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BnpoBagKennd MiXHAPOOHUX peKOMEHgauiii wogo BegeHA

NAWIERMIB 31 CNIHANbHOK M 930801 ampowIEtD

CniHanbHa M'a30Ba arpodis (CMA) — Taxxke, iHBanigusyeanbHe i He6e3neuHe Aig XXUTTS ABTOCOMHO-PELIECUBHE
CcnagKoBe 30XBOPIOBAHHS, LLLO Nepebirae 3 ypa)keHHIM pyXOBUX HEMPOHIB CMMHHOIO MO3KY i NOPYLUEHHSIM
dyHKuUil pizHuX opraHiB i cuctem. CMA € 0CHOBHOIO FeHETUYHO 3YMOBJIEHOIO NPUYUHOIO CMEPTi HEMOBAST

Ta giTei monopaworo Biky. Ba)xnueoio oco6nusictio CMA € LuMpokmii cnekTp TSHKKOCTI KAiHiYHMX nposBiB
XBOPOG6M — Bif, MANOCUMNTOMHMUX JOPOCTUX GPOPM A0 3UXBOPIOBUHb HOBOHAPOAIKEHUX i3 HEMUHYYUM JOHEAABHA
netanbHMmM nporHosom. CMA He cynpoBOADKY€ETLCA KOrHITUBHUMU NOPYLUEHHIMU.

Po3spisusioTs aekinbka tumis nepediry CMA. CMA [ tuny
(abo xBopoba Bepanira — [odpdmana) manidecTtye y Billi 10 1ec-
TH MiCSIiB; OiTH AyXe CIa0Ki BxXe Yy TepIi MicsIli XUTTS,
MaloTh 3HAYHi TPYIHOILI 3 AMXaHHSM i KOBTAHHSM, MTPOTHO3
3a3Buyail HecnpusaTuBuii. CMA Il tuny ne6loTye B IUTS-
YoMy Billi MixX 6-M i 18-M MicsSUsIMU; TiTH MOXYTb CUMITH
0e3 CTOPOHHBOI JOTIOMOIM, OJHAK HiKOJM HE XOISITh CaMOC-
tiitHo. CMA 111 Tuny (a6o xBopo6a Kyrenbbepra — Bamman-
nepa) Mae M’ SIKIIWiA mepebir, MaHidecTalis BinOyBaeThcs
micas 18 Mics1IiB; MalliEHTH BIIEBHEHO CTOSTh, YaCTO XOISTh.
CMA 1V Tuny nouymHaeThecs y Jopociomy Bii [1-6].

Emionozis CMA

Bcranosneno, mo CMA 3ymoBiieHa 3HUXEHHSIM PiBHS
6inka SMN (mpoTeiny, 1o 3a6e3meyye BUKUBAHHSI MOTO-
HEeHpOHiB) yepe3 neselii abo TOUKOBi MyTallii B TeHi BIKM-
BaHHS MOTOHeiipoHiB SMNI1 B ¢K30Hi 7, 110 3HAXOAUTHCSI
Ha 5-i1 mapi xpomocom 5q13 [1-3]. ¥V 3nopoBuUxX atoaeil reH
SMN 3abe3neuye NpoayKIil0 BCbOI0O HEOOXiTHOro OpraHizMy
oinka SMN. [Ipu CMA, y 3B’513Ky 3 NMOIIKOIKEHHSIM TeHY
SMN1, opratizm XxBoporo BUKOpPUCTOBYE juiie reH SMN2,
Ha OCHOBI IKOTO cUMHTE3YEThCs 6ig 90% HM3bKO(DYHKIIIO-
HaJibHOTO HecTabinbHOro 6ika SMN i TiTbKM HE3HAUYHA KiJlb-
KiCTh (DyHKIIIOHAIbHO MOBHOIIHHOTO Ginka SMN. Moro ne-
(BILUT € KPUTUYHUM JIJI1 BUKMBAHHSI MOTOHEUPOHIB i YUHUTD
HeraTUBHUI edeKT Ha epudepudHi opraHu it TKaHUHU. bi-
0Kk SMN y HOpMi eKCTIpeCyeThCS B YCiX eyKapioOTUUHUX KJTi-
THHAX, HAIBHUH SIK Y iX SIpax, TakK i B IUTOIJIa3Mi Ta BIJIMBAE
Ha YMCJICHH] KJIITUHHI Tipouiecu [1-4].

OcTaHHIMU pOKaMM ITPOAOBXKYE HAKOMIMUYBAaTHCS BCe Oible
nokasiB, 1o aedinut SMN-06ijka B iHIIMX TKAHMHAX Ta Opra-
Hax Ma€ KJIiHiYyHe i maToreHeTUYHe 3HaUeHHs1. 30KpeMa, BUSIB-
JIeHi pi3HOMAaHITHI CTPYKTYpHi i (pyHKIiOHATBHI MATOJOTIUHI
3MiHM Y CKeJIETHUX M s13aX, CepIli Ta CyAMHaX, ITiAIUTyHKOBIM
3aJ1031, MeviHLli, HUpKax, IIYHKOBO-KHIIIKOBOMY TPaKTi, KicT-
KOBIili TKAHWHI Ta iMyHHiii cuctemi [1-4].

Nliaznocmysanna CMA

BcranoBnenns giarnosy CMA 6a3yeTbesl Ha KITiHIYHIN
Mimo3pi Ta MiATBEPIKYETHCS TEHETUIHUM TECTYBaHHSIM [7].
Llsg xkniHiyHa migo3pa 3aJieXXUTh BiJl HACTOPOXKEHOCTI MeInY-
HUX IpaliBHUKIB. OmgHak 3aTpumKa miarHoctuku CMA Bce
1€ € 3HayHo1o [8§].

JiarHoctuka CMA 31iliCHIOETBCS 3 YpaXyBaHHSIM BiKy IO-
YaTKy 3aXBOPIOBAHHS Ta HasIBHUX KJIiHIUHUX O3HAK i CUMII-
tomiB [1-9]. [Ipouec BcranosneHHs aiarHo3y CMA € BigHOC-
HO JIETKMM 3aBISIKM MOE€IHAHHIO TUMIOBUX KJIiHIYHUX O3HAK
Ta CUMIITOMIB, 0cO0JMBO y naitieHTiB 3i CMA 3 1e610TOM y paH-
HbBOMY TUTHHCTBI. OTHAK YacTO BUHUKAE 3aTPUMKa MiX TOsI-
BOIO KJIiIHIYUHUMX O3HAK Ta MiATBepIXKEHHSM AiarHosy nmpu CMA.

Ta6n. 1. Knacudikauis CMA 3a Tunamm
Makcumym q
q Tpusanictb
Tun CMA Bik ne6ioty pyxoBux P
ew XKUTTA
dyHKLiN
L - . CuainHs Hikonu .
0-1 (HamnTaxumnm) 0 mic. A <6 Mic.
He foCAraeTbcs
1-# (TsKKMH) . .
. . CupiHHS HikoNK .
Bepanira — 0-6 mic. <2 pokis
o He AOCAraeThcs
lopmana
2-1 (npoMixHui) .
. CrosiHHs Hikonm .
xsopoba 7-18 mic. >2 pokis
He JOCATa€ETbCS
Dy6osuus
3-1 (nerkui)
h BrneeneHo
I0BEHINbHA GOpMa | . . Moxe 6yTi
Micna 18 Mic. CTOATh,
Kyrens6epra — HOPManbHOIO
* kK 4acTO XO[ATh
Benange
. re uu Tpete Mano
4-i (gopocna Bpy P L
bopma) necaTupivys BifpisHsetbcs | HopmanbHa
XUTTS Bif, K340POBMXY»
Mpumitkn: * CMA y HoBoHapoaXeHMX crnocTepiraeTses piako i knacuikyerscs
sk CMA 0-ro tuny, Wwo 3a0381M4as NPU3BOAMTH BO AMXANLHOI HEAOCTATHOCTI
NPy HOPOAXEHHI T CMepTi NPOTArom Kinbkox TMxHis [2]. ** CMA 1-ro uny
MOXHA OAATKOBO PO3AINMTU HO TPU MIATUNM 3NEXHO Bif BiKy Mo4aTKy: 2 THXHI,
3i 6 mic. *** CMA 3-ro TMny MOXHQ BOAATKOBO PO3AINMTH HA TPH MIATANM
3anexHo Big Biky noyarky: <3, >3 ra >12 pokis.

3aTpuMaHHsI BCTAHOBJEHHSI liarHO3y MOXe OyTU TPUBAIUM,
0COOJIMBO JJIsI TAIIEHTIB, SIKi MAlOTh OiJIBII JIETKi, MEHIII CTIe-
nGivHiI KITiHIYHI 03HAKW Ta CUMIITOMH.

