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Cxyag MyJIbTHAMCHHUILTIHAPHOI P00040l rpynu

3aCTYNMHHUK JUPEKTOpa 3 OpraHizaniiHO-MEeTOIUYHOT
pobot HaBuyanbHO-HayKOBOIO MEAMYHOIO IEHTPY
«YHIBEepCUTETChKA KITIHIKa» 3amopi3bKOro JIePKaBHOTO
MeJIUKO-(papMaleBTUYHOTO  YHIBEPCUTETY,  TrOJIOBa
poOouoi rpynu;

3aBilyBay Kadeapu HEBPOJIOTii, Icuxiarpii Ta Gi3M4HOI
peaduTiTalii MPUBATHOTO BUIIOT'O0 HABYAIBLHOTO 3aKIaay
«KuiBChbKMH MEIMYHUN  YHIBEPCUTET», 3aCTYIHHUK
roJIoBU poO0U0i Tpymu (3a 3roji010);

3aBiAyBau  Kadeapu  HeBposiorii  JIHITPOBCHKOTO
JIEP’KaBHOT'O MEJIMYHOTO YHIBEPCUTETY;

B.0. 3aBiJlyBaya Kadeapu HEHpoOXipyprii Ta HEBPOJIOTIi 3
Kypcamu TcuxiaTpii, HapKoJIOTii, MEAMYHOI TICUXOJIOTI],
npodeciitHux XBOpOO HapuanbHO-HayKOBOTO
MEIUYHOTO  1HCTHTYTy  CyMCBKOTO  JIepKaBHOTO
YHIBEPCHTETY (3a 3r0j1010);

3aBiAyBau Kadeapu HEPBOBUX XBOpOO, mcuxiaTpii Ta
MEIUYHOI TCcHUX0JIorii ByKOBHHCBKOTO J1epKaBHOTO
MEJUYHOTO YHIBEPCUTETY;

3aBiyBay BIJIICHHS Kap10HEBPOJIOTIi epKaBHOTO
HEKOMEPIIIITHOTO MiAnpueMcTBa « [HCTUTYT cepiis
MiHicTepcTBa OXOPOHH 3I0POB’ sl YKPATHIY, WJIEH IPyIu
ekcrepTiB MiHicTepCTBAa OXOPOHH 3/I0POB’ ST YKpaiHu 3a
HanpsiMKoM  «HeBpostoriuna Ta  HeHWpoXipypriuda
JOTIOMOTa»;

3aBigyBay Kadeapu HEBPOJIOTIi Jep>KaBHOTO
HEKOMEPIIIHOTO MiANprueMcTBa «JIbBIBCHKUI
HaIllOHAJLHUM MEAUYHUHN yHiBepcuTeT iMeHi Jlanua
I'anmunbkoro;

3aBigyBau Kadeapu HEBpOJIOrii Ta HEUpoXipyprii
TepHONiTBCHKOTO HAI[IOHAJIBHOTO MEJIUYHOTO
yHiBepcuteTy iMeHi [.5l. ['opbaueBchkoro MinicTepcTBa
OXOPOHHM 3J10pOB'st YKpaiHu;

3aBigyBau Kadempu HeBpojorii, mncuxiatpii Ta
HapKoJI0Tii XapKiBChKOT'0 HAIIIOHAIBHOTO YHIBEPCUTETY
imeni B.H. Kapasina (3a 3romoro);

3aBiAyBad BIIAUTY ayTOIMyHHUX 1 JereHEpaTUBHHUX
3aXBOPIOBAaHb HEPBOBOI CUCTEMHU JIEPKABHOI YCTAHOBU
«IHCTUTYT HEBPOJIOrii, MCUXIATPIi Ta HAPKOJIOTII IMEHI1
I[1.B. Bonommuna HamonansHOI akagemii MEIUYHHUX
HayK YKpaiHu» (3a 3rojo1o);
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3aBiyBay BIAJAUICHHSIM aHECTE310JI0T1i Ta 1HTEHCHUBHOI
Ttepamii  Ne2  nepxaBHOiI  ycTaHOBM  «IHCTUTYT
Heupoxipyprii iM. akax. A. II.  PomomanoBa
HamionanbHoi akageMii MEIMUYHUX HayK YKpaiHu» ( 3a
3roJ1010);

