

Pe3ynbTaTu aHamizy BIUIMBY Ha MOKa3HUKH OIOMKETY MPEJCTaBIICHI 3 YaCOBUM
TOPU30HTOM B OJIUH PIK MpHU 3a0e3MeyYeHH] yCi€i KOrOpTH MAIliEHTIB 1Aypcybda3oro
(Tabmurs 2). Po3paxyHku MpoBeAEHO 3a CTaHIapTU30BAHUM IT1IX0I0M (Bara JOpOCioro
narienTa - 70 kr, Bara TuTHHHM - 30 KT') Ta 32 1HAUB1Iyal130BaHUM I1X010M (BiATOBITHO
JI0 MacHu TiJIa KOJKHOTO TaIlieHTa i3 goaatky ao jucra MO3 Vkpaiam Big 09.06.2022
No25-01/12931/2-22).

Tabmuug 2. Pe3ynbratu aHamizy BIUIMBY Ha TMOKAa3HUKU OIOKETY TIpH
3aCTOCYBaHHI 1ypCyibGasu: TII0UHUi ClieHapin

1 pik

KinbkicTh mamieHTiB
KinbKicTh MaIi€HTiB, IO MOXYTh 27
noTpeOyBaTH JIIKyBaHHA (32 JaHUMH,
HaJJaHUMH y JoAaTky Ao jgucta MO3
VYkpainu  Big  09.06.2022  Ne25-
01/12931/2-22)

® B T.Y. IOPOCIIHUX 4

® B T.4 JiTel 23
BurpaTu Ha BCIO NONYJISALII0 NALIEHTIB, IPH

CranpapruzoBanu | InauBigyasizoBanuii
W miaxig MiAXi

“3aKyniBenbHa LiHA 3 OCTAHHBOTO 3aBEPLICHOTO TEHAEPY 33 JAHHMHU EJIEKTPOHHOI CUCTEMH MyOJIiYHUX 3aKyIiBens Prozorro - 10roBip npo 3aKymisiio
Bix 23.11.2021: https://prozorro.gov.ua/tender/UA-2021-11-04-007744-b
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Butpatu nHa inypcynbdasy ta BmauB | 347 979 216,00 355 462 640,00
Ha OIOJKET, TPH
® B T.4. JUIsl TIOPOCJIUX, TPH 89 801 088,00 86 059 376,00
® B T.4 JUIsI ITCH, TPH 258 178 128,00 269 403 264,00

Pe3synbpratu MonenpHOTO aHalli3y BIUIMBY Ha OIOKET B YKpaiHi MOKas3aiu, 10
BUTPATU HA 3aKyMiBIIO 11ypCcybdazu Ha piYHUN KypcC JIIKYBaHHS OJHOTO MAaIll€eHTa 3a
3aKyMiBEJIbHOIO IHOIO 3 OCTAHHBOT'O 3aBEPIIECHOTO TEHAEPY 3a JTAaHUMH E€JIEKTPOHHOI
CUCTEMH IMyONIYHUX 3aKyniBenb Prozorro (inentudikatop 3akymisii: UA-2021-11-04-
007744-b), mro ctanoButs 71 956,00 rpH, cTanoBIsATH 22 450 272,00 TpH 17151 TOPOCIOTO
ta 11225 136,00 rpH 1151 AuTHHU. BUTpaT Ha 3aKyMiBIIO 11ypCyabdas3u JUist TIKyBaHHS
KOTOPTH TallieHTiB (27 0ci0) 3a ycepeTHEHUMU 3HAUCHHSIMU Baru mnaiieHTiB - 347 979
216,00 rpH. 32 YMOBM BUKOPUCTAHHS 1HAWBIAYaJbHUX JIaHMX IIOJO BarW MaIli€HTIB
BUTPATH Ha 3aKyMIBIIO 11ypcyib(pa3u Ha piUHUNA KypC JIKYBaHHS KOTOPTH MAalllEHTIB
CcTaHOBIATH 355 462 640,00 rpH.

3MOIeNbOBaHMM BIUIMB Ha OIOKET 1aypcyibdazu Oylo MOpPIBHSAHO 13
PEKOMEHOBAaHUMHM 3HAYCHHSIMU IIKAJIM BIUIMBY Ha OIO/KET B YKpaiHi, BIAMOBIIHO J0
aKTyaJ130BaHUX 3HAYE€Hb PEKOMEHI0BAHOI IIKAJIM OL[IHKH BILIUBY Ha OI0JKET B YKpaiHi
Ha MIACTaBl JAaHMX JEpKaBHUX BUTpaT Ha Jikapcbki 3acobu y 2021 pomi, Ta
BCTAHOBJICHO, IO TIPH 3aCTOCYBaHHI 1Mypcyiab(das3u, BIUIMB Ha Ot KeT Ha 1 pik Oyne
BenukuM (riepeBuiiryBatume 100 MutH rpH) Ta Oyie BABIYI OUTBIITUM 32 PEKOMEHI0OBaHE
MOPOTOBE 3HAYCHHSI CTyIEHs (PIHAHCOBOI IOCTYIMHOCTI, III0 CTAHOBUTH 176 MIIH T'pH.

Takox, BignoBigHo 10 ymcta MO3 Ykpainu Big 09.06.2022 Ne25-01/12931/2-22,
YIOBHOBXEHUM OPraHOM OyJIO 10JaTKOBO MPOAHATI30BaHO MEPEIKH BIAIMIKOYBaHb
pedepenTHux Kpain Ta kpaiH CxigHoi €Bponu 3 METOI MONIYKYy IiH (Ha piBHI
BUPOOHUKA) HA 3asBJIEHY MEIUYHY TexHoJorit0 ctanoM Ha 01.07.2022 (tabmwmiis 3).

Tabmuusa 3. L{inu Ha Jikapchkuit 3aci6 imypceynbdasa y pedepeHTHUX KpaiHax Ta
kpainax CxigHoi €Bponu

Kpaina Hina 3a praxon Iina B ekBiBaJIeHTI*
AnGanis®® indopmaris HemocTymHa
Binopycn?’ BiICYTHS
Bosrapis?® 4 677,68 GonrapCHKUX JIEB 72 708,84 rpu
Bocnis i l'epuerosuna® | BigcyTHs

2 https://fsdksh.gov.al/wp-content/uploads/2022/04/vendim-2022-04-13-230.pdf
7 https://www.rceth.by/Refbank/reestr_drurregprice/results

28 https://portal.ncpr.bg/registers/pages/register/list-medicament.xhtml

% http://www.fmoh.gov.ba/index.php/preporucujemo/liste-lijekova
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I'penis® 2 079,64 eBpo 63 224,59 rpu
Ectomis?! BigCyTHS

JlaTBilicpka BIJICYTHS

Pecry6mika®?

Jursa® BiICYTHS

Moumosa3* BifCYyTHS

[TiBHiuna Makenonia®™ | BigcyTHs

Pecniyomika ITonpnia®

10 464,31 3n0THX

67 876,75 rpu

Pymywnis®’ 12 201,27 pyMyHCBKHX JI€ii 74 987,79 rpu
Cep0is®® BIJICYTHS
Cnosanpka Pecriy6nixa® | 2 087,77 eBpo 63 471,76 rpu
Cnosenis* 2 530,20 eBpo 76 922,38 rpu
Vropiuna*! BiICyTHs
Xopsaria* 20 405,51 XOpBaTCHKUX KyH 82 368,38 rpu
Yecnka PecniyOnika® 62 672,74 4eCbKHX KPOH 77 012,26 rpu
Yopuoropis** BiICYTHS

*3a oghiyitinum xypcom HEY cmanom na 01.07.2022%

Otxe, 1iHa igypcynbdas3u 3a pesyibraTamu TopriB npoBenaeHux JII «Menuuni
3aKymiBial YKpaidu», mo cranoButh 71 956,00 rpu 3a 1 drakoH, € HUKYOK 3a HIHUA
JOCIIKYBaHUX KpaiH y TPUBHEBOMY €KBIBaJICHTI, MPOTE BUIIOO 32 1iHY y ok Ha

5,7%, CnoBauumai Ha 11,8% Tta I'pertii Ha 12,1%.