Memogu BCMAHOBNEHHS/NigMBEPYIKEHAA [iaZH03Y

B ocHoBi niarHoctyBaHHS CMA JieXXaTb MOJIEKYJISIPHi re-
HETUYHI aHali3u. [eHeTUUYHe TeCTyBaHHS METOIOM MYJIbTH-
miekcHoi jirasunoi ammiidikauii JHK-30u1i8 (MLPA)
YK KiJbKicHOI mojiMepasHoi JaHiorosoi peakmii (KI1JIP)
i3 3aJy4eHHSsIM, K110 MOTPiOHO, cekBeHyBaHHs 3a CeHrepom
a00 HaCTYIMHOTO MOKOJIiHHS HAJIEXUTh 10 00CTEXEHb MEPIIOL
JIiHi1 npu mino3pi Ha CMA, 103B0OJIsSIE BUSIBUTH JeJellii Ta iHILi
MyTalii y 7-My €K30Hi 5-1 mapu XpoMOCOM Ta MiATBEPAUTU
niarHo3. Clig 3BEpHYTH yBary, 110 3a JOIMOMOT0 TeHETUY-
Horo tecty Tt CMA He Bu3HauaeTbesi. VIoro BCTaHOBIIOOTD
Ha OCHOBI (DYHKIIIOHATTBHUX MOXJIMBOCTEN TUTUHU i yacy nosi-
BM TePIINX KIIHIYHUX CUMIITOMIB (Tabm. 1). KimiHigyHuii Trn
CMA Bu3Hayae Jikap-HEBPOJIOT 3 ypaxyBaHHSIM 100pe 3i0-
pPaHOro aHaMHe3y, KJiHiYHMX CUMIITOMIB i pe3yJbTaTiB OLiHKHU
dyHkuioHaNbHUX MOXTUBOCTEM TuTHHU [1-10].

GKPUHiHZ HOBOHAPOOKEHUX

Y HeMoOBIAT, 110 XBOpiloTh Ha CMA, noHan 95% pyXxoBHX
HEPOHIB IereHepylTh MPOTSATOM MEPIIUX MECTU MicsIIiB
KUTTS, 110 CBIAYUTH MPO BY3bKe TepaneBTUYHE BiKHO [1].
[7s Takvx MalieHTiB paHHE TepaneBTUUHE BTPYYaHHS Ma€
BUpillIaTbHE 3HAUYEHHS 1IIOI0 MaKCUMi3allil KOPUCTI Bil JTiKy-
BaHHS Ta TTOPSITYHKY PYXOBUX HEMPOHIB 10 MPOTpecyBaHHS
neHepsaii [5, 12, 13]. Lo moTpeby AeMOHCTPYIOTh JaHi Kili-
HiYHMX BUIIPOOYBaHb, SIKi MiAKPECIIOOTh NepeBaru ssKHai-
wBuaLIoro BusBieHHss CMA [5, 14].

PanHs niarHOocTHMKa MOBUHHA OYTHU MOJIETHieHa HUISIXOM
CMA-ckpuninry HoBoHapomxeHux [13, 14]. Kpim Toro, mo-
CJTiTOBHMIA BUCHOBOK Y KJIIHIYHUX BUTIPOOYBAHHSIX i3 BUBYCHHS
TperapariB, o MOIUQIKYIOTh Tiepebir xBopoou (XMIT), mons-
ra€e B TOMY, 11O JIIKyBaHHS BUSIBJISIE OiIbIIY KJIiIHIYHY KOPUCTh
npu MeH1ii TpuBaigocti CMA [12, 15]. HalizHauHiwi TepaneB-
TUYHI TIepeBaru CrocTepiraaucs, KoJau JIiKyBaHHS MTOYMHAIOCS
JIO TIOSIBY TIEPIIUX KIIHIYHUX cUMIITOMiB. OCKiJTbKY CepenHiii
BiK miarHo3y mig CMA i3 moyaTkoM Ipu HapOKEHHI CTaHO-
BUTbH MPUOIU3HO LIIiCTh MiCSILiB, paHHS iarHOCTUKA € KJII0YO-
BOIO JIJI51 BUSIBJIEHHST O€3CUMIITOMHUX MALli€HTIB.

(MynKuioHansHa Knacudikauiq

Knacudikauisa nintunis CMA niependavyae KiiHiuHi ¢heHo-
TUTIMA Ta MPOTHO3 M Yac AiarHocTuku. OaHAK iHAWBiMyalbHEe
MPOTPECYBAHHS 3aXBOPIOBAHHSI MOXE CYTTE€BO BiIPi3HATHCS
BiJl TUTIOBOTO CLIEHAPil0 Yyepe3 CYIyTHi MaTo1orii 200 FeHOTUITH.
Bibll MpakKTUYHKM MiIX0I0M 10 BEIEHHS Malli€HTIB € PO3MOILT
3a (DyHKIIIOHAIBbHOMW KlacudiKalli€ro, TOOTO MOTOYHUM CTAHOM
PYXOBUX 3[iOHOCTeI: He 31aTHi CUMiTH (nonsitters), 31aTHI CUAITU
(sitters), 3matHi xomuTH (walkers) (puc. 1) [9, 10].

Kiiniune oOcTexkeHHs MpHW BeAeHHI maiieHTiB 31 CMA
BKJTIOUAE OTJISII JTiKapsi, OIIiHKY CTaHy KiCTKOBO-M’SI30BOI CUC-
TEMM Ta IOB’SI3aHUX 3 HEIO (PYHKIIIOHATBHUX TTOpYyLIeHb [10].

Hoea knacudikauis CMA

Ti, xTo He 3aaTHi cHaiTH Ti, xto 3gatHi cuait  Ti, 3paTHi xognT

(nonsitters) (sitters) (walkers)
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]rg% TpaauuiitHa Kﬁacud)ikuuin CMA ‘
A "IN | s
Tun O Tun 4

Binbwictb TMX, XTO

He CHANTb, MatoTh

CMA 1-ro 1ny.

OpHak ocoby, ki cMaaTh
CAaMOCTIHHO Ha noYaTky
30XBOPIOBAHHS — Yepes
6 Mic. nicns HOPOAXEHHS
(Tvn 2), MoxyTb BTPATUTH
LieH HABMK i NOBEPHYTHCS
A0 FPYTH, LLO HE CHANTD.

Do ujei rpynu nanexats  Ocobu 3i CMA
aitn 3 CMA 2-rotuny ~ 3-ro abo

Ta HeambynaTopHi 4-ro Tmny,
nauiextn 3i CMA ki HaByBaloTb
3-ro ny. Ta 36epiraioTb
BoHu gocsratoT cHaiHHA  300THICTD

6e3 gonomorun B byab-  XOAUTH.

AKMI MOMEHT PO3BUTKY,

ane He fOCAraOTh

3[,ATHOCTI XOAMTH

BinbHO a60 BTpavaioTh

30THICTb XOAUTH.

Puc. 1. CniBBigHOWEHHS KniHiYHOT Ta yHKLiOHANbHOI
knacudikauin CMA

|| KNikitHY NpaKmuKy

A.B. Warinno

OOcTexxeHHsI KiCTKOBO-M’S130BOi CUCTEeMU Ma€ BiAMOBigaTH
CTYIIEHIO TSKKOCTi 3aXBOPIOBAHHS Ta BKITIOYATH:

e OIIiHKY TPO(iKM Ta CHIIK M SI3iB;

e BHU3HAYCHHS 00’ €My I aMILTITyIM PYXiB Y CYIJ100ax;

e TIiZipaxyHOK 0aJiB 3a BilMOBiTHUMHU MOTOPHUMHU (DYHKIIiO-
HaJIbHUMU LIKaJIaMU;

e BU3HAYEHHS PiBHS (PYHKI[IOHATBbHUX MOKA3HUKIB, 1110 Bi-
n00OpaKaroTh MOBCIKACHHY MisSTbHICTD, HAITPUKJIIAL 3a IIIKAJIOI0
OIIiHKM piBHS He3anexHocTi (SMAIS).

DyHKITiOHAIBHI OLIHIOBAHHS CJIiZl IPOBOIUTH PETYJISIPHO.
Takuil MOHITOPUHT O3BOJUTH BUSHAYUTU AUHAMIKY MpPO-
rpecyBaHHsI XBOpOOU, HEOOXiIHICTh 3MiH Y BeJIeHHI MalieHTa
Ta BiIMOBib HAa BTpyYaHHs1. Pe3ynbraTul iHAKUBiAya bHOI OLLIHKU
TaKOX MOXYTb OYTM KOPUCHUMM VIS TIOPiBHSHHS 3 TPAEKTO-
pisIMM TIPOTPECYBaHHS, MPO SKi MOBIIOMIISAIOCS B OCTAHHIX
nocaimkeHHsax [10].

Mpupoguuii nepe@iz xsopobu

LIBunkicts mporpecyBanHst CMA Bigpi3HSIETHCS 3aJIeXKHO
Bill BiKy Ta (hyHKIIOHATbHUX MOXIUBOCTei [16]. YV nmauieHTiB
i3 panHiM moyatkoM CMA 3a3BWYaii CIIOCTEPIiTa€ThCS IBUIKE
MpOrpecyBaHHs 3aXBOPIOBAHHS, TO/I SIK B OCI0 i3 OLIBII Mi3HIM
royatkoM CMA, sIKi MOXYTb XOIWTH, BOHA IIPOTPECYE TOBiIb-
Hiie [12]. Tpaexropist matosorii y nauieHTiB 3i CMA ocTaHHIM
YacoM MOKPAIIY€EThCS 3aBASIKUA aKTUBHIILIOMY MiAXOMY 10 JiKy-
BaHHsI, HaBiTh y XBopuX Ha TsKKi (hopmu CMA.