JiKap-aHecTe310J10T  BIIJUICHHS ~ aHECTEe310J0Til 3
JDKKaMU JJ1s IHTeHCHBHOi Tepamii Ne 2, 3aBimyBau
HAyKOBUM IICHTPOM KOMYHAJIBHOTO HEKOMEPIIHOTO
TOBapuCTBa «JIHIMpomeTpoBchka oOJacHa KJIiHIYHA
mikapHs iM. [. [. MeunukoBa» JIHIMpoOnmeTpoBCHKOT
o0sacHOi pagu» (3a 3rof0m0);

3aBiAyBau kadeapu Tepamii, CIMEHHOI MEIUIIMHH,
rematojiorii 1 TpaHcdysionorii  HamioHanabHOro
YHIBEPCUTETY OXOPOHU 370pOB’S YKpaiHM IMEHI1
[LJI.Iynuka;

3aBigyBay  BIiAAUTY  (YHKIIOHAJIBHOI  J11arHOCTUKHU
JIEeP’KaBHOI yCTaHOBU «IHCTUTYT HEHPOXIpyprii iM. aka.
A. 11. Pomonanosa HarjoHansHOT akageMii MEIUYHUX
HayK YKpaiHu» ( 3a 3roji010);

3aBigyBay Kadeapw cekcosorii, TmcuxoTepamii Ta
MEIUYHOT TCUXoJorii XapKiBChKOTO HAIIOHAJIIBHOTO
MEJUYHOTO YHIBEPCUTETY;

MeIUuHuN aupekTop bnarogiitHoro doHIy «CBOI»
LenTp maniaTuBHOI JOMOMOTH (32 3r0J1010).

3asy4eni cneniasicTu:

CEMEPSIK
Opecrt

Muxaninosuu

3aBigyBauy BIIIUICHHS ayTOIMyHHUX Ta
HEHpOIeTeHEepaTUBHUX 3aXBOPIOBaHb HEPBOBOi CHUCTEMH
JEeP>KaBHOTO HEKOMEpPIIiHHOTO TOBapucTBa «JIBBIBCHKHI
HaIlOHAIbHUH MEIUIHUNA YHIBEPCHUTET IMEH1
J.T'anuipkoro», KEpiBHUK PePEpPeHTHOTO IIEHTPY HEPBOBO-
M'SI30BHX 3aXBOpIOBaHb MIiHICTEpCTBA OXOPOHHU 370POB’S
VYkpainu (3a 3roJ1010).

MeToauuHuii cynposia Ta ingopmauniiiHe 3a0e3ne4eHHs

I'VJIEHKO
Okcana
IBaniBHA

nupekTop JlemaprameHTy ctaHAapTiB y cdepi 0XOpoHH
3nopoB's JI1 «JlepxkaBHuit exkcneptHuid uentp MO3
VYkpainn», 3aCTymHHUK TOJIOBH poOodYoi Tpynu 3
METO/I0JIOTTYHOTO CYIIPOBOY.



EnexTpoHHy Bepciio JOKyMEHTa MOXHa 3aBaHTaxuTh 3 llepeniky (Peectpy)
MEIUKO-TEXHOJOTTYHUX JOKYMEHTIB 31 CTaHIapTH3alli MEIUYHOI JOMOMOIH, IIO
pO3MIlIeHUH Ha caiiTi JlepkaBHOro mianpueMcTBa «/lep>xaBHUM eKCIEPTHUIN LIEHTP

MinicTepcTBa

OXOpPOHU 310pOB’ A Ykpainm»

(https://www.dec.gov.ua/cat mtd/galuzevi-standarti-ta-klinichni-nastanovi/).
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Bonommuua Hatamiss npoBinHUNM HAYKOBHUH CIIBPOOITHUK BIAAUTY ayTOIMYHHHX 1

[leTpiBHa

CokoJioBa
Jlapuca IBaniBHa

JIETCHEPATUBHUX 3aXBOPIOBAHb HEPBOBOI CHCTEMHM, IICHTP
PO3CISTHOTO CKJIEPO3Yy JAEpXKaBHOi yCTaHOBU «IHCTUTYT
HeBpoJIOTii, icuxiaTpii Ta Hapkosorii imeHi [1.B. Bomomuna
HamionanpHoi akameMii MeAWYHMX HayK YKpaiHW»,
JI.MeJI.H., mpodecop, 3acayKeHUI 19 HAYKH 1 TEXHIKH;

npodecop kadeapu HeBposorii HarioHaasHOT0 METUYHOTO
yHiBepcuteTy iMeHi O.0. boroMmonblis, 1.Me1.H., ipodecop.