Phttps://www.moh.gov.gr/articles/times-farmakwn/deltia-timwn/106 1 2-epikairopoihsh-deltioy-timwn-farmakwn-anthrwpinhs-xrhshs-me-enswmatwsh-

dioikhtikwn-metabolwn

3! https://www.ravimiregister.ee/en/publichomepage.aspx ?pv=PublicDownloads
32 https://www.vmnvd.gov.lv/Iv/kompensejamo-zalu-saraksti

Bhttps://ligoniukasa.lrv.1t/lt/veiklos-sritys/gydymo-istaigoms-ir-partneriams/kompensuojamieji-vaistai-ir-medicinos-pagalbos-priemones-
2/kompensuojamuju-vaistu-ir-mpp-aktualijos/aktualijos-4

3* http://www.cnam.md/?page=157&

35 https://fzo-org-mk.translate.goog/sifrarnik-lekovi-pzz?_x_tr_sl=mk&_x_tr_tl=ru&_x_tr_hl=ru&_x_tr_pto=sc

3 https://www.gov.pl/web/zdrowie/leki-refundowane

37 https://cnas.ro/lista-medicamente/

38 http://rfzo.rs/index.php/osiguranalica/lekovi-info/lekovi-actual
3 https://www.health.gov.sk/?zoznam-kategorizovanych-liekov
40 https://www.jazmp.si/humana-zdravila/cene-zdravil/seznam-ndc-in-ivdc/

“http://www.neak.gov.hu/felso_menu/szakmai_oldalak/gyogyszer_segedeszkoz_gyogyfurdo_tamogatas/egeszsegugyi_vallalkozasoknak/pupha/Vegleg

es_ PUPHA .html

“2 https://hzzo.hr/zdravstvena-zastita/lijekovi/objavljene-liste-lijekova
4 hitps://www.sukl.cz/sukl/seznam-leciv-a-pzlu-hrazenych-ze-zdrav-pojisteni

“ https://fzocg.me/ckfinder/userfiles/files/folder 13/Lista%20ljekova%?20decembar%202022_g.pdf

3 https://bank.gov.ua/ua/markets/exchangerates ?date=01.07.2022 &period=daily
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Takox BinmosimHo 10 aricta MO3 Ykpaiau Bix 26.07.2022 Ne 25-01/16746/2-22
ta Big 08.08.2022 No25-01/17921/2-22 uiogo IOUUIBHOCTI YKIAJaHHS JOTOBOPIB
KEPOBAHOIO JIOCTYITy YIMOBHOBAXCHHM OpPraHOM OyJio JOJAaTKOBO MPOaHali30BaHO
pexkoMeHnpartii opranizariit 3 OMT inmmx kpaid momao JI3 ixypcynbdaza (Tadbmmist 4).

Tabnuusg 4. Pexomenaarii opranizaniii 3 OMT B iHmux kpainax JI3 igypcynbdasza

OMT oprani3zanis

Pexomenpanisn®

HauionajabHuUii iIHCTHTYT
OXOPOHHM 3/10POB’S i
AOCKOHAJIOCTi MeTHYHOI
ponomoru Beunkoi
Bpuranii (National
Institute for Health and
Care Excellence, NICE)*6

OriHka y po3po0Oiii.

Koncopuiym 3
JIKapCbKHX 32C00iB
HMoTnanaii (Scottish
Medicines Consortium,
SMC), 20074

Inypcynbdaza He pekoMeHIOBaHA [UIsI TPHUBAIOTO
JIKyBaHHS NaUleHTIB 13 cuapomoM Xantepa (MIIC 1T
TUITY).

OOrpyHTYyBaHHSI BUPOOHHKOM BapTOCTI JIKYBaHHS I10
BIJIHOIIICHHIO J0 WOro KOPWUCTI JJIA 3J0pOB’s OyIio
HEJI0CTaTHIM, 00 oTpumatu cxBaieHHs SMC, 1, kpim
TOr0, 3asIBHUKOM HE OYJO0 MIpPEJCTaBICHO JOCTaTHbO
HAJIHOTO €KOHOMIYHOTO aHaiizy. Bapricte piuHOTO
JiKyBaHHs marfieHTa Baroro 36 kr cranosuia 309 660
¢yntiB crepainris (13 759 587,27 rpu), a ICER/QALY
ctaHoBUB 564 692 ¢ynTiB crepainris (25 091 806,67
IpH). AHam3 4YyTJIMBOCTI TMOKa3aB, W0 SKIIO
BUKOPHCTOBYBAaTH MEHII ONTUMICTUYHHA TPOTHO3
BikuBaHoCTl, [CER/QALY 3poctae 10 601 059 dpyHnTiB
crepminrie (26 707 756,14 rpH) a 3a YMOBH
BUKOPHUCTaHHS 3HAYE€Hb KOPUCHOCTI, 310paHuX Mij yac
kiiHiyHOrO BunpoOyBanHs, [CER/QALY 3pocrae mo 1
174 342 ¢ynriB crepmainris (52 181 299,60 rpn).

HauionaabHuii oprax 3
NMUTaHb OXOPOHHU
310poB'sa DpaHiii
(Haute Autorité de santé
or French National
Authority for Health,
HAS), 2015%

PexoMeHn0BaHO BKIIOYECHHS 10 Tmepemiky JI3,
BapTICTh SKUX BIIIKOJIOBY€ETHCS AJIS JTIKAPEHb.
®aktuyna Buroaa (SMR) - cyrreBa. daktuuHa Buroa
1Aypcyib(a3u 3aTUIIaeThCs CYTTEBOIO 3a MOKAa3aHHAM
3 peecTpaliiftHOro MOoCBITYEHHS.

[Tokpamennss ¢aktuynoi Burogu (ASMR) - IV
(HEe3HaUHE)
BpaxoByroun  BIACYTHICTh  SIKICHUX JaHUX  JUIS

“https://www.nice.org.uk/guidance/indevelopment/gid-hst10019
“Thttps://www.scottishmedicines.org.uk/medicines-advice/idursulfase-2mgml-concentrate-for-solution-for-infusion-elaprase-fullsubmission-39107/
8 https://www.has-sante.fr/jcms/c_2048976/fr/elaprase-idursulfase-enzyme-de-substitution
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oOTpyHTYBaHHS ~ €(DEKTUBHOCTI  JIIKyBaHHS  TICJS
nepmoro poky, Komiter BBaxkae, mo imypcyibdasza
3a0e3neuye He3HAUHE MOKpalieHHs! (PaKTHUHOT BUTOTU
(ASMR 1V) nns nikyBaHHSI CHHIPOMY XaHTepa.
CraBka peimOypcamii: 65%. Jlikapcbkuii 3aci0
BIJIITYCKA€ETHCS 3a PEIENTOM, JIUIIC 33 MPU3HAYCHHSIM
crietiamicTiB  (Jrikap, SKUH Mae AOCBIJ JIIKyBaHHS
natieHTiB 13 MIIC II tumy a6o 3 iHIIMMU CHIaJKOBUMU
3aXBOPIOBAHHSIMHU OOMIHY PEYOBHH).

Kanajacbke areHTCTBO
JIKapCbKHX 32C00iB Ta
MeAMYHUX TeXHOJIOTiH
(The Canadian Agency
for Drugs &
Technologies in Health,
CADTH), 20074

Kanancekuii eKCriepTHUN KOHCYJIBTaTUBHUN KOMITET 3
nikapcekux 3aco0iB (CEDAC) He pexoMeHayBas
BKJIFOUEHHSI 1aypcyiibdazu 10 MEPENIKY
BIJIIIKO/TyBaHHS.

ina inypcynbdaszu cranoButh 4215 ponapis CIIIA
(154 136,65 rpH) 3a dnakoH 6 Mr, a BapTICTh JIKYBaHHS
narieHTa Baror 35 Kr (cepenHsl Bara TAalll€EHTIB y
KJIHIYHOMY JOCIIKEHH1, po3risiHyToMmy KomiteTom)
ctanoBuTh 657 000 nonapis CIIIA (24 025 570,20 rpH)
Ha pik. KomiTeT He BBakaB BHCOKY BapTiCTh
BHUIIPABIAHOI0 yepes BIJICYTHICTh JIOKa31B
MOKPAIICHHSI KJITHIYHO BaKJIMBUX PE3YyJIbTATIB.