Esoniouia 3axpopoBanng

Posymiana CMA 3HaYHO 3MiHMIJIOCS 3 Yacy OIUCY MePIINX
BUMAJKiB 3aXBoproBaHb 130 pokiB TOMY, MpoBeaeHoro BepaHirom
ta fodpmanom [10]. Y HoBy epy nikyBaHHS XMI1 BUHUKIM TPOO-
JIEMU 3 JOCTYITHICTIO MEAMKAMEHTO3HUX METOIIB, SIKi 3MiHIOIOTh
BimoMi TpaekTopii po3Butky CMA [10].

I3 yacy 3anpoBamkeHHsI HOBUX (apMaKOJIOTiYHUX METO/IIB
nikyBaHHSI CMA criocTepiraroTbCst Tpa€eKTOpii pO3BUTKY 3a-
XBOPIOBAHHS, IKi CYTTEBO Billpi3HSIOTHCS BiJl BiTOMOTO MpHU-
poaHoro mnepebiry [12]. Hanpuknaza, nmauieHTU 3 moyaTKoM
110 6-MiCSTYHOTO BiKY MOXKYTh JOCSITTH CAMOCTITHOTO CUAIHHSI,
SKIIO Teparilo po3royaTo Ha paHHix etanax [12]. [Tompu Bpa-
JKalOYMi YCITiX HOBUX TIperapariB, BasXJIMBO YCBiIOMITIOBATH,
1110 BOHU BCE 111€ € «JIiKyBaHHSM», 8 HE «TapaHTI€I0 OTy)KaHHSI».

3 MOSIBOIO HOBUX TPAEKTOPiil 3aXBOPIOBAHHS KJIiHIUHUI Mifl-
XiI 1o KoHTpoJto CMA Takox Moxke 3MiHMTHUCH [12]. ¥V myxe
TSOKKMX BUTIAAKAX i3 MpeHaTaJbHUM MOYAaTKOM MeIuKaMeH-
TO3HE JIIKyBaHHSI HAaBPSI UM CIIPUSTUME BiITIOBiTHOMY TTOJIiTI-
IIEHHIO PyXOBUX (DYHKIIiiT a00 3MOKe 3a1m00irT™ HeOOXiTHOCTI
MOCTiAHOI BEHTUJISLIII JIereHb; TOMY (papMaKoTeparisi Moxe
BUSIBUTHCS HemolibHOIO [12]. OmHAaK MOYaTOK JIIKyBaHHS
y Mali€eHTa A0 MOsIBU CUMIITOMIB MOXe 3a0€3MeYuTH Maiixe
HOpMaJIbHUII MOTOPHUIA PO3BUTOK [12].

Nikysanng

CMA — 1ie ciekTpajibHe 3aXBOPIOBAHHS, SIKE PO3TJISIAETHCS
SIK CUCTEMHeE i moTpedye 3aayyeHHs GaxiBlIiB i3 pi3HUX ranysei
3HaHb. 3TiHO 3 Mi>XkHAPOJAHUMHU PEKOMEHIALIISIMU Ta CBITOBOIO
KJIiHIYHOI MPaKTUKOI, MEHEeIKMEHT MallieHTiB 3i CMA 1o-
JISiTa€ y BUKOPUCTAHHI MOE€IHAaHHS eTionatoreHeTuuHuX XMI1
Ta MiATPUMYBaJIbHOI Teparii.

Jnst MmenukaMeHTO3HOro JikKyBaHHI CMA Ha chOTOIHI
y CBiTi 3apeecTpoBaHO Tpu eTionmaToreHeTu4yHi XMII, Taki
SIK PUCAMIUIAM, HYCiHEpCEH Ta OHACEMHOTeH abernapBoOBeK.

MpogoBxeHHs Ha HacT. crop.\
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[Moyarok Ha nonepepHik crop.\

KoxHuit 3 HUX BUKOPUCTOBYIOTh Pa30M i3 MiATPUMYBAIbHOIO
Teparni€r. ¥ MixkHapoAHUX 0araToOLEHTPOBMX AOCTiIKEHHSIX
0yJ10 OKa3aHo, 1110 1i IpenapaTu 3a0e3MeuyoTh MOJiMILIeHHS
BIDKMBAHOCTI, IMXaJIbHOI Ta PYXOBOi (YHKILii, SIKOCTi XUTTS
naiieHTiB 3i CMA.

[TinTprmyBaibHa Teparisl BKJIOYAE pecripaTOpHy MiATpUM-
KY, HaJIeXXHE XapuyBaHHS, OPTONMEANYHY KOPEKILilo, (Qi3uuHy
Tepalrilo/peabimiTallifo, CMHMITOMAaTUYHE JTiKyBaHHsI. HaliGimbI
BiIMOBITHUM i e(heKTUBHUM CITIOCOOOM 3a0e3IeUYeHHSI MalliEHTIB
3i CMA Heo0XiTHOI0 TOTIOMOTOI0 3a3BUYali € 3aTy4eHHST MKINC-
LHUTUTiIHApHOI KOMaHIu ¢axiBiiB. CxemMa MKIMCIMIUTIHAPHOTO
TTiIXOMy TIpeICTaBlieHa Ha PUCYHKY 2.

He3zanexHo Bim Toro, yn orpumye mauieHT 3i CMA eTio-
MaTOreHETUYHE MEIMKAMEHTO3HE JIIKyBaHHS, HaJleXXHa Mijl-
TpUMYyBaJIbHA Tepallis, [0 BKJIOYA€ KOHTPOJIb CUMIITOMATUKH,
i mpodinakTrKa ycKIaaHeHb Pa3oM i3 3a0e3MeueHHSIM IICUXO0JI0-
TYHOTO i1 coliaTbHOTrO JOOPOOYTY € OCHOBOIO JIJIST TOCSITHEHHS
HaiKpaIoi MOKJIMBOI SKOCTI XKATTS MaLi€eHTiB. ONTUMaIbHII
KOHTPOJIb Tepediry XBopoOu morpedye criBmpaili 6araTbox
(axiBuiB y chepi 0XOPOHU 300POB’S.

KowmrrekcHa cranmapTHa miaTpuMyBanbHa Tepartis mpu CMA
JIeTaJIbHO OIMMCaHa y MiXXHapogHuX pekoMeHpaalisx 2018 p.
J1o nmepioyeproBux 3axo/iB TaKoi Teparnii Hajexatsb [1-11]:

1. Pecnipamopna niompumka — nauieHtu 3i CMA 1-ro ta 2-ro
TUIY MTOTPEOYIOTh iHBa3MBHOI 200 HEiHBa3MBHOI BEHTUJISILLIT Jie-
reHb (MOCTiTHOT YU TUMYacOBOi), 3a0€3MeUeHHSI BiIKalIUTIOBAHHS
Ta caHallii AMXaJbHUX IIJISXiB TOLIO. Y pa3i pO3BUTKY pecti-
PaTOPHUX yCKJIATHEHb XBOPi MOXYTh MOTPeOyBaTH iHTEHCUBHOTO
JIIKyBaHHS Y BilIJIEHH] peaHiMallii Ta iHTEHCUBHOI Tepartii.

2. Tacmpoenmepoaoeiuna niompumka BKIII0OYa€e 3a0e3MedcH-
HsI HAJIEXXHOTO XapuyBaHHS Yepe3 Ha30racTpaibHUI 30HI a00
racTpOCTOMY Ta KOPEKIIil0 TaCTPOEHTEPOJIOTIYHUX MOPYIIEHb.

3. OpmoneduuHna kopekuyis BKIIOUYA€ BUKOPUCTAHHS OPTE3iB
(TyTOpa), KOpCeTiB (151 KOpeTyBaHHS ITOCTaBM), BEPTHKATi-
3aTOPOB, XipypPriuHy KOPEKIilo CKOIi03Y.

4. Bakyunayis.

5. Cynymusa cumnmomamuyvna mepanis (MyKOJiTUKU, iH-
rioiTopy MPOTOHHOI MOMIU, TIpenapaTu AJs TpodiTakKTUKKU
HYJIOTH i OIOBaHHS, MpOodiakTUKK Ta JTiKyBaHHS 11CcOio3y,
3aKperry TOIIO).