Ieperasa kKIiHiYHOI HACTAHOBH 3aIuIaHoOBaHO Ha 2031 pik.
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IlepeanMmoBa MyJbTHAMCHUILIIHAPHOI PO00YOI rpynu



[]s kninivna nacmanosa (KH) pozpobaena 6ionogiono 0o Memoouku po3pooxku ma
BNPOBADINHCEHH MEOUYHUX CMAHOAPMI8 MeOUUHOi ma peadbinimayiinoi 0onomoau
Ha 3acadax 00Ka3080i MeouyuHu, sameepoxcenoi Hakazom Minicmepcmea oxoponu
300pos’ss Vkpainu 6i0 28 eepecns 2012 poky Ne 751 «llpo cmeopenns ma
BNPOBADIHCEHHS MEOUKO-MEXHON02TYHUX OOKYMEHMi8 31 cmanoapmu3ayii MeoudHoi
ma peabinimayiliinoi donomozu 6 cucmemi Minicmepcmea oxoponu 300p0o8’s
Ykpainuy, 3apeecmposanum 6 Minicmepcmei tocmuyii Ykpainu 29 nucmonaoa
2012 poky 3a Ne2001/22313 (3i sminamu) ma adanmosana Ojisi CUCEMU OXOPOHU
300pos’ss Vrpainu na ocnosi Ludolph A., Petri S., Grosskreutz J. et al.,
Motoneuronerkrankungen, S1-Leitlinie, 2021, in: Deutsche Gesellschaft fir
Neurologie (Hrsg.), Leitlinien fur Diagnostik und Therapie in der Neurologie.,
wo oyna oopana MyaibmuOUCYUNJIIHAPHOIO POOOUOI0 2PYNOI0 K NPUKIAO HAUKpaAWoi
NPAKMUKY HAOAHHSA MEOUUHOI O0NOMO2U OOPOCIUM NAYIEHMAM I3 3AX680PIOBAHHAM
MOMOHEUPOHI8, mMa IPYHMYEMbCS HA OAHUX OOKA3080i MeOUYUHU CMOCOBHO
epekmusHocmi  ma  Oesneku  OIACHOCMUYHUX,  JIKYBANbHUX  GMPYUaHb,
Gapmaxomepanii ma opeauizayiunHux npunyunie ii HaoanHs. Kniniuna nacmanosa
oyna obpana Ha OCHO8I 00 €KMUBHUX Kpumepii@ OYIHKU 3 BUKOPUCMAHHAM
Onumysanvruka 3 ekcnepmusu ma oyinku Hacmanoe AGREE I1.

Aoanmayisn KH nepeobauac 6HnecenHsi 00 HE3MIHHO20 MEKCMY OPUSTHANbHUX
pexomenoayi «Komenmapie pobouoi epynuy, y aKux 6i000pa*CeHO MONCIUBICID
peanizayii nojoxiceHb nNPOMoOmuny 68 ymMoeax Cucmemu 0XOpoHu 300pos ’aYkpainu,
0ocmynHicms Oia2HOCMUYHUX MA JIKYBATbHUX 8MPYUaAHb, HAAGHICMb 0EPHCABHOT
peecmpayii nikapcokux 3acobis, wo 3a3Hauweni 6 KH ma 8ionosionicmo uurHHil
HOpMamueHo-npasosii 6azi wo0o opeanizayii meouunoi donomozu. [lognuu mexcm
KH oocmynnuti 3a nocunannsim https://register.awmf.org/assets/quidelines/030-
001l_S1_Motoneuronerkrankungen_2021-11.pdf.