ABCTpaNiHCbKUH
KOHCYJIbTATUBHUM
KOMITeT 3
papmaneBTHUYHHX
nepesar (Pharmaceutical
Benefits Advisory
Committee, PBAC),
2008

Ilpoepama JI3, wo pamyroms sxcumms (Life Saving
Drugs Program - LSDP) - BKJII04€HO.

Cxema ¢apmayeemuunux ninve (Pharmaceutical
Benefits Scheme - PBS) - He peKOMEH/10BaHO.

PBAC BinxunuB 3asBKy Ha BKJIIOUYEHHS 1Aypcyibdazu
no PBS mnHa migcraBi HenmpUAHATHO BHCOKOIO
IHKPEMEHTAJILHOT0  NMOKAa3HMKAa  e(QeKTHUBHOCTI
Burtpar. [Ipore, 3 ornsiay Ha J0/1aHy KIIIHIYHY KOPUCTD,
PBAC pexomeHyBaB ypsiy pO3TJISHYTH MOXKJIMBICTD
BKJIFOUEHHS 11ypcynbdaszu 10 LSDP.

Kowmiter 3a3HauuB, 10 3a 3asBJICHOIO I[IHOIO piyHA
BapTICTh JIIKyBaHHS OJTHOTO MAaIll€HTa, SKUI OTpPUMYBaB
11ypeyabda3zy, Oyia BUINOK, HIXK I[iHA JIS TAIlIE€HTIB,
AKI ~OTPUMYBAJIM JIIKYBaHHS  JIAPOHIZNA3010  JJIsi
mikyBanHss MIIC 1 tumy. Ilicns Toro, ik KOMITET
PO3TJISIHYB JIOKa3U Ta PEKOMEHJIallll ekcnepTa, HajaH1
Ha ciayxaHHi, mo MIIC I tuny ta MIIC II Tumy
kimiHigHO ayxke mnonioHi, PBAC pexomeHayBaB

4 https://www.cadth.ca/idursulfase

Shttps://www.pbs.gov.au/industry/listing/elements/pbac-meetings/psd/2007-
11/Idursulfase%20rhu%20ELAPRASE%20Genzyme%205%203%20PSD%20Nov%2008%20FINAL.pdf;jsessionid=kon95ccgxtmk 1 1uqjsi8cvyly/
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3HM3UTH WiHY igypcyab¢pasu piasa jgikysanas MIIC
II Tuny 10 piBHSA WiHM JIAPOHIZA3M NJIM JIKyBaHHS
MIIC I tuny. IIpote, BUCHOBOK €KOHOMIYHOT OIIIHKH
00 HENPUUHATHO BUCOKOro mnokazHuka I[CER
3QJIMIIIAETHCS B CUJII, HABITh SKIIO IiHA 1AypCcyibbhazu
OyJie 3HMYKEHA JI0 I[IHU JIAPOH1Ia3H.

IHcTHTYT SIKOCTI W
eeKTUBHOCTI y cucTeMi
OXOPOHH 3/10POB’sI
HimMeuunnu

(Institut fiir Qualitit und
Wirtschaftlichkeit im
Gesundheitswesen,
IQWiG)

OriHKa HE MPOBOAUIACH

ITajiiicbKke areHTCTBO 3
JIKApChKHX 32C00IB
(Agenzia Italiana del
Farmaco, AIFA)

OrriHKa HEe MPOBOANIIACH

ATEeHTCTBO
(papmaneBTHYHOTO
MeHea:kMeHTy HoBoi
3eaanaii
(Pharmaceutical
Management Agency,
PHARMAC)

OrriHKa HEe MPOBOANIIACH

ArenrcTtBo 3 OMT Ta
TapudHoI cucremMu
Hoabmi (Agencja Oceny
Technologii
Medycznych, AOTMiT),
2013%!

Pana mpo30opocTi BUHOCUTH MMO3UTUBHUN BUCHOBOK TIPO
BiAMiHy pilleHHs] 11010 BIJIIKOJYBaHHS BapTOCTI
npenapary Enanpaza (ixypcynbdasa) 3a mokazaHHIM:
nikyBannst MIIC II tuny (curapom Xantepa).

Ha  agymxy Pagu, edexTuBHICT,  mpemnapary
He3a70BlIbHA 3a oka3aHHAM JikyBanHg MIIC II tumy.
HoBi crmocTepeskeHHs 13 JOCTIIKEHb pEECTPy HE
3MIHWJIM JJOKa31B €()EKTUBHOCTI.

PexoMeHaiiii o0 3aCTOCyBaHHS JIIKAPCHKOTO 3aC00Y
11ypcynibda3za B IHIIKUX KpaiHax J10Ci HEOITHO3HAYHI.
Uepes 0OMeXeHY KUIBKICTh 1 SIKICTh IOCTYITHUX JTAHUX
(BIACYTHICTh HAMIWHUX JIOCTIKEHb SIKOCTI JKHUTTS,
BIDKMBAHHS, TPOTPECYBAHHS 3aXBOPIOBAHHS) IYXkKeE
CKJIaHO (200 HEMOKJIMBO) 3pOOUTH aHaJi3 BUTpAT Ta
epextuBHocti. CmnpobGa  cTBOpUTH  MOJENb 1
3aCTOCYBAaTH JaHi, HIO0 MICTSAThCS B PEKOMEHAAIISIX

5! https://bipold.aotm.gov.pl/index.php/zlecenia-2013/843-materialy-2013/1386-210-2013-zlc

31



loypcynvgpasza ona nikysanns nayieumis 3 mykonoaicaxapudoszom Il muny, 01.09.2022

SMC, noxkazana, o koedimient ICUR y Oararo pasis
MepeBHIINY€E MOPIr «BapTiCTh-KOPUCTDY, PHHHIATAN
y Ilonwmi, mo € xapaktepHoro ocoOymBicTio JI3, mo
3aCTOCOBYIOTBCS IS JIIKYBaHHS yibTpa oOpdaHHUX
3aXBOPIOBAHb.

[{iHOBY KOHKYPEHTOCIIPOMO>KHICTh MOKHA PO3TJISIIaTH
JUIIe y KOHTEKCTI I[iH B IHIIMX KpaiHaX, II0
YCKJIQTHIOETBCA BIJICYTHICTIO 1H(OpMaIli CTOCOBHO
yroJI TIPO PO3MOILT PU3UKIB YU 3HUKKH.

HauioHanbHU iHCTUTYT
OXOPOHH 3/10POB'sl
Hinepaaunais
(Zorginstituut
Nederland, ZIN), 200752

VY manienTiB 13 MIIC 1IB tuny Ta MIIC IIA Tuny Bikom
MoHaJA S5 PpoOKIB 3amicHa (epMeHTHa Tepamis
11ypcyiabda3zor0  TPU3BOAWTH 10  3MEHILICHHS
HAKOIMHWYEHHS IT1KO3aMIHOTJIIKAHIB 1 TnepTpodii Takux
OpraHiB, SIK MEYiHKA, CEJIC31HKA Ta, MOXKJIHMBO, TaKOXK
cepue. Y OaraThboX MAaIi€HTIB 11 (Hi310JIOTIYHI 3MIHU
OPU3BOJATh 1O 30UIBIICHHS 3JaTHOCTI BUKOHYBAaTH
(Bce me oOmexeHi) (i3uyHl HaBaHTaxeHHs. Xoua
HESICHO, SKOI0 MIpOI0 JIIKYBaHHS Ma€ TpHUBaJIU
MO3UTUBHUM €(PEeKT Ha PO3BUTOK 3aXBOPIOBAHHS Ta
BIDKMBAHHS, 1TypCyJib(asa y peKOMEHI0BaH1H 1031 Mae
J0JIaTKOBY ~TEPANeBTUYHY I[IHHICTh TMOPIBHSHO 3
notoyHuM JikyBaHHAM MIIC II tumy.

Hes3Baxkarouu Ha BiICYTHICTh JJaHUX IIOJI0 BiAJAJICHUX
e(eKTIB 3aMICHO1 €H3UMHOI Tepartii 11ypcyiabdazoro (>
1 poky), 1e JIKyBaHHS MOXHa 3aCTOCOBYBaTH Y
nauieHtie 3 MIIC II tumy dvepe3 ioro mo3UTHUBHUMN
BILJIMB Ha Iepedir 3axBoproBaHHs. JlaHi 11010 BILTUBY
imypeynbdaszu Ha AiTell MOIoaIoro Biky (< 5 pokiB) 3
BHUcokonporpecyruoro hopmoro MIIC IIA tuny moku
110 BIZCYTHI.