6. Dizuuna peabinimayis — BIPABY AJIS MTOJITILIIEHHST PYyXOBOL
Ta IMXaJlbHOI (DYHKIIii, CAaMOOOCTYrOBYBaHHSI.

IMynemoHonoriuxe
NiKYBQHHS
Hepeogo-
oo InTeHcuBHa
M's308i acnektH / c
P Tepanis
peabinitauis
oPAMHa;
\° %
NMaujienr
3i CMA
Oproneauyne YpaxeHHs
NiKyBAHHS Cin's iHWHWX opraHiB
XapuyBaHHs,
CTQH WAYHKOBO- MepukameHTo3Ha
KMLLKOBOFO TPAKTY Tepanis
Ta KicTOK

Puc. 2. MynstuaucunnninapHuii nigxin y nikysansi CMA

lloninwenxs BNpoBANXEHHA CMangapmis NIKYBAHKA CRiHANbHOI M'930B01 ampomil
Ha MiXHapogxomy pishi: nnamdgopma «SoC For Al

Ha koHrpeci BcecBiTHbOro ToBaprcTBa HEPBOBO-M’SI30BMX 30XBOPIOBAHD, IKUH Bifi6yBCcs B OHNaiH-popmari
20-24 BepecHs 2021 p., 6yno npepcTaBneHO NPOEKT, HAA SKMM NpALioBana rpyna HaykoBuiB i3 10 eBponeckux
KpaiH, BKJIIOYHO 3 YKpaiHO0. MeTa NpoeKTy — BAOCKOHANIEHHS BNIPOBAMKEHHS CTAHAAPTIB JIiIKyBAHHS NALIEHTIB
3i cniHanbHOIO M’si30B010 atpodieio (CMA) Ha mi>kHapogHoMYy piBHi 3aBasiku po3po6ui nnardpopmu «SoC For All»
(«Cranpapty nikyBaHHsa CMA gns Bcix»). IponoHyemo o Baluoi yBaru ornsp npeseHTOBaHUX pe3ynbTarTiB.

CraHaapTy JIiKyBaHHSI TALIIEHTIB i3 HEPBOBO-M’SI30BUMU 3aXBO-
PIOBaHHSIMM OYJIM BIOCKOHAJIEHI 3 pO3pO0OKOI0 MixKHAPOIHUX PEKO-
MEHJalliif, MpoTe iX BIPOBAIKEHHS y MPAKTUKY B Pi3HUX KpaiHax
CBiTY Bapito€e. bysio po3po06ieHo nmporpaMy HaBYaHHSI JUIS IiABU-
LeHHSs iHopMoBaHOCTi Ta 3HaHb TPo CMA, BIIpOBaIKEHHSI CTaH-
JapTiB JiKyBaHHs Uit mauieHTiB 3i CMA Ta NOJiMIIeHHS 10CTYITy
JI0 CTAaHIAPTU30BaHOI 6AraTonpodibHOI T0MOMOTH, 1110 HATAETHCS
MICLIEBUMM CIIELIiali30BAaHUMU LIEHTPaAMM 10 BChOMY CBITY.

BaratonpodinbHuii komiter excnepris
i3 HepBOBO-M'SI30BUX 30XBOPIOBAHB
19 unenis, 30kpema Hesponaronoris, pisiotepanestie, cnevjanicria
i3 HOAOHHS HEBIAKNOAHOT / NEPBUHHOI MeAMYHOI RonoMorK, baxisuis
i3 HepBOBO-M'530BMX / PECNiPATOPHMX 30XBOPIOBAHB, 3 MTUTAHb
XAPYYBOHHS TA KOBTAHHS, O TAKOX NPEACTABHUKIB acoLiaLyii NaLjieHTis

v

MixHapoaxe
ONUTYBAHHS
00 3aranbHUX
cTaHAApTIB
nikysanHs CMA
(n=39)

v

3acipaHHs eKCnepTHOro KOMITeTy
3 NNIGHYBAHHS OTNSAY PE3Y/LTATIB OMMTYBAHHS,
PO3pOBKM CXEMM TA 3MICTY MPOTPAMM HABYAHHS

v

7 QBTOPCbKMX KOMAHA, CTBOPEHHX 3 METOI PO3POBKM KOHTEHTY
1Sl HOBYANBHMX MOAYIB 3ArafbHUX CTAHAAPTIB NiKYBAHHS
CMA 3 ypaxyBaHHsSM OCBITHIX noTpe6

v

lMepernsp Ta 3aTBEepAXEHHS
30rasnbHOro 3MiCTy KOMITETOM eKcnepTis
i3 HEPBOBO-M'A30BMX 30XBOPIOBAHB

Puc. 1. Mpouec po3po6ku 6araronpodinbHmxX
3aranbHUX cTaHAApPTIB NikyBaHHa CMA

ApantosaHo 3a C. Lilien et al., 2021

Ta6n. 1. HaBuanbHi moayni nnarpopmu
3aranbHUX cTaHAAPTIB NikyBaHHa CMA

Ne Hazea

—_

CMA: xeopoba Ta komnnekc 3acobis i METORIB NiKYBAHHS

Hesinknaake nikysaHs Ta cnyx6a wenakoi gonomoru

OpToneaunyHe NiKyBAHHS TA NO3ULIOHYBAHHS

PecnipatopHa nigtpumka

XGP"I)’BOHHH TA KOBTAHHA

DisnuHa peabinitauis

N| oo A WD

Jlikap nepBMHHOI NAHKM Ta NALIEHT/AOMNAAANBHUKM

Apantosaro 3a C. Lilien et al., 2021

3o0Kpema, CTBOPEHO CiM MOMYJIiB, SIKi BUCBITJIIOIOTh MPAKTUYHi
MUTaHHS BeAeHHs naiieHTiB 3i CMA Ta MOXYTh OYyTH BUKOPUCTaHi
JUISI HaBYaHHST 6araTtornpodiabHOI KOMaHIM, 10 3AiCHIOE TOIJIST
3a xBopuMH. Lli HaBYaIbHI MOy JOCTYITHI Ha miaTdopmi «CTaH-
nmaptu JikyBaHHs CMA st Beix» (https;//smasoc.global). Benetbest
po060Ta 3 po3pOOKM BiAMOBIIHOI CEKILil /151 MAI[iEHTIB.

Memogu

ITpoiiec Oys10 po3MOYaTO 3 ONMUTYBAHHS CIIELIATICTIB i3 3aXBO-
pIOBaHb HEPBOBO-M’I30BOI CCTEMU Ta (hi3ioTepaneBTiB i3 pi3HUX
KpaiH 3 METOI OL[iHKM 3arajlbHUX 3HaHb PO CYYacCHY MPAKTUKY
BeneHHs manieHTiB 3i CMA, a Takox BU3HAYEHHS IIPOTaIH y 3HaH-
HSIX Ta 1X 3aCTOCYBaHHi B KJTiHiYHii MpakTuili (puc. 1).

baratonpodiibHUil KOMITET €KCHEepTiB i3 3aXBOPIOBAHb
HEPBOBO-M’S30BO1 CUCTEMU BUKOPUCTAB JaHi MiXXHApOAHOTO
ONUTYBAHHS 100 3arajIbHUX CTaHAAPTIB JikKyBaHHSI CMA s
PO3pO0OKM HaBYAJTbHUX MOMYJTiB, 3a0€3MEeYeHHST OCBITHBOI pOOOTH
Ta MiATPUMKH.

Pesynsmamu
INMAaTtchopma cTaHAAPTIB AiKyBaHHS

Y MiXXHapogHOMY OINUTYBaHHi, B IKOMY B3sUIM yJacTb 39 Men-
MpaliBHUKIB i3 m’saTu KpaiH (sk-To [Tonmbiia, Ykpaina, Cep0is,
Pocisi, bonrapist), Oynu BUsIBJIeHi OCHOBHI Mpo0JieMu, OB’ s13aHi
3 mikyBaHHSIM CMA: Opak MyJBTUAUCUUTITIHAPHUX TPYIT; TPYAHO-
11Ii 3 HAJIEXKHUM CKepYBaHHSIM Malli€HTIB, 30KpeMa JI0 CIeLialicTiB
i3 pecripaTopHoi Teparii, i 3aCTOCYBaHHSM BEHTUJIALLIT JIeTeHb;
He/IOCTaTHE 3a1y4eHHs (paxiBLiiB i3 izioTepartii/peadiniTaliii, a Ta-
KOX HeedekTuBHa ocBita mogxo CMA st uieHiB 6araronpodiib-
HUX TPYII i MAI[iE€HTIB.

Hasuanbni Momy:ti miatdopmu cranaaptis JikyBanHs CMA Ha-
BeJIeHi B TaOJINIIi 1, a MPUKIIaaX 3MiCTy MOMYJIiB — Ha pUCYHKaX 2-4.

PecnipatopHa nigTpumka disionoria kawnio

3mict Mogyns

Kawenb — cknaghuit npouec. Bin mae yotupu cragii:

MopyweHHs anuxaHHs

wennA e [ns spatHocrTi BigYyBaTH
y nauienTis 3i CMA

noApa3HeHHs AUXANbHUX

Kniniuni ouiHkm

LWNAXiB Ta cekpewilo HeobXigHi
HeYLIKOAXEHi CEHCOPHI WASXM

MNaujieHT NoBMHEH MATH 3AATHICTL

@ @ rMB0oKO BAUXATH

Py 3aCTOCYBAHHI

BEHTUAALI NereHb

Metoau
KOHTpOIo cekpewii

HQ BUAUXY, NPH 3AKPUTHX
AMXANBHUX WAAXAX,
106 OYUCTUTH ix Bif CeKpeTy

OkpiMm Toro, nauieHT notpebye
MOX/MBOCTi CKOPOYEHHS M'53iB

sl

Mpouec kawnto FPYHTYETbCA HA 3AKPUTTI
roN0COBOI LLNMHM, WO CTBOPIOE BUCOKMM
@ BHYTPILUHBOrPYAHUM TUCK; LIE € KITIOYOBUM
MOMEHTOM NS iHAYKYBAHHS AMHAMIYHOTO

CTUCHEHHS AUXANbHUX I.IJJ1$|XiB, O BAXNUBO
Ansa ed)eKTMBHOFO BiAKALLMIOBAHHS

©

Pexomenpauji wono
30CTOCYBAHHS BEHTUASAL

DO @ ®

CKNapHUH MEXQHI3M KALLAIO MOXE 3YMOBIIIOBATM TPYAHOLL| 3 NPOLEAYPOIO BiAKALUNIOBAHHS
ans nauientis 3i CMA Ta cnpuunHaTM npobnemMm 3 0YMLLEHHAM AUXANBHUX WNSXIB Bif CEKPETY.