L[n KH € pexomenoayitinum OOKYMEeHMOM, Wo 8i000padicac NPuHyunu HaukKpauwjoi
MeOUYHOI Npakmuku, i He NOBUHHA PO32AA0AMUCS K 0008 S13K08ULl CMAHOapm
Meouunoi donomoeu. Jlompumanus nonoxcenb KH ne eapammye ycniuinozo
JIKYBAHHSL 8 KONCHOM) OKPEMOMY SUNAOKY i He MOJICHA p0o32110amu, K NOCIOHUK,
wo exmouac yci HeobOXiOHi Memoou NiKy8anHs abo, HABNAKU, SUKTIOUAE THULL.
Ocmamoune piwenHs wooo ubopy OiacHoCMu4HOl MAKMuKU, TiKy8aHHs abo niany
CNOCMeEpedCeHHs NPUUMae iKap 3 YpPaxy8aHHAM KIIHIYHOI cumyayii, nompeo
nayiecHma, a maxKodc MOXNCAUBOCmel Ol NPOoBedeHHs 3ax00i8 OIAcHOCMUKU 1
JUKYBAHHSA y KOHKDEMHOMY 3aK1adl o0xopoHu 300pog’a. KH me ckacosye
[HOUBIOYANILHOI BIONOBIOALHOCMI JNIKAPSA 3A NPUUHAMMS KIIHIYHUX PilleHb,
ocobnusocmetl nepebicy 3ax80pIOBAHHSA MA HAABHUX PeCypCi8 3aKiady OXOpPOHU
300p08’s. MeOouunuii npayi6HUK MAKONHC Hece BIONOBIOANIbHICMb 34 NepPesipKy
akmyanvHocmi iHgpopmayii wooo 3acmocy8anHs NIKAPCbKUX 3aC00i8 I MeOUUHUX
8UpP006IB BIONOBIOHO 00 YUHHO2O0 3AKOH00A8CmMea YKpainu.

KH «3axeoprosanns momonetiponis. Kepieni npunyunu OiaeHOCMUKU ma
JIKVBAHHAY» MAE HA Memi O00onomMo2mu JAiKapo ma NnayieHmy 6 YX6aneHHI
PAYIOHANIbHO2O PIleHHS U000 Be0eHHs NAYIEHMA 3 YPAXYB8AHHAM KIIHIYHO2O0


https://register.awmf.org/assets/guidelines/030-001l_S1_Motoneuronerkrankungen_2021-11.pdf
https://register.awmf.org/assets/guidelines/030-001l_S1_Motoneuronerkrankungen_2021-11.pdf
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sapianmy, € IHQOOPMAYIHOW NIOMPUMKOIO O NIOBUWEHHS AKOCMI KIIHIYHOL
NPAKMUKU HA OCHOBI OOCMYNHUX 00 UYb020 4Yacy O00Ka3ié egekmusHocmi
3ACmMOCY8aHHs NEBHUX MEOUHYHUX MEXHOJNO02Il, NIKI8 ma OpeaHi3ayiiHux pecypcie
MeOUUHOI 00NOMO2U.

L]eti pexomenoayitinuti OOKyMeHm 3 HAUKpaujoi MeOuyHoi NPaKmuKy nPu3Ha4eHul,
Hacamnepeo, 0Ol NPAKMUKVIOYUX JIIKAPI8, SAKI HAOAOMb SIK NepeUHHy, makx i
cneyianizoeany MeoudHy 0onomozy.
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Motoneuronerkrankungen, S1-Leitlinie, 2021, in: Deutsche Gesellschaft fir
Neurologie (Hrsg.), Leitlinien fir Diagnostik und Therapie in der Neurologie

3actepexeHHs: MU He HeceMO BIANOBIAANBHOCTI 32 MOMMJIKH B PEKOMEHAALISAX
DGNe. V.

Menuuno-HaykoB1 HacTaHOBU Himenbkoro toBapuctpa 3 HeBpoiorii (DGN)e.V. €
CUCTEMATUYHO pPO3POOJEHUMH JAOMOMDKHUMHU MarepiajaMu Uil JIKapiB MpH
NPUMHATTI pilleHb y CeUU(PIUHUX KIIHIYHUX CUTyaliiX. BoHU IpyHTYyIOThCS Ha
aKTyaJbHUX HAYKOBUX 3HAHHSX Ta MPAKTUYHO NMEPEBIPEHUX MPOLIETypaX, COPUIIOThH
MiJBUILCHHIO O€3MeKH y MEAMUIMHI, a TaKOX MarTh BpPaXOBYBaTH E€KOHOMIUHI
acnektu. «HactaHoBu» He MalOTh IOPUIUYHOT OOOB’A3KOBOCTI ISl JIIKApiB;
BUPIIIATBLHUM 3aBX/IU 3QJIUIIAETHCSI MEAUYHE OIIHIOBAaHHS KOHKPETHOTO BHUMAAKY
oOcTexxeHHs1 a0o JIiKyBaHHS. TOMYy HAacTaHOBM HE MalTh — Yy pasl BIUIXWUJIEHb —
MiJICTaB JJIsi BAHUKHEHHS BIAMOBIJATBHOCTI, a TAKOXK — Y pasi iX TOTpUMaHHS — HE
3BUIBHSIOTH B1JI BIAIIOBIAJILHOCTI.