Inypcynbdaza npogaeTses y (priakoHax, Mo MICTATH 3
M1 po3uuny (2 mr/mi). Onun daakon komrye 2 925,00
eBpo (109 209,26 rpn) 6e3 I1/IB. [lns mamienTa Baroro
12-24 xr (2 piakoHu Ha KypC JIIKyBaHHS ) pIYHI BUTPATH
ctanoBisTh 304 200,00 eBpo (11 357 763,30 rpH).
Zorginstituut npoBOAUTH (TIEPE)OLIHKY JIMIIE THUX
crietiami3oBanux JI3, skl CTaHOBIATH (PiHAHCOBUI
PHU3HK JIJII OCHOBHOTO CTpaxyBaHHS a0 SIKILO SIKICTb
MEIUYHOI JOMOMOTH CTAaHOBUTH PHU3MK. Buxomdauum 3
KpUTEpiiB  BHU3HAYEHHS  pU3UKY s  0a30BOTO
cTpaxyBaHHs, HarioHanpHUil 1HCTUTYT OXOPOHU

52 https://www.zorginstituutnederland.nl/publicaties/rapport/2007/05/21/idursulfase-elaprase-bij-mucopolysaccharidose-ii-syndroom-van-hunter

32



loypcynvgpasza ona nikysanns nayieumis 3 mykonoaicaxapudoszom Il muny, 01.09.2022

3M0pOB’Sl  BUPIIIMB HE MPOBOAWTH MEPEOLIHKY
imypcynbdazu (Elaprase®). YacTtkoBo depe3 myxe
BHUCOKY BapTICTh Ha OJHOTO TMallleHTa Ha piK, LeH
opanHuii mpemapar Oyno 00paHO [JIs OIIIHKHU
Bi/IIIOBIiTHOCTi BUKOPHUCTAHHSA. >

IHcTuTyT KIiHiyHux Ta | OLiHKa HE TPOBOUIACH

€KOHOMIYHUX
nociaimkens CIIA
(Institute for Clinical
and Economic Review,
ICER)

*0J1 NOPIBHIOBAHOCMI 8APMOCMI 8 2PH BKA3AHI 8 NEPEPAXYHK) 8ION0BIOHO 00 ogiyitinozo Kypcy HBY
cmanom na 01.08.2022%*

S5) mani moao KopekTHOCTI iH(poOpMaLii MpPo HasBHICTHL a00 BIACYTHICTH
€KOHOMIYHHUX Ta KJIHIYHUX [epeBar 3aCTOCYBAaHHH JIIKAPCbKOr0 3acoly
NMOPiBHAHO 3 IHIIUM JIIKAPCHKUM 32c000M a00 iHIIO MEJUYHOI0 TEXHOJIOTiEH (200
iX BiJICYTHOCTI), HA/IaHi 3aABHUKOM

Bignosigno no n.7 Ilopsaky aepkaBHa OMT 3a ckopouyeHOI0 MPOIEAYpPOIO HE
nependayae MPOBEACHHS €KCIEPTU3U MOJIaHUX 3asBHUKOM 3asBH 1 JJOChE, HA MiACTaB1
SAKUX MOYKHA 3p0OUTH BUCHOBOK MPO KOPEKTHICTh HaZaHO1 iHpopMaIlii.

4. PekoMenaanii 11010 BKJIKYECHHS (BUKJIHYEHHS) JIKapChKOIro 3aco0y 10 (3)
HanioHaabHOro mepesiiky 0CHOBHHUX JIKApChbKHUX 3ac00iB Ta (200) HOMEHKJIATYP
(mepeJiikiB, CIHUCKIB, PEECTPiB), IO 3aKYNOBYKOTHCH 32 KOWITH [AeP:KABHOIO
0K0/KeTy JJIs1 BUKOHAHHSI MPOrpaM Ta 3iMCHEHHS HEHTPAJi30BAHMX 3aX0AiB 3
OXOPOHM 3710POB’sl, Ta (200) peKOMeHAaWil 1010 3aCTOCYBAHHS JJIA L[lJIEd OXOPOHU
310POB’sl JIKapCcbKOro 3aco0y, oniara, 3aKymniBjsi 200 BiIIIKOAYBAHHS BAPTOCTi
SIKOT0 3JiliCHIOETHCH 3 METO BHKOHAHHSI PErioHAJbLHHUX HLIbOBHX INpPOrpam 3
OXOPOHH 3/10POB’sl, 110 MOBHICTIO YU YACTKOBO (piHAHCYIOTHCS 32 PAXYHOK KOIUTIB
MicleBHUX 0K/KeTIiB, Ta (a00) pekoMeHIANLIl OO0 YKJIAJAeHHS 200 NMPOJAOBKECHHS
Ail (mpoJioHraumii) 10roBOpiB KEPOBAHOI0 AOCTYNy Ta (200) iHIII pekoMeHaawil y
pa3i HeoOXiTHOCTI yXBaJIeHHsI pillieHb B CHCTeMi 0XOPOHH 3/10POB’si

CranoMm Ha 25.07.2022 BianoBiguo no 3BepHeHHs MO3 Vkpainu Big 09.06.2022
Ne25-01/12931/2-22 ta nucra yrtouHeHHs Bix 20.06.2022 Ne25-01/13739/2-22
npoBeneHo JaepxkaBHy OMT 3a CKOpOYEHOIO MPOLEAYPOI0 JIKAPCHKOro 3aco0y
imypeynbda3za s JiKyBaHHS NALIE€HTIB 3 MyKonoicaxapuao3om Il tumy. BianosigHo
10 11.22 TlopsiiKy BUCHOBOK YIIOBHOBa)KEHOT'O OpraHy Ma€e peKOMEHIAIliHHUM XapaKTep.

Cranom Ha 01.09.2022 0HOBIIEHO BUCHOBOK YIIOBHOBAXEHOTO OpraHy Ha 3aIuT y
muctax MO3 Vkpaiau Big 26.07.2022 Ne 25-01/16746/2-22 ta Big 08.08.2022 Ne25-

53 https://www.zorginstituutnederland.nl/publicaties/brief/2016/10/3 1/idursulfase-elaprase-bij-ziekte-van-hunter-wijziging-beleid-t-4-dossiers
5% https://bank.gov.ua/ua/markets/exchangerates
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01/17921/2-22 mono BHeceHHs 1H(poOpMalil Mpo AOUUIBHICTh YKIIAJIaHHS JOTOBOPIB
KEpOBAHOIO JIOCTYILY.

HepxxaBaa OMT 3a CKOpPOUYEHOIO MPOIEAYPOIO MO0 JIKAPCHKOTO 3aco0y
1aypcynbda3za s JiKyBaHHS Malli€HTiB 3 MyKonoficaxapuao3om Il Tuny npoBeaena Ha
BUKOHAHHS MNIANYHKTY 3 myHKTY 4 moctaHoBu Kabinery MiHicTpiB YKpaiHu BijI
23.12.2020 Ne 1300, a Takox mianyHkTiB 5, 7 nyHkty 8 Ilopsaky mnpoBeaeHHs
JIEp’KaBHOI OIIIHKKA MEIMYHUX TEXHOJIOTIH, 3aTBep/ykeHoro mnoctaHoBow Kabinery
MinictpiB Ykpainu Big 23.12.2020 Ne 1300.