Puc. 2. Pecniparopxa nigrpumka (mogynb 4) Ta craaii kawnio

Agpantosaro 3a C. Lilien et al., 2021

®disnuHa peabinitauis
3mict Mogyns

@ Ponb diznuHoi Tepanii
A=
©9
g OUjiHIOBAHHS KNiHIYHOTO
92| ) ta dyHkuioHansHoro
2=

CTaHy

Lini Ta cknagosi
peabinitauinHmx
NPOrpaM 3anexHo
Bil GYHKLOHANBHOI
knacudikauii

b S|or W ®

Peab6initauia ana nauiexrie 3i CMA, aki spatHi cugitn

MoninweHHs byHKUIM, TPEHYBAHHS CUAU W PYXNMBOCTI,
pecnipaTopHa NigTPMMKA TA JOAATKOBI MigXoau

Ypaxei rpynu m'si3ie
y naujentie 3i CMA

&

Mporpamu Bnpas Ta Aii, Wo CTUMYNIOIOTL AKTMBALLiIO M’ 13I8,
€ KOPUCHWUMM NS NALEHTIB, AKi 3AATHI CHAITH,
OCKiNbKM MiATPUMYIOTb TA MONINLIYIOTh:

MoninweHHs GpyHKLiOHYBAHHS

* GKTMBHICTb MOBCSKAEHHOTO
KUTTS

®  yYOCTb Y WKINbHOMY XWTTi,
rPOMOACHKIN AifNbHOCTI
Ta 3aMHATOCTI Ha poboTi

byHKUIOHYBAHHS
* ouny

AianasoH pyxis
BMTPMBANICTH

* Banauc

.

3acrocyBaHHs cyBMaKcHManbHUX aepoBHNUX HOBAHTAKEHD,
30KpPeMa xoAbbH, NNABAHHS TA BENOTPEHAXEPIB, HACTIMHO
peKoMeHAoBaHe Ansi:

*  3MeHueHHs 6osio
®  BUTPAYAHHS KQNOPIK

* MCMXONOFIYHOTO BAAUBY
* npoeepeHHs peabinitavji
Mig Yac KoXHOI BIPABK BAXIMBO AOTPUMYBATHCA CUMETPIT
HOBAHTAXEHb Ha 061aBa 6okM Tina Ta rpynu M’ s3is

K 3 TOYKM 30PY NOCTYpPANLHOI CUMETPIi, TAK i 4ACTOTH

¥ IHTEHCMBHOCTI BNPAB.

Puc. 3. DisnuHa peabinitauis (moaynsb 6) Ta acnektn peabinitauii gna nauientie 3i CMA, siki 3pgarHi cugitm

Agantosaro 3a C. Lilien et al., 2021
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CamMocriitHa miATpUMYyBabHa Teparist (0e3 eTiomaToreHeTy -
Horo sikyBaHHs) ipy CMA He MoXe 3MiHUTH TIepedir OCHOB-
HOTO 3aXBOPIOBAHHSI.

Po3biXXHOCMI | HAOAHHI MEQUYHOT gonomozu

Benenns nmaiieHTa 3rigHo 3i cTaHmapTaMu MEAUYHOI TOTTOMOTU
BXXe Ha paHHIX eTarax 0cOOJMBO BaXxJ/uBe Ij1s1 XxBopux HAa CMA
i3 paHHIM noyaTKoM. MixKHapoaHMI KOMITET i3 3aTy4eHHSIM Me-
JNIMYHUX TIpaLliBHUKIB Ta (paxiBLiB 111040 pOOOTH 3 MalliEHTaMU
PO3p0O0OUB peKOMEH ALl 111 KOHTPOJIIO TIepediry 3aXBOproBaH-
H i Teparii giTeit, ocid Mojomoro Biky, nopociux 3i CMA. Pe-
KOMeHJallii 1yist cimeli Oynu omyoaikosaHi 2007 p. min Ha3BOIO
«MixHapomHi crangaptu gikyBanHs CMA». BinToni 3’sBisieTbest
Jlenai OiTbIe CBimIeHb Mpo Te, 110 maieHTH 3i CMA Ta ixHi po-
JIMHU MOXYTb OUiKyBaTH BUILIOI IKOCTI KUTTSI, HixK OYJI0 MOKJIMBO
B MUHYJIOMY, IIEPEBaXKHO 3aBISKU PO3BUTKY MEIUIIMHU I TOSIBi
HOBHUX MOXKJIMBOCTe# Tepartii. CTajio 04eBUIHUM, 110 OpUTiHATbHI
CTaHIAPTU BXXe HAJIeXKHUM YMHOM He BiToOpakaju MOKpalleHb
Ta 3MiH Yy ITiIX0Jax 10 JIiKyBaHHSI i1 KOHTPOJIIO TTepediry XBopoou.

Hananusa memmanoi nornoMoru namieHTam 3i CMA 3 po3po0Koro
MIXHapOAHUX peKoMeHaalii mominmiuiocs. [1porte ix BrpoBa-
JKEHHS! Y KJIiHIYHY ITPAKTUKY B Pi3HUX KpaiHaX Bilpi3HSIEThCS.

3a pe3ynbTaTaMu OMUTYBaHHS nauieHTiB 3i CMA 2-ro ta 3-to
TUITy Ta IXHIX POIMH BUSIBIEHO, IO X04a BIUIMB TOTOYHOT'O KJTi-
HiYHOTO CTaHy Ta OYiKyBaHb XBOPUX CIIPUIMAETHCST PECTIOH-
JIEHTaMU CXOXUM YMHOM, BiIMiHHOCTI MiXX KpaiHaMu €Bponu
11010 CUCTeMU AOLJISIAY Bce 1ue icHYtoTh [17]. TeorpacdiuHi po3-
OIXKHOCTI CMIOCTEePIraloThesl y HalaHHi pecrmipaTopHOI MiATPUM-
K1, BUKOPUCTaHHI HeiHBa3MBHOI BeHTUALII ereHs (HIBJI),
(iznunHoi Tepamii Ta peabiniTanii. Hanmpukianm, 0i1blIy 4acTKy
TpaxeocToMmiil mpoBonsTh y CximHiit €Bpomi (bizopycii, Mo-
noBi, [Moneuii, Ykpaini). HIBJI € 6inpii 3araibHO0 MpakTU-
Ko10 B 3axifgHiili €Bpori (Takux KpaiHax, K ABCTpisi, benbris,
®innanaist, @panuist, Himeuunna, Ipnangis, Itamis, Icnanis,
IIBewuia, LlBeiinapist Ta Benuka bpuranist) [17].

[Tpu onMTYBaHHI IUTSYMX HEBPOJIOTIB Ta IUTSIUMX PECITipaTop-
Hux cnenianictiB Kanaau 0yio nokasaHy 3Ha4HY Pi3HMIIIO Y Bijl-
HOIIIEHHI JIiKapiB 10 Pi3HMX aCMEKTiB MEIMYHOI Ta IICUXOJIOTIYHO1
norioMoru natieHtam i3 CMA 1-ro tuny [18]. VY neskux perioHax
Kananu HIBJI npu xpoHivHill AuxanbHiil HEIOCTATHOCTI 3aCTO-
COBYIOTb y 3,6 pa3a MeHIIIe Ta IK TPOMITaKTUKY pecIipaTOpHUX
YCKJIaTHEeHb — Y TPUYi MEHIIIe, HiX B iHIIMX perioHax. bimbir Hixx
TOJIOBMHA PECTIOHICHTIB BBAXalOTh, IO MPH iHTYyOAllii ¥ 3’93~
Ky 3 TOCTPOIO PeCIipaTOPHOIO MOi€l0 HMOBIPHICTh YCHilIHOL

HEBPOJOrIA
ornsg

eKCTyOallii 6e3 TpaxeocToMii HU3bKa, X0ua € TOKa3M YCIIiIIHOT
ekcTyOartii miteit 3i CMA. 3HauHy BapiaOeIbHICTh MK perioHaMu
OyJI0 TPOIEMOHCTPOBAHO 11010 3aCTOCYBAHHS TPAXEOCTOMIl,
MPU3HAYEHHS PeCIipaTOpHOTro 00JaIHaHHS, OLiHKY KJIiHIYHOTO
Ta IICUXOJIOTiYHOro cTaHy aiteit 3i CMA.