UieHn KOXHOI poOouoi rpymu 3 po3poOJieHHs HacTaHoB, Poboue 00’ eaHaHHS
HAyYKOBUX MEIUYHHUX TOBAPUCTB €.V. Ta HAyKOB1 MEJUYHI TOBApPUCTBA, OpraHi30BaHi
B Horo ckuazgi, taki sk DGN, 3 MakCHUMajibHOIO PETENBHICTIO (OPMYIIOIOTH 1
nyOIiKYIOTh HAaCTAHOBU MPO(ECIHHUX TOBAPHUCTB — MPOTE BOHH HE MOXKYTh HECTH
IOPUINYHY BIIMOBIAAIBHICTD 3a IPABUIIBHICTH iX 3MICTy. OCOOIMBO TP 3a3HAYCHHI1
JI03yBaHHsI JIIKAPCHKUX 3ac00iB a00 TMEBHUX AKTHMBHUX PEUOBHH CIIIJI 3aBXKIU
BpaxOBYBaTH BKa3iBKM BHUPOOHUKIB Yy (axoBux iHGOpMaIIHHUX MaTepiajgax Ta
THCTPYKIISIX JJIs TAIlI€EHTa, a TAaKOX 1HJAWBiNyajdbHE CITIBBIAHOIICHHS KOPHUCTI Ta
PU3UKIB JUTS MAIli€HTA 1 HOTO 3aXBOPIOBAHB Y KO)KHOMY KOHKPETHOMY BHUIIAJIKY, SIKE
Ma€ OIHIOBATH Jikap! 3BUIBHEHHS BiJl BIAMOBIIAJBHOCTI OCOOJHUBO CTOCYETHCS
HACTaHOB, TEPMIH [Iii SIKUX MUHYB.

Bepcis 1

Howmep Bepcii AWMF:9.0

[TosuicTio mepernsnyto:13 cepmus 2021 poxy JliicHo mo:12 ceprusa 2026
POKY

Poznin: JlerenepaTuBHI 3aXBOPIOBAHHS

BkasziBka j1s1 TuTyBaHHS
Ludolph A., Petri S., Grosskreutz J. et al., MoTtoneiiponHi 3axBoptoBanHs, KepiBHi
npuamunu  S1,2021, y: Himeunbke TOBapucTBOo 3 HeBposorii (pen.), Kepiui
MIPUHITUITH JIaTHOCTUKY Ta Teparii B HeBpoJorii. Onnaiin: www.dgn.org/leitlinien

IIlo HoBOIO?

e OcTaHHI pe3ynabTaTH AOCTIIHKEHBb MiATBEP/KYIOTh ICHYBAaHHS T€HETHUYHO,
MOJICKYJIIPHO-TIATOJIOTIYHO  Ta  MaTogi3ioNOoriyHO  MEPEKPUBHOTO  CHEKTpa
JIETCHEPAaTUBHUX MOTOHCUPOHHUX 3aXBOPIOBaHb, AaCOIIMOBAHWX 3 arperaicro
crienuiuanx 6inkiB (TDP-43, SOD1, FUS), cmagkoBuX CacTUYHUX CHIHAIBHUX
naparierii (CCCII), cninoOyas6apHoi M’ s30B0i arpodii (CBMA) ta criHaibHOT
M’s130B01 arpodii (CMA).
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e BusHaHo TicHUH 3B’sA30Kk OiyHOro amiorpodiunoro ckiepody (BAC) 3
n060Bo-ckponeBuMu JemeHIsiMu (JICJL), mo Mae qiarHOCTUYHE Ta MOTEHI[IMHO
TEpaneBTUYHE 3HAUCHHS.

e Kiiniuni ¢enotunu BAC (mepBUHHUHN naTepaibHUN CKJIEPO3, CUHIPOM
Flail-arm/Flail-leg, mporpecuBHa Mm’si30Ba aTpodis, mporpecuBHUil OynbOapHUi
napaiiy, BAC/JIC]]) € 4aCTUHOIO CIIEKTPa 3aXBOPIOBAHHS.