3a pe3yibTaTOM aHalli3y Taly3eBUX CTAHAAPTIB y cdepl OXOPOHU 3/I0POB i
VYKkpaiHM BCTaHOBIEHO, IO 3a JAaHUMHU YHI(IKOBAHOTO KIIHIYHOTO MPOTOKOIY
MEPBUHHOI, BTOPUHHOI (CIELiali30BaHOi) Ta TPETHUHHOI (BHCOKOCHEIiaai30BaHO1)
MeauyHoi fonomoru ‘“Mykononicaxapuno3 II tumy” (3aTBepmxenuit Hakazom MO3
Vkpainu Big 23.02.2015 Ne90) equnuM MeToAOM JIIKYBaHHS MyKoroiicaxapuaosy Il
TUITy € 3aCTOCYBAaHHS (DEPMEHTHOI 3aMiCHOI Tepamii - 1aypcyibdazoro. B pesynbrari
aHayizy MDKHApOIHUX TPETUHHUX JKEpelsl, BCTAHOBJICHO IO (epMEHTHA 3amicHa
Teparis 1iaypcynibdhazoro y 1031 0,5 MI/Kr MOTHXKHS PEKOMEHJI0OBaHA JJIsl JIIKYBaHHS
Mykonomicaxapuaosy Il tumy 3a nanumu €Bponeiricbkux pekomennauii (2011 pik),
pPEKOMEHJAIIA I0A0 JIKYBaHHSA J130COMAJIbHUX XBOPOO HAKOMUYEHHS MUISIXOM
dbepmenTHOi 3amicHoi Tepamii B Mamaitzii (2012 pik), 3a MOPOTOKOJIOM IIOJO
JTIarHOCTUKM Ta JIKyBaHHSA MYyKoOTMoJiicaxapumo3iB HarioHansHOTO yrpaBiiHHS
oxoponu 370poB's Opantiii, (2016 pik), KoHCEHCYCcHUX pekoMenaaiii B Icnanii (2018
piky) Ta pekomeHnani Kanaacpkoro ToBaprcTBa Mmykomnosicaxapuao3is (2022 pik).

3a MDKHApOJHMMH KIIHIYHUMH HAacTaHOBaMHM Ta HACTaHOBAMH HAayKOBHX
TOBapUCTB 1HIMX Kpain (2011, 2012, 2016, 2022) TpaHcniaHTallisi T€MOIMOETUYHHUX
CTOBOYpOBHUX KIIITUH MOXE 3aCTOCOBYBATHCS B OKPEMHUX BHITQJKaX, MPOTE TOKA30BUX
JaHUX 070 e(hEeKTUBHOCTI HEOCTATHBO, TOMY JJAHUH METOJ HE PEKOMEHIOBAaHUH IS
JiKyBaHHS Mykonomicaxapuao3y Il Ttumy. Ilpu omiHIl NOPIBHSUIBHOI KJIIHIYHOI
edextuBHOCTI Ta Oe3neku imypcyibdazu ta TI'CK He Oyno 3HaiiieHO BTOPUHHHX
JDKEpeN JOKa30BUX JaHUX. 3a pe3ylbTaTaMH MOIIYKY MEPBHHHUX JKEPEN JTOKa30BUX
JTaHuX OyJI0 3HAMICHO Ta MPOAHAII30BaHO 2 PETPOCNIEKTUBHI nociikenHs (Kubaski, et
al., 2017, Patel, et al., 2014). OcKIJIbKH JaHl JOCHIJKEHHS € HU3bKOI METOA0JI0TTUHOI
SIKOCTI1, OTpUMaH1 pe3yJbTaTH MOTPIOHO IHTEPIPETYBATH 3 00EPEIKHICTIO.

JonaTtkoBo Oyn0 3HalIEHO Ta MPOAHATI30BaHO JOKYMEHT JlemapTameHTy
oXxopoHu 310poB’st ABctpanii, 2018 poky, B ssIkoMy 3a3Ha4€HI YMOBH Ta BUMOTH IS
OTPUMAaHHS JIIKYBaHHS 11ypcyib(ha3or0 maiieHTam 3 Mykomnosicaxapuao3om Il tumy y
pamkax [Iporpamu “Jliku, O PATYIOTH KUTTA . Y PEKOMEHAAIISNX OMUCaHI TTOYaTKOBI
KpUTEpil NPUHUHATHOCTI, MOCTIMHI KpUTEpli MPUUHATHOCTI Ta KpUTEpli MPUIUHEHHS
dbepMeHTHOI 3aMICHOT Teparii.

3a pe3ynapTaTaMH TMOIIYKY BTOPMHHHUX JDKEpPENT JOKA30BUX JaHWX OO
MOPIBHSJIBHOI KJIIHIYHOI e(EeKTUBHOCTI Ta Oe3neku iaypcynbda3u Ta HaWKpamioi
HIATPUMYIOUOi Teparii JUIs JIIKyBaHHS MAaIl€HTIB 3 MyKomoJiicaxapuao3oM Il tumy
Ipe/ICTaBlIeHO Ta npoaHanizoBaHo KokpeitHiBebkuit cuctematnunuil orsin Edina S. et
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al., 2016°> (BUCOKOI METOMOJIOTIYHOI AKOCTI). Pe3yabTaTd CHCTEMAaTHYHOIO OISy
3aCHOBaHI Ha JaHUX OJHOr0 TIUIAned0 KOHTPOJIHOBAHOTO pPaHAOMI30BaHOTO 53-
THKHEBOTO JociipkeHHsA. Imypcynbdaza B mo3i 0,5 mr/kr 1 pa3 Ha THXKIEHB
MIPOJICMOHCTPYBaJIa KJIIHIYHI MepeBaru MOPIBHAHO 3 IUIANEe00 3a OIIHKOK CEPeIHBOT
PI3HUII Y BIJICTaHI MPOiACHIM 3a 6 XBUJIMH MTOPIBHIHO 3 TOYaTKOBUM piBHeM, MD 37,00
(95% CI Bim 6,52 nmo 67,48). He Oyno craructuyHO 3HA4ymoi pi3HUl B %
IPOrHO30BaHOI (POPCOBAHOT >KUTTEBOI €MHOCTI JIETEHb MK TPYMOIO IIOTHUKHEBOTO
npuiiomy iypeynbdasu Ta rpynoto mianedo, MD 2,70 (95% CI Big -2,12 no 7,52),
npote abcotoTHa GopcoBaHa )KUTTEBA EMHICTD JIET€Hb 3HAUHO miaBuimiacsa, MD 0,16
(95% CI Big 0,05 mo 0,27). O0’emM MeUiHKU Ta CeNE31HKU Oy CYTTEBO 3HUKEHI
MOPIBHSHO 3 BUX1AHUM PIBHEM Y MALIEHTIB, IO OTPUMYBAJIH 14ypCyib(a3y HOTHKHEBO
nopiBHSHO 3 mane6o, MD -24,50 (95% CI Bixg -28,94 no -20,06) ta MD -32,30 (95%
CI Big -41,79 no -22,81) BianoBigHO. PiBeHb TINIKO3aMIHOIIIKAHIB y Tpymi
11ypcyiibazu CyTTeEBO 3HU3UBCA MOPIBHAHO 3 Tpynoro miamnedo, MD -207,40 (95% CI
Big -284,85 no -129,95). KoneH ydyacHUK HE BUUMIIOB 13 JOCTIIKEHHS yepe3 MoOiuHi
peakiii. [To614H1 peakiii, mpo sSKi Hal4acTIIe TOBIIOMIISIIOCS Mij Yac JOCIIKEHHS,
BKJIFOYAQJIM TOJIOBHUU O171b, Ha30(apHHIIT, OLIb Yy *UBOTI, apTpajirit0 Ta CBEpOIK.
binbmricte noOiyHuX edeKTiB Oyn JErkoro ado CepeHbOr0 CTYIEHS TSKKOCTI B YCIX
rpynax. Cepen moOIYHMX peakilidi, sKi, MOXJIMWBO, OyJIM TOB’si3aHI 3 JIIKyBaHHSIM
imypcynbda3zoro, HalnomupeHinn Oy peakiii mos’a3ani 3 iHpy3ier0, RR 1,05 (95%
CI Big 0,74 no 1,48) y rpymi HIOTHXHEBOTO MPUHOMY iAypcylibda3zu MOPIBHIHO 3
rtane6o.