Po3apofika oceimuboi nnamgopMu «SoG For All»
(«Cmangapmu nikysauwng CMA gna Bcix»)

IcHye oueBMaHA OTpeba B ananTallii MiXKHApOIHMX PEKOMEH-
Jalii 10 yKpaiHCbKOI CMCTEMM OXOPOHM 310POB’Sl Ta HAaBYaHHi
JIiKapiB BIPOBAIKEHHIO MixXKHAPOJAHMX i HALliOHAJTbHUX HACTAHOB
1I0JI0 MEHEeXKMEeHTY naiieHTiB 3i CMA y KIiHiYHy MpaKkTUKY.
J171s1 TiArOTOBKM HalLliOHAJTbHUX MEIUKO-TEXHIYHUX JOKYMEHTIB
3i cTaHmapTH3allii MeauuHoi formoMoru mpu CMA Bxke CTBOpeHa
i mpairoe po6oua rpyma MO3 Ykpainu. Okpim Toro, IHcTutyT
HeBpoJiorii, ncuxiarpii i HapkoJjorii HAMH Ykpainu (M. Xap-
KiB) OpaB y4acTb y po3po0lli clelliaJbHOi MiXkHapOIHOI OCBiT-
Hboi maaTdopmu «SoC For All» («Cranmaptu gikyBaHHs CMA
IUTSL BCiX») pa3oM 3 €Bporeiicbkumu KiiHikamu [Tanii, @paniiii
ta [Tompii 3a minTpuMky KoMmadii Hoffmann-La Roche.

Cnvcok nitepatypu 3HaXoamMTbCs B pesakuii

3]

Jlikap nepBUHHOI NGHKM T NALEHT/AOrNSAaNbHUKY
3mict mogyns

OujiHI0BAHHS CTOHY Micns
BCTOHOBJEHHS AiarHO3y

AkTuBHOCTI

Ta 06NQAHAHHS,

L0 CAPUAOTL NOAIMLIEHHIO
bYHKLOHYBAHHS
nauienTis 3i CMA

© [uraumit Hesponor

@ Hietonor

: ®
=2
CION®)

Ponb uneHiB MynbTMANCLMNNIHAOPHOI KOMAHAK
MynbTHAMCUMNNIHOPHMIA NIAXIA € KPUTMYHO BAOXMBMM y BepeHHi naujenTis 3i CMA. Jlikapi nepBuHHOI MEAM4HOT SOMOMOTH
Ta 6aTbKM/ OnikyHM BIAIrpatoTb BOXMBY Posib y KOOPAMHYBAHHI OLiHKM cTay naujenTis 3i CMA Ta gornspy 3a HUMM.

Ponb Ta 060B’93kM nikapis, SKi HAAAIOTL MEAUYHY AONOMOTY

@ [utaumit nynemoHonor
@ Creujanicr i3 pecniipatopHoi nigTpyuMKkm

@ Qisiotepanest

@ Jloronea ta cnewianict i3 kopekuii MOBNIEHHS

MpodinakTuuHi 3axoam o) TovaoTonanesT
AN 4ACTUX HOA3BMYAMHMX [ © Opy.n P
cHTyauin o0b.0 © Opronea

[
Ponb unenis @ Menxonor
MYNbTUAMCLMNAIHAPHOT @ Komarpa naniatmeHoi gonomoru
KOMQHAM Y BEAEHHI © Jlikap nepsuHHOI MeaM4HOT AONOMOTH
nauieHTis @ Cim's

® Hece OCHOBHY BifMOBIAANbHICTb
3a piarHoctysanns CMA Ta oujuky
NpPOrpecyBaHHs 30XBOPIOBAHHS

* TOKOX BigNoBigae
30 KOOPAMHALLiO Pi3HMX
aCneKTiB fOFNSAY TA CRINKYBAHHS
3 MIbTUAMCLMNANIHAPHOIO KOMAHAOHO
i YneHamu cimen navieHTis

* iHdopMye navieHTa Ta HOro poauHY
Npo AOCTYMHi TEPANEBTHYHI MiAXOaM

Puc. 4. Ponb nikapis nepeBMHHOI NAHKM TO NALLIEHTIB/AOrNSaanbHUKIB (Moaynb 7) Ta YieHiB My bTUAUCLUNAIHAPHOI KOMOHAW

Apanrosaro 3a C. Lilien et al., 2021

Mepeaaua 3HAHB LWOAO 3AranbHUX CTAHAAPTIB

nikysanHs CMA Big ekcnepTHOro KoMmirety
AO MeAMYHUX NPALiBHUKIB HA piBHI rpomag,

BararonpodinbHuit komiteT ekcnepris
i3 HepBOBO-M'SI30BMX 30XBOPIOBAHb
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{ Migrotoeka daxisLis y BEAMKMX perioHanbHMX,/ HALIOHANbHMX }

LeHTpax (aHrniMcbKo MOBOIO)
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HaBuyaHHs MeanyHMX NPALIBHMKIB Y MEHLIMX MEAMYHMX LEHTPAX
perioHanbHMMM ekcrepTamm (MicLeBoto MoBoo)

Byknert no gornagy
3a nauieHtom 3i CMA

3micr
Bipomoctinpo CMA ... ... oo,

Sk 38’a3aTHCA 31 MHOIO T MOEID

6araTonpodinbHO0 KOMAHAOK . ... evvvvenn ..
BinoMocTi NpOMEHE . ..o.vuvuitiii loctpa Tpaema
MM RNAH BOFASAY .« v vee et eneeeenns .
. TaKi MOMEHTH:
Mopaau 3i WOAEHHOTO AOTASAY ..o vevvennnn
PecnipatopHa nigTpumMka .. ...
XOpYYBQHHS TA KOBTAHHS .« . e vveeveeneenens
OproneanyHe NikyBAHHS TA NO3MULIOHYBAHHS . . . .
DiznyHa PeaBINITALIS « .o v eveeeeeneenannns

MIPUMITRM .o

Mnax HagaHHS HeBigknagHoi agonomoru nauieHTosi 3i CMA

IMpo6nemu 3 AUXAHHAM — HOMYACTILLA NPUYMHA HAA3BUYAKMHOT cuTyaui y Aiter 3i CMA,

HQ APYTOMY MicLi — Npo6neMM 3i WYHKOBO-KMLIKOBUM TPAKTOM

Cnig cBOEYACHO pearyBaTi Ha KAiHiYHI 03HAKM, 30 SIKMX NALEHTM NOTPebyIoTh eKCTPEHOT AOMOMOTH,
i 3a1y4aTU A0 HORAHHS HEBIAKAAAHOTO NiKYBAHHS CELANICTIB i3 HEPBOBO-M' A30BMX 30XBOPIOBAHb

Y pasi TPaBMYBAHHS cnif, BPOXOBYBUTH

1. Yepes ocreoneHito nepenom MOXIMBUI HABITb
BHACNIROK HE3HAYHOTO yAapy abo nagiHHs

2. IMmobinizauis niaeMLLy€ HMOBIPHICTb NOTipLIEHHS
CTaHY M'513iB | PO3BMTKY CyrnoboBUX KOHTPAKTYP

3. Pemobinizauito cnig 3aircHioBaTM 3a nepwoi
MOXNMBOCTI, o6 3ano6irTi noripleHHIo cTaHy

PecnipatopHa nigrpumka

HeiHeasueHa BenTUnsLis nereHs Mae yTi
NiKyBAHHAM NepLUO NiHii Ans AiTeH i3 rocTpoio
AMXQNbHOK HEAOCTATHICTIO; CAIA TAKOX
KOHTPONIOBATH NOKA3HUKM ra3006MiHy

Y pasi npo6nem i3 AuXaHHIM
He BAPTO 30CTOCOBYBATH KUCEHD 6e3:

® BeHTUnALii nereHsb
® KOHTPONIO PiBHS BYrNEKMCNOro rasy

CrIMCOK NITEPATYPH & v v v vveveevvineevnnnes

4. Peabinitaujto HeobXiaHO 06roBOPHUTH 3 YneHaMM
6aratonpodinbHOi KOMAHAM, 30KPEMA OPTONEAOM,
HeBponaTonorom, peabinitonorom, disiorepanesTom

Ta TPYAOTEPANEBTOM
Kaptka nauiexta 3i CMA

KapTtka-nam’arka: Lo Taxe CMA?

cniHanbHa m’s3oBa arpodis (CMA)
Im’s: [aTta HapopxXeHHs:
Tun CMA Ta dyHKujoHanbHKiA cTaTyc:

MepukameHTO3He NiKyBaHHS:

Y pasi notpannsHHs Ao BiaAineHHs HesigknagHoi

. o sitamiHy D Ta kansuio
[OMOMOrM 3B’ SXITbCS 3 MOIM 4 u

cneuianictom i3 HePBOBO-M'I30BMX
30XBOPIOBAHbB:

'

Im’s: TenedoH:
cneuianicrom i3 pecniparopHoi nigTpumku:

TenedoH:

CMA xapakTepu3syeTsca nporpecytoyolo cnabkictio m's308oi atpodii Ta napanivem. M’s3osa cnabkicts
MOXe CPUYUHUTM YCKNOAHEHHS, NOB' A3aHI 3 XapYyBAHHSM, GYHKLISMM AUXAHHS i opToneaieio,
a y THXKMX BUNOAKAX — NPU3BECTU A0 AMXANbHOI HEAOCTATHOCTI TA CMEPTI.

