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JenmapramenT MeIu4HUX MOCJIYT
MO3 Ykpaiau

Anminicrpauia HICI «Oxmaraut» 3BepTaeThbes 4O BacC 3 MPOIMO3UIIEID 010
3MIHM KpUTEPIiB, 3a BIAMOBIAHOCTI SKMM PEKOMEHJOBAaHO BpaxXyBaHHA IMOTPEOH
NAIIEHTIB Y JIIKAPCHKOMY 3aC001 «pUCAUILIIAMY.

BianosigHo n0 MeTonuyHuX peKOMEHJAlld IUTaHYBaHHS Ta PO3PAXyHKY
MOTPeOH y JIKAPChKHUX 3ac00ax JJisl MAII€HTIB, K1 CTPAXKIAI0Th Ha CIIHAJIBHY M’ SI30BY
aTpodiro, 3aTBepKeHnx HakazoM MO3 Bi 25.01.2023 Nel32, B kpuTepli BKIIOUSHHS
BHECEHO:

1) marieHT TpoMaAsSHUH YKpaiHu, IKUM MOCTIHHO MPOXKUBAE HA TEPUTOPIT YKpaiHu;

2) nata HapopPKeHHS marfieHTa — nounHaroun 13 01 ciuns 2018 poky;

3) MOJIEKYJISApHO-TEHETUYHE MiATBEPKEeHHS JiarHo3y 5q-CMA (MoseKyIspHO-
TeHeTUYHEe J0CHiKeHHs MyTalii y reni SMN1 Bcim matientam 3 mino3poro Ha 5q-CMA
3 METOIO BHSBJICHHS JIeJIeIIii ek30HiB 7 abo 7-8);

4) marBepmxenuid 1-uit tun CMA:

JUISl TIAIIIEHTIB BUSABJICHUX II1J] YaC HEOHATAIBHOTO CKPUHIHTY — YKCJIO KOMid reHa
SMN2 cknamae 2 a6o 3 xomii;

JUIS 1HIIAX TAIIEHTIB 4Kciao Komii reHa SMN2 ckiamae 2 abo 3 komii, a TaKoX
HAsIBHICTh KJIIHIYHUX MPOSIBI;

6) BIJACYTHICTh MOTPeOU y MOCTIMHINA BEHTHJIALIT JIeTeHb (1HBa3WBHOI BEHTWJIALIT 3
TpaxeocoMiero a0 HEeIHBa3UBHOT BEHTHJIALII1 JIeTeHb OuIbIle 16 TOIUH Ha JICHB);

7) BIACYTHICTH IMOMNEPEIHBOrO JIKYBAaHHS 13 3aCTOCYBAaHHSM JIIKApCHKOTO 3aco0y
OHAaCEMHOTEH abenapBOBEK;

8) BIACYTHICTh MOTOYHOTO JIIKYBaHHS JIIKAPCHKUM 3aCO00M HYCIHEPCEH;

9) BiICyTHICTh IPOTHUIIOKA3aHb JO 3aCTOCYBaHHS JIIKAPCHKOTO 3aC00y PUCIUTLIAM;

10) noTpumMaHHs BUMOT 3 CyNpoBOay narieHTiB i3 CMA.

BignoBimno a0 mnpoBenenoi gepxkaBHoi OMT npemapary Pucaumiam
(EBpicni®) Ta omy011KOBaHOTO MO3UTUBHOIO BUCHOBKY IMOKA3aHHSAM J0 JIIKyBaHHS €
niarHocroBaHa CMA 1 Tumny y mamieHTiB BIKOM Bij 2 MICSLIB, 110 HE MOTPEOYIOThH
nocTiiHoi BeHTWIAMii.0 Xowa, 3riHO OQIUIMHOI 1HCTPYKIIT JJI8 MEIUYHOTO
3aCTOCYBAaHHS  JIKAapChKOro 3acol0y E megsmsin mPHC}IHHHaM) MOKa3aHHSIM 10
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3aCTOCYBaHHS € JIKYBaHHS 5Q-CHiHANIBbHOI M’s130BO1 aTpodii y BCiX Malli€HTIB BIKOM
B1J1 2 MICSIIIIB, a MPOTUITOKA3aHHSI BIJICYTHI.

3a indopmariero LlenTpy opdaHHMX 3aXBOPIOBaHb Ta TEHHOI Teparnii B YKpaiHi
cTaHOM Ha 4epBeHb 2023 poky Ha 00Ky 3HaxoauThes 45 namieHTiB 31 CMA [ Ttumy.
3 HuX 22 MaiieHTy cTapiie S pokis, 15 MaroTh moTpedy y iHBa3uBHIN a00 HEIHBA3UBHIM
BEHTWJIALIT JiereHb Ounbiie 16 roa/Ha no0y, 8 maiieHTiB OTpUMaId TEHHY Teparlilo,
10 MaJia HeJOCTaTHIO €(PEKTUBHICTD.