PesynbraT MOIENBbHOTO aHaNi3y BIUIMBY Ha OIO/DKET B YKpaiHi MOKa3aiH, IO
BUTPATH HA 3aKyMIBJIIO 1AypCyb(]a3zu Ha pIYHUN KypC JIIKYBaHHS OJHOTO MAIli€EHTA 32
3aKyIiBEJIHHOIO I[IHOIO 3 OCTAHHBOTO 3aBEPIICHOTO TEHAEPY 3a JAHUMH €IEKTPOHHOI
cucteMu nyOmiyHUX 3aKkymiBenb Prozorro cranoBiste 22 450 272,00 rpH s
nopocioro ta 11 225 136,00 rpu qyist autuau. Butpatu Ha 3akyniBito 11ypeynibdasu y
paMKax JAil04Oro CLEHapiio isd JIKyBaHHsS KOTOpTHM MaiieHTiB (23 auTuHU Ta 4
JOPOCINX) 3a CTaHIAPTU30BAHUM TMIAX0A0M CTaHOBIATH 347 979 216,00 rpH, 3a
1HUBITyaTi30BaHuM - 355 462 640,00 TpH.

3MoOfeNbOBaHUIl BIUIMB Ha OMOKET 1Aypcyibdaszu Oyiao MOpIBHSIHO 13
PEKOMEHIOBAaHUMH 3HAYEHHSIMU KA BIUTMBY Ha OIO/KET B YKpaiHi, BIAMOBIIHO 710
aKTyaJTi30BaHUX 3HAYCHb PEKOMEHI0BAHOI IITKAJIM OIIHKY BILTUBY Ha OI0/KET B YKpaiHi
Ha TIACTaBl JaHWX JEp)KAaBHUX BUTpAT Ha JiKapchki 3acodu y 2021 pomi, Ta
BCTAHOBJICHO, 1110 TIPH 3aCTOCYBaHHI 11ypcyib(das3u, BIUTUB HA OOKET Ha | pik mpu
000X TiXoaax 10 po3paxyHKiB Oyie BenrkuM (riepeBuiiryBatume 100 Mt rpH) Ta Oyae
BJBIUl OUIBIIMM 3a PEKOMEHJOBaHE IMOPOroBe 3HAYEHHS CTyneHd (IHaHCOBOI
JOCTYITHOCTI, 1110 CTAHOBUTH 176 MJIH T'pH.

Takum uymHOM, Mykomnojicaxapuno3 Il Thumy BXoAWTh 0 TEpPENiKy PiIKICHHX
(opannux) 3aXBOprOBaHb, 3aTBEpAKkeHOr0 HakazoM MO3 Vkpainu Bijg 27.10.2014 Ne
778, 3apeectpoBanoro B MiHictepcTBi rocTuilii Ykpainu 13 naucronana 2014 p. 3a No

55 https://www.cochranelibrary.com/cdsr/doi/10.1002/14651858.CD008 185.pub4/full
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1439/26216. BiamoimHo 10 mnonoxeHb KoHuemniii pO3BUTKY CHUCTEMHU HaJaHHS
MEIMYHOI JOMOMOTH TMallieHTaM, SKi CTpakJalTb Ha piakicHi (opdanHi)
3axBoproBaHHs, Ha 2021-2026 poxwu, ska Oyna cxBajeHa 3a po3nopsypkeHHsaM Kadinety
MinictpiB Vkpainu Bix 28 xBitHa 2021 p. Ne 377-p, Vkpaina B3sana Ha cebe
3000B’s3aHHs 3a0€3MEUYUTH IMaIlieHTaM, SKI CTPaXJIalTh Ha piakicHi (opdaHHi)
3aXBOPIOBAHHS, 3aX0JU 3 MPOQUIAKTUKU TAKUX 3aXBOPIOBaHb, OPTaHi3allil0 HaJaHHS
MEJUYHOI JIONOMOTH, Oe3nepepBHUN Ta O€30MIaTHUM JIOCTYN /IO HEOOXITHUX
JiKapchbKUX 3ac0o01B. BeneHHs maiieHTiB 3 Mmykonoicaxapuao3om Il tuny nependauae
JIKyBaHHS (PEPMEHTHOIO 3aMICHOIO TEpami€l0 MpU YMOBI BIAMOBITHOCTI KPUTEPISIM
MOYaTKy Teparii Ta KpUTepisM OLIHKUA e(PEeKTUBHOCTI ()epMEHTHOI 3aMICHOI Tepartii.
Inypcynbdaza BkiatoueHa y llepenmik Jikapchkux 3aco0iB, MEIUYHUX BHUPOOIB Ta
JOTIOMIKHHUX 3ac00iB O HHMX, IO 3aKyMOBYIOThCS HAa BUKOHAHHS BIAMOBITHUX YTOJ
(moroBopiB), ykiaJeHUX 0c00010, YIIOBHOBAXKEHOIO Ha 3[1MCHEHHS 3aKyliBelb y cdepi
OXOpPOHU 3[I0pOB’sl JJI1 BUKOHAHHS MPOTpaM Ta 3A1MCHEHHS HEHTPATI30BaHUX 3aXO0/IB 3
OXOPOHHU 37I0pOB’4, 10 3aTBepAKeHui noctaHoBO0 Kabinety MiHicTpiB YkpaiHu Bif
7 6epesns 2022 poxy Ne216.

OTxe, HA OCHOBI BHILE3a3HAYEHOro Ta 3 ypaxyBaHHsAM KoHueniii po3BUTKY
CUCTEMHU HaJaHHS MEJWYHOI JOMOMOTU TMAalllEHTaM, SKI CTPaXJaroTh Ha PiJIKICHI
(opdanni) 3axBoproBaHHs, Ha 2021-2026 poku, 3aTBEPIHXKEHOI PO3MOPSAHKEHHSIM
Kab6inety MinictpiB Ykpainu Big 28.04.2021 Ne 377-p, peKOMEHI0BaHO MPOJAOBXKUTH
3a0e3MeUYeHHs] 3aCTOCYBAaHHS CHENU(IYHOTO JIIKYBaHHS 11ypCcyib(ha3or Malli€HTIB 3
MIIC II Tunmy. V 3B’SI3Ky 3 BEJIMKMMU BUTpaTaMH OIOUKETHUX KOIITIB Ta
MEPEBUIIICHHSM BJ[BIUl PEKOMEHOBAHOTO IMMOPOTOBOT0O 3HAYEHHS CTyMNeHs (i1HaHCOBO1
JOCTYITHOCTI 00OB’SI3KOBUM € BpaxyBaHHS KPUTEPIiB IJIs IPU3HAYCHHS Ta MPUTTHHEHHS
(epMEeHTHOI 3aMICHOI Teparlii Ta NOCTIMHUI MOHITOPUHT 31 300POM peaIbHUX KIITHIYHUX
JaHUX JJIs1 OLIHKK €(EeKTUBHOCTI Tepallii 3a y4acTl MyJbTUIUCUUIIIHAPHOI KOMAaHIN
(axiBLiB.

Takox BaXXJTMBUMU aclieKTaMu y cdepi OXOpPOHHU 3JI0POB’sl € opraHizallisi poooTu
1010 BUSIBJICHHS HOC11B, TEHETUYHOTO KOHCYJIBTYBAHHS Ta IPEHATATBHOI IIaTHOCTUKU
3 METOIO BUSIBJICHHSI pU3UKY HapOKEHHS JITeH 3 MyKOIOJIICaXxapuI030M.

Jauuii BUCHOBOK Bia 25.07.2022 0y;10 OHOBJIEHO MMicCJist OTpuMaHHs JucTiB MO3
VYkpainu Big 26.07.2022 Ne 25-01/16746/2-22 ta Bix 08.08.2022 Ne25-01/17921/2-22 3
METOIO BpaxXyBaHHs MOJI0KeHb TocTanoBH KaGinety MinictpiB Ykpainu Bix 22.07.2022
Ne 816 “IIpo BHecenHs 3MiH 110 ToctanoB Kabinety MinicTpiB Ykpainu Bix 23 rpyaHs
2020 p. Ne 1300 1 Bim 27 ciunsg 2021 p. Ne 617 mpu nipoBenenHi aepxkasHoi OMT 3a
CKOPOYEHOIO TPOIEIYpPOI0 Ta BHECEHHS y BHCHOBOK YIIOBHOBKEHOTO OpraHy 3
nepxkaBHoi OMT 3a CKOpOYEHOIO0 MPONETYPOIO JIKAPCHKOTO 3aco0y 1aypcylibdasa
1H(dopMaIii Tpo JOLUIBHICTh YKIIaJaHHS JOTOBOPIB KEPOBAHOTO JOCTYILY.