e [cHye kmacudikaiis 3a HEMpPONATOJOTTYHUMU KpUTEPIsIMU Ha mindopmu
(«ctanii bpermHaiinepa-bpaakay), sika, momioHo mo xBopoou IlapkiHcoHa Ta
XBOpoOU Aunblreimepa, penpe3eHTye ctafiiiny kinacudikaiio in vivo. Ii craaii
OynH 1 HaJaJll TiATBEPKYIOTHCS HEMpOBI3yalli3allitHUMU, eIeKTPO(1310JI0TTYHUMHU
Ta KIHIYHUMH JOCIIUKEHHSIMHU, OJHAK 3aJUIIAIOTHCA MPEIMETOM IHTEHCUBHUX
JUCKYCiHM 1 Hapa3l He MaloTh MPAKTUYHOTO 3aCTOCYBaHHs B KJIIHIYHIN mpakTuii. i

cTajii He BHM3HAYAIOTH MPEKIIHIYHOI (TOKIIHIYHOI) — 3aJie)KHO BiJ OakKaHOTO
ctiino gazu pu bAC.
e BusHaueHHs HelpodiIaMeHTiB, 30Kpema JETKHAX JIAHITIOT1B

HeiipodinamentHiB (NfL) y cupoBaTiii Ta pocPopuiaIb0BaHOTO BaXKKOTO JIAHIIIOTA
(pNfH) y mikBopi, xoua 1 He € crnenudiunuMm 11 BAC, € DomuIbHUM SK
nudepeHIliaTbHO-IarHOCTUYHUH Ta MPOTHOCTUYHUHN MapKep.

e HecinBasuBHA JOMAIIHS BEHTWJIALS JIETCHb IOJOBXKYE YKUTTS, IMOJICTIIYE
CUMIITOMH 1, BIJMOBIAHO, MIABUINYE SKICTh >KUTTSA (OCOOIMBO Yy TAIliEHTIB 13
NEPBUHHO aKCIaJIbHOI CUMITOMATHUKOIO).

® 1IMOBIpHO, 110 BCTAHOBIEHHS MEPKYTAHHOI €HIOCKOIIYHOI TacTpocToMii
(TTIET") — oco0:arBO 3 ypaxyBaHHAM CIelu(piYHUX XapYOBHX CTPATEriil — OB’ sI3aHe
31 3MEHIICHHSIM KaTabolli3My, TMOKpAIIEHHSM SKOCTI KUTTS Ta TMOJIOBXKEHHSIM
BUKUBAHHS.

e Bu3HaHO 3HAYEeHHS HAJCKHOI NaTIaTUBHOI Teparmii Ta 3a0e3nedeHHS
3aco0amMu JTIOTTOMOTH.

e BHYTpIIIHbOBEHHE BBEICHHS AHTUOKCHJIAHTY €IapaBOHY CXBaJeHE st
tepamii BAC y Anonii, CILIA, Kanani, [Iseitapii ta [liBnenniit Kopei; 3asBy Ha
oTpuMaHHs 103Boay B EMA OyIo BiKIuKaHo.

e J[ns iuribitopa MAO-B pasarininy, a TakoX s BHCOKOKAJOPIHHOI
Xap4yoBOi T0OABKY 3 MiIBUIIEHUM BMICTOM KUPIB y IBOX nociimkeHHsax ¢asu IIb y
MOCT-XOK aHaii3ax Oyiu mpoAeMOHCTPOBaHI MO3UTHUBHI edekTu y narieHTiB 3 BAC
13 MBUJAKAM TPOTPECYBaHHAM 3axBopioBaHHs. OcTaTo4yHa OIIHKA, OJHAK, IIE HE
MPOBEJICHA.