Pekomenpauii Ta 3ano6ixHi saxoamn

1. CMA noB’23aHa 3 pU3UKOM 3HWKEHHS
LWiNLHOCTI KICTKOBOT TKAHWUHM, TOMY NALEHTAM
30 NOKA3AHHSIMU PEKOMEHA0BAHE BBEAEHHS

2. Xeopi Ha CMA matoTb pu3amk nepenomy

nicns BiAHOCHO HE3HAYHOI TPABMM

3. TMpMKOpM 3AIHCHIOETECS Yepes HA30racTPAbHMHM
30HA AOTH, LOKM HE BAACTbCS BCTAHOBUTH
racTpocToMiuHy Tpy6Ky Ha TPUBANMIA CTPOK

4. 'Y pasi BUHMKHEHHs racTpoe3sodareansHoro
pedniokcy 3a noTpebu cnip NpU3HAUMTH
aHTUpedIOKCHUIM Npenapart

1

1

1

1

1

1

1

1

1

5. XBopo6u nereHb € OCHOBHOK NPUYMHOKD [
30XBOPIOBAHOCTI Ta cMepTHOCTI Y naujenTis 3i CMA 1
6. Cnip poTpuMyBaTUCS KaneHaaps i
NpodINaKTUYHUX LyenneHs, 30Kpema pobuTH !
LOPIYHI WenNeHHs Big rpumy, pecnipatopHo- 1
. . 1
CMHUMTIANBHOTO BipYCy T MHEBMOKOKY H
7. HeiHBa3suBHG BEHTUNALIS NereHb NOBUHHA :
6yT1 nikyBaHHSM NepLuoi NiHii y AiTel i3 roctpoto !
. . - 1

AMXANbHOKO HEAOCTATHICTIO; TAKOX HEOBXIAHUM 1
MOHITOPUHT ra3006MiHy i
8. Y pasi rocnitranisauii yepes npobnemu !
3 IMXAHHAM: HE 3aCTOCOBYBATM KMCEHb 1
6e3 anapaTy WTy4HOI BEHTUAALIT nereHb :
1 1

TQ KOHTPOJIIO PiBHS BYTNEKMCAOTO rasy i

Puc. 5. Bi6nioteka pecypcie nauieHTa: NpMKNAA KOHTEHTY

BnpogagXenns mpeninzy
3i cmangapmis nikysanna CMA

1. JInst 3ampoBaKeHHS 3MiH Y TPAaKTUKY JIiKyBaHHSI MAIliEHTIB
3i CMA Ha JIoKaJbHOMY PiBHi BaXJIMBO 3[iliCHIOBATY HaBYAHHS
CIIeIiaTicTiB 3araJlbHUM cTaHaapTaM JikyBaHHS CMA Ta HagaBa-
TH BKa3iBKM I MiATPUMKY IS TIOAAJIBIIOTO 3a0€3MeUeHHS TaKUX
3MiH (puc. 6).

2. Y 2021 p. Oyno 3miiicHeHO TiArOTOBKY (DaxiBIIiB Y BEIUKIX
perioHaTbHUX IIEHTpax (aHTTiiiCbKOI0 MOBOIO, B PEXXUMi OHJIaliH).
Y MaiibyTHbOMY TJIAaHYEThHCS TPOBOIUTH OUHI TPEHIHTH.

Agpantosaro 3a C. Lilien et al., 2021

3. TpeHiHIM BKIIIOYAIOTh TAKOX CaMOOCBITY Ta Oe3repepBHE
HaBYaHHS Ha Liiit maatdopmMi.

4. HaBuasbHi MOIYJTi Hapasi MepeKIanaThesl pisSHUMUA MOBaMK
UIS 3a0€e3MeYeHHs] HaBYaHHS METUYHUX TPALliBHUKIB Y PerioHaIb-
HUX MEAUYHUX LEHTpPAX.

5. Biaryku mpo 3aiiicHeHy MiAroToBKY (haxiBIIiB y KPYITHUX pe-
riOHaJIbHUX IIEHTpax Oy/IM Haa3BUUYaiHO TO3UTUBHUMMU (puc. 7).
Biuzbko 85% crieliamicTiB BBaXau, 10 3MiCT HAaBYAIbHOIO MO-
IyJist 6YB 4ynoBUM, a >90% OLiHWIN PiBeHb KOHTEHTY SIK HAJIEX-
HUU 151 IXHBOTO HABYAHHSI.

lMpoBeaeHHs TpeHiHriB MicLLEBMMM MOBAMM

€ BOX/IMBMM, OCKiNbKM HOBYQHHS SULLE
QHINIMCLKOIO BMKIIONAE as 6aratbox
MeAnpaLiBHMKIB MOXIMBICTb OTPMMYBATH
XMTTEBO BAXKMBY ANs iXHbOI MPAKTUKM OCBITY

YN
o O

L

Puc. 6. Mepenaua sHAHb LWOAO 3AranbHUX CTAHAAPTIB
nikyBanHa CMA

Agpantosaro 3a C. Lilien et al., 2021

Ay>Xe KOPUCHO

LiHHO
€PEeKTUBHO .cnoramo

3pY4YHU OHNAWH-OCBITA

NOTY)XHUN KOHTEHT
BiAKPUTHI 06paA3 MUCTIEHHS BiAMi HHO

PO3LUMPIOE MOXIIMBOCTI o0 NikyBaHHa CMA

Puc. 7. Xmapa Knio4yoBux cnis,
110 y3aranbHIOIOTb Biaryku ¢axisuis

6. Tpeninru 66 daxisuis i3 m’ gty kpain (Bosrapii, [Toabii,
Pocii, Cep6ii Ta Ykpainu) Hapasi 3aBepIICHO.

BucHoBku

1. IcHyBana oueBMIHA MOTpPe6a y po3poOIIi IPOrpaMu 3arajib-
HuX ctaHnaprtiB JikyBaHHSI CMA (SMA «SoC For All»), i us
nporpama OyJia ayxe 1o6pe CIpuiiHsITa.

2. JIoCTymHiCTh HABYaHHS MiCIIEBUMU MOBaMM € BaXXJIUBOIO
JUTSL YCTIIIHOTO BIPOBAIXKEHHS, OCKIJIbKM OibIIICTh JiKapiB
y KpaiHax, Jie¢ POBOJATh TPEHiHTH, HE BOJIOAIIOTh aHIJIiCHKOIO.

3. HananHs manieHTam Ta norjisaaJbHUKaM BaxKJIMBOI iH-
dopmaliii, sska moroMarae psATyBaTH XUTTS B HaJI3BUYAHUX
CUTYallisIX, 0YJI0 BU3HAHO BAX/IMBOIO YACTMHOIO IIPOrPaMHU.

4. JInst 3a00BOJICHHST BCiX MOTPEO Ta BpaXyBaHHS MepPCreK-
THB BaXXJIMBO 3ajJy4aTH BCiX YJICHIiB

0

OaratonpodilbHOI KOMaHIM, a TAKOX
acolliawii malieHTiB.

5. YcmimHa peanizaitist matdopmMu
3araJbHMX CTaHIApPTiB JikyBaHHSI CMA
Mo3e OyTH 3ampoBaaXeHa y JeKiTbKOoX
KpaiHax i MOTeHIilTHO BUKOPUCTOBY-
BaTUCS 1IOJ0 IHIIUX PiAKICHUX 3aXBO-
PIOBaHb.




Ans nrogen, Lo XNBYTb
3i cniHanbHOIO M’130BOI0 aTtpodpieto,
60pOoTb6a HiKONIN He 3YNMUHSIETLCS

-EBpical
O.pmcumnnaw\

Tenep BOHN MalOThb JliKyBaHHA,
L0 NpaLloe TaKk caMo HanoJiersauBo:

‘ y LUHC i Ha nepudhepii
He3anexHo Big Tuny CMA
Ta BiKY nauieHta*

‘ aMmbynaTopHO y AOMaLLHIX yMmoBax

MNepopanbHUin PO34KH BBepneHHA nosatopom nepoparsnbHO 3acTocyBaHHA aMmbynaTopHO
3i CMakKoM MOJSTyHMUL abo 4yepes 30HAO YU racTpoCTOMy B [OMaLLHIX yMoBax