3a pe3ynpTaTaMy aHalli3y BCTAHOBJIEHO, 10 BIUIMB Ha OIODKET iaypcyibdaszu €
BenukuM (riepeBuinye 100 MITH TpH) Ta € BABIY1 OIBIITUM 32 PEKOMEHI0BAaHE MOPOTOBE
3HA4YEHHS CTyneHs (IHAHCOBOI JIOCTYITHOCTI, 1110 CTAHOBUTH 176 MIIH I'pH, BIATOBITHO

36



loypcynvgpasza ona nikysanns nayieumis 3 mykonoaicaxapudoszom Il muny, 01.09.2022

70 aKTyaJli30BaHMX 3HAYCHb PEKOMEHJOBAHOI IIKAJX OLIHKH BIUIMBY Ha OIOJKET B
VYkpaiHi Ha miCTaBl JAaHUX AP KaBHUX BUTPAT Ha JIIKapchki 3acobu y 2021 pori.

[ina ixypcynsdasu 3a pesynbratamu Topris nposeaenux Il «MenuuHi 3akymiBaii
VYkpaiu» cranom Ha jgucronaa 2021 poky, mjo cranoBuTh 71 956,00 rpH 3a 1 ¢uakoH,
€ HIDKYOIO 32 LIHM JIOCIIPKYBAaHUX KpaiH y TPUBHEBOMY €KBIBaJICHTI, MPOTE BUIIOIO 3a
iny y Ionemi Ha 5,7%, CnoBauuuni Ha 11,8% Ta ['pemii Ha 12,1%.

3a pe3ysbTaTaMu aHali3y pekoMeHaamii opranizamiii 3 OMT iHmMX KpaiH 1moao
JIKapChKOro 3aco0y i1aypcyiibdasza BHUSBJICHO HACTYIMHY 1HQOpMAIlil0: MO3UTHBHI
pexkoMenpanii - HAS (®panuis); He pekomengoBano - AOTMiT (Ilonemia), SMC
(Wotnanmiga) (ICER/QALY mopiBHSHO 13 HalKpamow MNiATPUMYIOUOIO Tepari€ero
ctaHoBUTH 564 692 dynriB crepmnri), CADTH (Kanana); ouinka tpuae - NICE
(Benuka bputanis); ominka He npooauiack - IQWIG (Himeuuuna), AIFA (Itanis),
ICER (CIIA), PHARMAC (HoBa 3enanfisi); BCTAHOBJIEHO AOJAHY KJIIHIYHY KOPUCTb,
BKJIFOYEHO B oKkpemy mporpamy - ZIN (Higepnanau), PBAC (ABctpanis) (3a3HaueHO
PO HENPUUHITHO BUCOKUN I1HKPEMEHTAIbHUI TOKa3HUK €(QEKTUBHOCTI BUTPAT,
MOPIBHSIHO 13 HAWKPAIIOK MIATPUMYIOUOIO TEPAIi€l0).

BpaxoByroun nopatkoBe 3BepHeHHsS MO3 mono HajgaHHs 1H(opmauii mpo
JOUUIBHICTh YKJIaJAaHHS JOrOBOPIB KEPOBAaHOTO JIOCTYIy 3BEpPTAEMO YyBary, IO
nepxaBHa OMT 3a CKOpodyeHOIO TpOLEAYpOl0 He mepeadayae IMPOBEICHHS
(hapMaKOEKOHOMIYHOTO aHaji3y 1 BUCHOBOK Ma€ IMEBHI OOMEXEHHs, a caMme BIJICYTHI
pe3yJbTAaTH PO3PaXOBAHOTO IHKPEMEHTAILHOTO TToOKa3HuKa edekTuBHOCTI BUuTpaT ICER
(SKIIO JOIIILHO) Ta PEKOMEHIOBAHUHN BIJICOTOK 3HIIKKH, HEOOX1THI JUIS JOCSTHEHHS
e(eKTUBHOCTI BUTPAT 3T1JIHO peKOMEH1I0BaHUX TpaHnyHuX 3Ha4eHb ICER B YkpaiHi.

3asBieHui JTiKapchKuid 3aci0 iypcyibda3a € IHHOBALIIMTHUM, BUCOKOBAPTICHUM,
OJIHOJPKEpEJIbHUM Ha PUHKY YKpaiHu Ta B CBITI, pe3ynbTat oliHOKk OMT opranizanmiit
1HIMX Kpaid moo JI3 imypcynbdasza cBigyaTh npo BUCOKI 3HaueHHs nmoka3HukiB [CER
(MOpIBHSIHO 13 HAWKpAIOW MIATPUMYIOUOIO TEpami€rn), M0 NEePeBUUIYIOTh
PEKOMEHI0BaH1 T'paHWyHi 3HayeHHsA. KpiM Toro, ABCTpasliiCbKUN KOHCYJbTaTUBHUM
komiTeT 3 gapmaneBruunux nepesar (PBAC) HamaB pexoMeH a0 moa0 3HUKEHHS
i iaypeynbdazu s gikyBanas MIIC 11 tumy mo piBHS I[iHM JIapOHima3u st
nikyBanas MIIC I Tuny 3 MeToro mokpaieHHs eeKTUBHOCTI BUTpAT 11ypCyiibGhasu.

3a pesynpTaTaMu 3acigaHHs EKCepTHOTO KOMITETY 3 OIlIHKM MEIUYHHUX
TexHoJoTii  JlepkaBHOTO — migmpueMcTBA  «JlepaBHUI  €KCHEPTHUM  IICHTP
MiHicTepcTBa 0XOpPOHH 370pOB's YKpaiam», mo BigOymock 30.08.2022, 6yno HamaHo
HACTYITHI PEKOMEHIaIli1.

BpaxoByrourn HEBU3HAYEHOCTI II0JI0 KJIIHIYHOI €(PEKTUBHOCTI Ta BEJIUKHUM BILJIUB
Ha Oromker (mepeBuinye 100 MIIH TPH), peKOMEHJOBAHO 3aCTOCYBaHHS MPOIETYypU
JIOTOBOPIB KEPOBAHOTO JOCTYIY JI0 JIIKAPCHKOTO 3ac00y 1ypcyibdasza 3a moka3aHHIM
JIKYBaHHS MAIli€HTIB 3 MyKormojicaxapuao3om Il tumy.

3 MeTOI0 MOKpaIlleHHs €(heKTUBHOCTI BUTPAT PEKOMEHI0BAHO 3HUKEHHS I[IHU Ha
imypeynbdaszy, 1mo6 BIUIMB Ha OIOKET HE MEPEBUIILYBAB PEKOMEHIOBAHE MOPOTOBE
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3HaYeHHS CTyNeHs (PIHAHCOBOI TOCTYIMHOCTI B YKpaiHi, 1[0 CTAHOBUTH Ha CbOTOAHI 176
MJTH TPH.

Ockinpku OMT mpoBoaunachk 3a CKOPOYECHOIO MPOLEAYPOIO, 10 HE mependadae
npoBeeHHS (apMaKOCKOHOMIYHOTO aHami3y, Uil PO3paxyHKy pEKOMEHJIO0BaHOI
3HM)KKH BUKOPUCTAHO OI[IHOYHUU 1HKPEMEHTATbHUI MOKA3HUK €(PEKTUBHOCTI BUTpAT
(ICER), sixuii IpyHTY€TbCSI Ha BapTOCTI JIIKYBaHHS Ta KOHCEPBATUBHOMY IMPHUITYIIIEHH1
IOJI0 BIUIMBY Ha SAKICTh KUTTS. KOHCEpPBAaTMBHO MpUITYCKAaO4H, IO 1Aypcyibdasza
MOke CTBOpUTH 1 pik gogaHoro xutTs, oiHouHuit ICER Oynae cranoutu 11,2 MITH IrpH
/ QALY nna miteri 122,45 mna rpa/ QALY - 1151 1OpOoCuX MalieHTiB (JJ1s1 pO3paxyHKIB
BUKOPUCTAHO 3aKyMiBeJbHY IIHY MpemnapaTy Enamnpasza 3 oCTaHHBOTO 3aBEpPILIEHOTO
TEHJEpY 32 JJaHUMH EJIEKTPOHHOI CHUCTeMH NyOJIYHUX 3aKymiBelb Prozorro, moro,ip
npo 3akymiBiato Big 23.11.2021 p.). 3 omisgy Ha oTpuMaHl AaHl, JJISI JOCSTHEHHS
€()eKTUBHOCTI BUTPAT HA PIBHI KPAallHLOTO MOPOry TOTOBHOCTI IJIATUTH JJIs1 Y Kpainu (5
BBII Ha nymry HaceiaeHHs1) peKOMEHA0OBAHUM € 3HWKEHHS LiHU Ha 94,1% nis aiteit ta
Ha 97% - AJ1s1 NOPOCIIUX TALIEHTIB.