Pazom 3 M, BapTo BpaxyBaTH, 110 aiario3 CMA 1 tuny B Ykpaini y monepeaHi
poku craBunu Ha minctaBi MKB10 ycim mamientam i3 CMA (XBopoOa Bepanira-
['opdmana). Eminemionoriuni gani nommpenocti CMA - 12% cepen HacelieHHA
(http://www.smafoundation.org/wp-content/uploads/2012/03/SMA-Overview.pdf)
CHIBIAJIAI0Th 3 JAHUMU peecTpy ykpaiHcbkoro @onay «/itu 13 CMA» nipo 24 xBopux
13 CMA 1 tuny B Ykpaini cranom Ha kBiTeHb 2021 p. ToMy MOKHa MpOrHO3yBaTH, 10
peanbHa KUIbKICTh nanieHTiB 13 CMA 1-ro Tuny Hapa3si B YKpaiHi HUxk4a 3a 11 qudpu.

BignoBimHo g0 nucta  po3’ACHEHHS IOA0 (OpMyBaHHA MOTpeOU Ta
3MIMCHEHHS PO3MOAUTY JIIKAPCBKOTO 3aco0y «PHUCAMIUIAM», 3aKyIIBIS SKOTO
3IIMCHIOETHCS 32 JIOTOBOPOM KEPOBAHOTO J0CTYITY, cTaHOM Ha 27.06.2023 poky nutie
13 marieHTiB MAAATAIOTh MPU3HAYCHHIO JIIKYBAaHHS MPENapaToOM «PUCIUILIIAM» 3a
BU3HAYCHUMH KPUTEPISIMU 3 SIKUX 6 N1arHOCTOBaHI 32 PO3UIUPEHUM HEOHATATILHUM
CKPUHIHTOM.

TakyuM 4MHOM 3HAYHA KUIBKICTH ITAII€HTIB HaBITH 3 giarHoctoBaHuM CMA I
THUITY 3aJIUIIAE€THCS 0€3 TOCTYITy J0 JiKyBaHHS.

Bapto 3a3znauutu, mo edextuBHicTIO JiKyBaHHS CMA BBa)KaeTbCsl HE JUIIE
MOKPAIICHHS] KIIHIYHOTO CTaHy TMallleHTa, a ¥ BIJACYTHICTh HPOrpeCyBaHHS
3axBOproBaHHA. [IpoBeeHHS MATOTEHETUYHOTO JIIKYBAaHHS HE JIMIIE TTOKPAIIy€ SKICTh
KUTTS TIALIEHTIB, CHPUS€ 3HIKCHHIO IHBATiAM3aIlii, a W 3MEHIIYE CMEPTHICTh
MaI€HTIB.

3 MeTOI pO3IIMPEHHS JOCTYyNy MAaIll€eHTIB [0 MaTOreHeTHUYHOI Tepamii
NPEnapaToM «PUCIUIIIIAMY, 3aKYITIBIIS SIKOTO 3A1MCHIOETHCA 33 JOTOBOPOM KEPOBAHOTO
JOCTYITy, TocTaja moTrpeba B 3MiHI KpPUTEpIiB JOCTYIy MAIllEHTIB JO Teparnii.
BianosinHo o omy6nikoBanux pe3ynbrariB OMT npenapary Pucnumnnam (EBpicni®)
Ta OMYyOJIKOBAHOTO IMO3UTUBHOTO BHUCHOBKY IPOCHUMO PO3TJISSHYTH MOXKIIUBICTh
BKJIFOUSHHSI JI0 JIiKyBaHHs BCiX marieHTiB 31 CMA I Tumy.

BiamoBigHO 10 MIXKHAPOIHUX PEKOMEHAAITIH Ta PO3IIUPEHUX JOCIIHKEHB MO0
BUKOPUCTAHHS TIPEMapaTy «PUCIUIIIAM» MPOMOHYEMO PO3TISHYTH MOXKIIUBICTh
3MIHUTH KPUTEPIi BKIIOUEHHS TAKUM YHHOM:

[lamieHT rpoMagssHUH Y KpaiHu, SIKUI MOCTIHHO MPOXKUBAE HA TEPUTOPIT Y KpaiHu;
['eHeTHYHO MIATBEPKEHUN JI1arHO3 CIIHAIBHOT M 130BO1 aTpodii:
rOMO3HUIOTHA/TeTepO3UroTHa Jiesenis abo mytauis reny SMN1 ta > 1 komii reny
SMN2 xpomocomu 5q;

CrabiibHUM TAIIEHT, SKUA MOXE TTPUUMATH Ipenapar 3riJHO IHCTPYKITT JIs
MEIUYHOTO0 BUKOPUCTAHHS;

BincyTHICTh CymyTHBOTO TEPMIHAJIBLHOTO 3aXBOPIOBAHHS 200 CTaHY, IIPH SIKOMY
PU3HUK JIIKyBaHHS TIEPEBAXKA€E MOTEHIIMHY KOPUCTH;

BincyTHicTh TOTOYHOTO JTIKyBaHHS JiKapchkuM 3acooom Nusinersen (CriHpasa);



http://www.smafoundation.org/wp-content/uploads/2012/03/SMA-Overview.pdf

6. BincyTHiCTh MPOTUIIOKA3aHb J0 3aCTOCYBAaHHS JIKaPCHKOTO 3aC00y PUCAUILIAM;
7. JoTpuMaHHS BUMOT 3 CyIpoBOy marieHTiB i3 CMA.

I'enepanbHUll TUPEKTOP Bonogumup JKOBHIP

Bukonasernn:
Hatana CamoHeHKO
044-236-01-19