*JlikyBaHHA cniHanbHoi M'A30Boi aTpodii (CMA) y nauieHTiB BikoM Bif 2 micAuis

KOPOTKA IHCTPYKLIIAl ana meamnyuHoro 3acTocyBaHHsA nikapcbkoro 3acoby Espicai (Evrysdi™). Cknad: ditoya pedosuHa: pucannnam (risdiplam); 1 nnswka mictutb MicTuTb 60 Mr pucaunnamy; 1 Mn BifHOBIEHOTO PO3urHy MicTUTb 0,75 Mr pucaunnamy. Jlikapcbka dopma.
MopoLok ansa opanbHoro posunHy. Kog ATX MO9A X10. @apmakonoziyxi enacmueocmi. Jlikapcbkuii 3aci6 EBpicai, TOPOLLOK f51 0panbHOro PO3UMHY, MiCTUTb PUCAUMIAM, AKUI € MOANGIKaTOPOM CrNaicMHry nonepefHuka matpuuHoi PHK (npe-mPHK) reny, wwo kopye 6inok
BUXKMBAHHA MOTOHEPOHiB 2 (SMN2). Y kniHiuHWxX gocnipxeHHAX EBpicai npr3soams Ao 36inblieHHA piBHA 6inka SMN. Pe3ynbTtatit KNiHIYHUX AOCNiAKeHb NiATBEPAXKYI0Tb edeKTUBHICTb NpenapaTy EBpicai ana nikyBaHHAa CMA y naujieHTiB Bikom Bif 2 MiCALLB, a TAKOX AOBOAATb
HeobXigHICTb paHHBOrO MOYATKY NiKyBaHHA NikapcbKm 3acobom EBpicai. [MokaszanHs. JlikyBaHHA criHanbHoi M'Aa30Boi aTpodii (CMA) y nauieHTiB Bikom Bif 2 micAuis. lpomunoka3anHs. BincyTHi. 3acmocysaHHs y nepiod eazimHocmi abo 200y8aHHA 2pydoio. BincyTHi HanexHi
AaHi o0 pU3KMKY ANA PO3BUTKY, acoLii0BaHOrO i3 3aCTOCyBaHHAM npenapaTy EBpicai BariTHUM. Y AoCniAXKeHHAX Ha TBapyHax 3aCTOCyBaHHA pucanniaMy Npy BariTHOCTi abo B NpeHaTabHWUIA Nepiof, TaK i NPOTAroM rofyBaHHaA rpyAAlo NPU3BOAWIIO 10 HETaTUBHOTO BNMBY
Ha PO3BUTOK NPU KiHIYHO 3HAUYLLi ekcno3unuii nikapcbKoro 3acoby abo ekcnosuuii nikapcbkoro 3acoby, Wo nepeBuLLye KNiHiuHy. [00y8aHHsA epydoio. Hemae iHpopmaLii Wono nprucyTHOCTI pucannnamy B MONOL NIOAWNHN, BMIMBY Ha HEMOBNAT, AIKi OTPUMYIOTb roflyBaHHA
rpyaato, abo BNAMBY Ha BUPO6NeHHA monoka. Crif BpaxoByBaT KOPUCTb IPYAHOTO BUTOAOBYBAHHA AN PO3BUTKY Ta 3[l0POB'A, @ TaKOX KNiHiYHYy NoTpeby maTepi y NikyBaHHi npenapatom EBpicai Ta Gyab-AKi NoTeHUiHI No6iuHi epekTn Npenapaty EBpicai abo ocHoBHOro
3aXBOPIOBAHHA MaTepi Ha AUTWHY, AKa 3HAXOAUTLCA Ha FPYAHOMY BUrOLOBYBaHHi. TeCTyBaHHA Ha BariTHICTb PEKOMEHAYETLCA XiHKaM iTOPOAHOrO BiKy A0 MoYaTKy NikyBaHHA npenapaTtom Espicai. HeobxigHO nopaamnTy XiHkam AiTOPOAHOrO BiKy 3aCTOCOBYBATW €PEKTUBHY
KOHTpauenLito nif Yac nikyBaHHA npenapatom EBpicAi Ta npoTArom LwoHaimeHLwe 1 MicAlA Nicna oTpUMaHHA 0CTaHHbOT Ao3u. besnnipaa Yonosiku. JlikyBaHHA npenapatom EBpicai Moxe nopyLuyBaTit $epTUnbHICTb y HONOBIKIB. [aLlieHTV YONOBIYOT CTaTi MOXYTb PO3rNAHYTU
MOX/MBICTb 36epexeHHA Cnepmm o NoYaTKy NikyBaHHA. Cnoci6 3acmocyeanHa ma do3u. JlikapcbKuii 3aci6 EBpicai HeobxigHO NpUNHATY Bipasy nicna oro Habopy B opanbHUM Wnpuy. AKLWO npenapat EBpicai He NPUAHATA NPOTArOM 5 XBUNUH, CNNiA 3BINbHATA OpanbHAU
WNpwy BiA Npenapaty i NpuUrotysaTtn HoBY f03y. JlikapcbKuii 3aci6 EBpicAi npuiimatoTb NepopanbHO OfVH pa3s Ha Aoby Nicna NPUtoMy iXXi NPUGAM3HO B OAVH i TON e Yac WoAHA. AKLWO HEMOBNATA 3HAXOAATLCA Ha rPYAHOMY BUrofjoByBaHHi, Npenapat EBpicai HeobxigHo
NPUAHATKA NICNA KOPMAIHHA rpyAbMu. EBpicai He cnip 3millyBaTh 3 MOIOYHOO CyMiLLLLEO Yn MONOKOM. Micna npuitomy EBpicai Heo6XiaHO BUNWTY BOAW, LO6 NEepeKoHaTUCA, WO NpenapaT NOBHICTIO NPOKOBTHYBCA. AIKLLO NaLlieHT He MOXe KOBTaTW i NOMy BCTaHOBNIEHO Ha3ora-
CTpanbHuiA 30HA abo racTpocToMiuHy Tpy6Ky, EBpicai MoXHa BBOAWTH Yepes 30HA/TPYOKYy. Micna BBeieHHA npenapaTy 30HA/TPYOKyY CNli NPOMUTU BOL0I0.

Tabnuua 2. Pexxum [o3yBaHHA JOPOCMM Ta [iTAM 3anexHo Bif BiKy Ta Macy Tina.

Bik Ta maca Tina P no6oea posa
8ig 2 micauis go < 2 pokis 0,20 mr/xr
> 2 poku Ta maca Tina < 20 kr 0,25 mr/xr
> 2 poku Ta Maca Tina > 20 kr 5 mr
Mp pa. 2op y meduyHuM gpaxieyem. Jlikapcbkuii 3aci6 EBpicai y BUrnagi nopoLuKy nosrHeH 6yTv BifHOBNEHMIA JO OPanbHOTO PO3UMHY MeAVNYHIM paxiBLieM, AKMI Mae BianoBiaHy Kanidikauiio, nepen sianyckom nauieHTy. Mo6iyxi peakuyii. KniHiuHi

ﬂOCnIA?KeHHﬂ CMA i3 ni3Him noyatkom. HainbinbL I'IOLIJVIpeHVIMVI nob6iuH1MM peakuiamm 6ynu nuxomaHKa, fiiapes Ta BucunaHHa. Kniniuni gocnigkeHHA CMA 3 iHpaHTUNbHUM noyaTkom. HainbinbLu nowwmpeHi nobiuHi peakuii 6ynm noaibH1MmM Ao THX, WO CnocTepiranich y naLieHTis
i3 ni3Him nouatkom CMA B gocnigeHHi 2. Kpim Toro, noBigoMnsany Npo HacTynHi No6iuHi peakLii: iHdeKLia BepXHiX ArXanbHWX WAAXIB, MTHEBMOHIs, 3anop Ta 6noBaHHA. Tepmin npudamHocmi. 24 wmicsui. YMoBM 36epiraHHsa. 36epiratyi Cyxvii NOPOLIOK Npu TemnepaTypi Big
20°C po 25 °C B opuriHanbHii ynakoBsLi y HefloOCTYNHOMY AnA fiTein micui. 36epiraTin BigHOBNEHWI OpanbHUIA PO3UMH B OPUTiHaNbHIN NAALLI 6YPLUTUHOBOIO KONbOPY 3 METOI0 3aXUCTY Bif cBiTna. 36epiratin y xonoaunbHUKY npu Temnepartypi Bif 2 °C fo 8 °C. He 3amopoxyBaTy.
BriknHyTU 6yfb-AKUI HEBUKOPUCTaHWIA 06'eM Yepe3 64 [Hi NicnA BifHOBNEHHA. 36epiraTi NAAWKy y BepTUKanbHOMY NMOMOXEHHI 3 LLiNbHO 3aKpUTOI KpKLLKOto. [laTa ocTaHHboro nepernagy 23.10.2020.

IHpopmaLiito HapaHo y ckopoyeHomy BUrNAAL Mepea 3acTOCyBaHHAM YBaXXHO 03HaloMTecA 3 IHCTPYKLiE ANA MeAnYHOro 3acToCyBaHHA Nikapcbkoro 3acoby Espicai

(Haka3z MO3 Ykpaitu Bif 23.10.2020 N2 2418 PeectpauiiHe nocsiguenHsa N2 UA/18405/01/01. 3miHun BHeceHo Haka3 MO3 Ykpainn 20.08.2021 N2 1768)

Matepian nigrotosneHo Ha 3amosneHHs TOB «Polu YkpaiHa». [ToBigomMuTh npo no6iuHi ABMLLa Nif yac Tepanii nikapcbkum 3acob6om TOB «Polu YkpaiHa» abo NOCKap»KMTUCh Ha 110T0 AKICTb BI MOXeTe 3a KOHTaKTHUMU PeKBi3uTamy odicy abo Ha enekTpoHHy agpecy ukraine.
safety@roche.com. 3anuT meanuHoi iHpopmaLii npo nikapcbki 3acobu TOB «Polwu YkpaiHa» BU MoXKeTe HaflicnaTi Ha eneKTpoHHy aapecy: ukraine.medinfo@roche.com
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