AHani3 1iH Ha JiKapchKuii 3aci0 1aypcyibdasza B pedepeHTHUX KpaiHax Ta KpaiHax
Cxinnoi €Bpornu cranom Ha 01.07.2022 p. mokaszaB, 110 IiHA Ha JIIKAPCHKHUI 3aciod
imypeynbdasza B YkpaiHi € Buoro 3a 1iny y [oneun Ha 5,7%, Cnoauuuni - Ha 11,8%,
I'penii - va 12,1%.

HeoOximHiCcTh 3HMKEHHSI 1IHU Y3TOJIKYETHCS 3 PIIICHHSAMH 1HIIUX OpTaHi3aiii 3
OMT: Koncopriym 3 mikapcbkux 3aco0iB Illornanaii (SMC) He pekoMeHIyBaB
imypcynbda3y s TPUBAJIOTO JIIKYBAaHHSA TAIIEHTIB, OCKIIBKH OOTPYHTYBaHHS
BUPOOHUKOM BapTOCTI JIIKyBaHHS IO BIIHOIIEHHIO JI0 HOTO KOPUCTI JjIsl 3J0POB’ s OyII0
HenocTaTHIM, 100 oTpumatu cxBajieHHs (2007 p.); Kanancbkuil excrnepTHHIA
KOHCYJIbTAaTUBHUN KoMmiTeT 3 Jsikapcbkux 3aco0iB (CEDAC) He pekoMeHIyBaB
BKJIFOUEHHS 11ypcyiab(dasu 10 nepeniky BIAIIKOAYBAHHS, TOMY LI0 HE BBa)KaB BHCOKY
BapTICTh BUIIPABIAHOIO Y€pe3 BIJACYTHICTh JOKa31B MOKPAIICHHS KIIHIYHO BaXKJIMBUX
pe3yabTtatiB (2007 p.); ABCTpaniichbKuii KOHCYJIbTaTUBHUN KOMITET 3 (DapMarleBTUUHUX
nepear (PBAC) BiAXunuB 3asBKy Ha BKIIOYEHHA I10ypcyib(a3u [0 CXEMHU
dapmaneTrnunux nuer (PBS) Ha mijgcTaBi HEMPUITHATHO BUCOKOTO 1THKPEMEHTATIBLHOTO
nmoka3Huka edexrtuBHocTi BUTpat (2008 p.).

3a pe3ynbTaTaMu BUBUCHHS 1H(MOpMAIIil PO CoIianbHi, €TUYHI, OpraHi3ailiiiHi Ta
1HIIT aCTeKTH, TIOB'A3aH1 13 BKIIOYCHHSIM (BHKJIIOYEHHSIM) BIATOBIIHOTO JIIKAPCHKOTO
3aco0y 1o (3) HarmionanbHoro nepeniky Ta (a60) Homenkinatypu npeacTaBieHo, 1io:

Inypcynbdasa - iHHOBaIIWHUN, BUCOKOBAPTICHUMN, OJTHO/DKEPEITLHUN TIpenapar Ha
pUHKY YKpaiHW Ta B CBITI, MPU3HAYCHUNA JUIsl JIIKYBaHHS PiaKicHOTO (op¢aHHOTO)
3aXBOpIOBaHHS - MyKomnojicaxapuao3y II tumy (xBopobu XaHrtepa), 3 HU3BKUM
JI0OKa30BUM PIBHEM KJIIHIYHOT €()EKTUBHOCTI Ta HAJBEIMKUMH BUTPATaMU OOKETHHUX
koiTiB. PazoM 3 Tum, BianoBiaHo 10 KoHieniiii po3BUTKY CUCTEMH HaTaHHS MEIUIHOT
JIOTIOMOTH TIalllEHTaM, K1 CTpakAar0Th Ha PiAKICHI (opdaHHi) 3aXBoproBaHH:, Ha 2021 -
2026 pokwm, 3arBepmkeHOi posnopskeHHs Kabinety MinicTpiB YkpaiHu Bij
28.04.2021 p. Ne377-p, Ykpaina B3ssia Ha ceOe 3000B’s13aHHA 3a0€3MEYUTH TMalliEHTaM,
AK1 CTPaX/Aal0Th Ha PiAKICHI (OpdaHH1) 3aXBOPIOBAHHS, 3aX0H 3 TPO(DITAKTUKU TaKUX
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3aXBOpPIOBaHb, OpraHi3aIlil0 HaJaHHS MEIUYHOI JOMOMOTH, Oe3mepepBHHUI Ta
0e30MIaTHU JOCTYI 10 HEOOXIMHUX JIKapChbKUX 3aco0iB, MEIWYHUX BHUPOOIB Ta
BIJIMOBIAHUX Xap4yOBHX MPOAYKTIB JAJSl CIELIaIbHOTO JIIKYBaJbHOTO XapuyBaHHS. 3
OTJISIIy Ha BUINE3a3HAUYCHE, 3 METOI0 pallloHali3alii BUTpaT OIOKETHUX KOIITIB
PEKOMEHI0BAHO:

1) onTuMmizyBaTH KOroOpTy Malli€HTIB:

IpU MPUUHATTI PIMICHHS OO0 TpHU3HA4YeHHS (EePMEHTHOI 3aMiCHOI Teparii
(®3T) 13 3actocyBaHHAM JKApChKoro 3acoly iaypcyibdasza TOTpUMYBaTHUCh
KpuTepiiB BKItOYeHHs il mpoBeneHHss D3T, skl Bu3HaueHi YHi(IKOBaHUM
KJITHIYHUM MPOTOKOJIOM MEPBUHHOI, BTOPUHHOI (CIEIiali30BaHO01) Ta TPETUHHOT
(BucokocneniaaizoBaHoi) Meaqu4Hoi gonomoru “Myxkonomicaxapuno3 Il tumy”,
110 3aTBepakeHnid HakazoM MO3 Ykpainu Big 23.02.2015 p. Ne9012;

peryispHo  (IIOPIYHO) BU3HAYATH  JOIUIBHICTH mpoJioHramii @D3T i3
3aCTOCYBAHHSM JIIKAPCHKOTO 3aco0y iaypcynbdaza, 1o mnependayae OIHKY
e(DEeKTUBHOCTI JIIKYBaHHS KOXHOTO MAaIll€eHTa, Ta 3a MOKa3aMH BIAMOBIAHO O
KputTepiiB  BUKIIOYeHHs (npunuHeHHs) O3T npunuHATH 3aCTOCYBaHHSA

1mypeynbdasu;

2) IPOBOJUTH MOHITOPUHT Ta 30ip peaJlbHUX JaHUX IIOJ0 ITOKA3HHKIB

edeKTUBHOCTI Ta Oe3meku JIIKyBaHHS Mykomoiicaxapunozy Il tumy 13
3aCTOCYBaHHSM JIIKapChKOTO 3aco0y iaypcyibdasa 3 MoJaNbIIUM iX aHaI30M 3
METOI0 MOBTOPHOI OIIIHKK MEIUYHOT TEXHOJIOT1i Ha OCHOBI OTPUMAaHUX JaHUX.

5. Ingopmanist 010 CTPOKY il BUCHOBKY YIIOBHOBAKEHOI'0 OPraHy:
BianosinHo no n. 21 Ilopsaky BHCHOBOK YNOBHOBA)KEHOT'O OpraHy CTOCOBHO

BIIMOBITHOT MEAMYHOI TEXHOJIOT1i BBAXKAETHCS YUHHUM JI0 MOMEHTY MPOBEICHHS HOBO1
Jep>KaBHOI OI[IHKU MEIUYHOT TEXHOJIOTTi.
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