o J[ns mixkyBanHss CMA 3 myTamisimu Ha xpomocomi 5q (59-SMA) Teparris
AHTUCEHCOBUM OJIITOHYKJICOTHIOM HYCIHEPCEHOM Oyna cxBajieHa 0e3 BIKOBHUX
obmesxkenb 3 2017 poky Ta cripusie ctabinizaiii mepediry 3aXxBoproBaHHS Ta/ab0 Mae
MOKpAIlyBaJbHUN BIUIMB HA CHUMIITOMH .y TOYAaTKOBUX JOCHIHKCHHIX 32 Y4acTIO
nopocaux marieHTiB i3 CMA. Jlnsg gopocnux marieHTiB i3 CMA 3 14 komissmu
SMN2 Tepamis mnepopaJbHUM MOJYJISITOPOM CIUIAMCUHTY pPHU3JUILIAMOM €
BapiaHTOM. AHTHUCEHCOBA OJIIFTOHYKJIEOTUHA Tepallisl TakoX nepedyBae Ha cTafll
MPOCYHYTUX KIIHIYHUX PO3pOOOK /it AesikuX reHeTnyHux ¢popm BAC.
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HaiipasxiuBimi pekoMeHnaauii OAHUM MOTJISAOM

e Puiy3on (2 x 50 Mr/aeHb) yNOBUIBHIOE MEPEOIr 3aXBOPIOBAHHS.

e Meroo CUMNTOMATHYHOI (MAJiaTUBHOI) Tepamii € 30€pekeHHs SKOCTI
KHUTTS Ta aBTOHOMIi, cBoe€dacHe iH(OPMYBaHHS 1 CKIAJaHHS BOJCBUSBICHHS
MaIieHTa 3 ypaxyBaHHSIM JIIKapChKOTO 00O0B’SI3KY MMIKITyBaHHS.

e BianoBiHO A0 KIIHIYHUX 0OMEXKEHb, CYyNPOBiIHA (i310Teparnis, JIOrOne /s
Ta eproreparis € MOCTIMHO HEOOXITHUMHU U TOUITbHUMH.

e HeinBazuBHA JOMAIIHS BEHTUJISLIA € CHUMITOMAaTUYHO €(EKTHBHOIO Ta
MPOJOBXKYE KUTTSA MEpPeBaXHO1 OUIbIIOCTI MarieHTiB. JlOLUIBHUM € CBO€YacHe
1H(GOPMYBaHHS MAIIEHTIB Ta IXHIX POJUYIB MPO LI0 MOKJIUBICTb.

e (Cuin npoBoAUTH NPO(ITAKTUKY MHEBMOHII 13 3aCTOCYBaHHSAM (HI3UYHOI
Teparii Ta paHHbO1 aHTUO10TUKOTEpaIii pH 1HGEKIIAX AUXATbHUX HUISIXIB, @ TAKOXK
3a0e3MnedyBaTy JIIKyBaHHS Clajloper.

e [lepkyranna ennmockomniuda racrpocromis (IIET), mpo sky maiieHTiB Ta
iXHIX poaudiB ciaiag 1HGOpPMYBATHM HAa paHHIN cTanii, 3amobira€ BUHUKHEHHIO
HEraTUBHOTO MPOTHOCTUYHOTO (PakTopa — Kataboli3mMy Ta, HMOBIPHO, — OCOOJIMBO
3 ypaxyBaHHSIM CIEUU(DIYHUX XapUYOBUX CTpaTerii — AacOLIIOETHCS 3 Kpalloro
AKICTIO XKHUTTS Ta TPUBAIIIINM BIDKMBAaHHSM, OCOOJMBO 33 YMOBHU JTOTPUMaHHSI
NEBHUX CTparterid xapuyBaHHsA. [lepini gocnipkeHHs cBimyaTh Mpo €(PEeKTUBHICTD
AHTUKATA0OJIIYHOI Ji€eTH y BCixX mamieHTiB 3 BAC, 0co6JMBO TIpU OLIBII MIBHIKO
nporpecyrodux ¢popmax nepediry 3aXBoproBaHHsI

e PexoMeHJOBaHO CHUMNOTOMATUYHY TEpamilo au3apTpli Ta  IHIIHX
acoIliiOBaHMX 13 3aXBOPIOBAHHSM CHMIITOMIB, IO TOTIPIIYIOTH SKICTb KUTTS
(rimepcaniBaitis, CKym4eHHsI MOKPOTHHHS, JACTPECisl, CyJ10MH, OLIb).

e AjexBaTHe 3a0e3MeUueHHs] JONOMDKHUMHY 3aC00aMH 3 METOK0 MaKCUMAJILHO
MOKJIMBOTO 30€peKEeHHSI aBTOHOMIi Ta 3armoOiraHHs BTOPMHHHM YCKJIQJIHEHHSIM
CJIIJT pO3MIOYMHATH Ha PAaHHBOMY €Tarli.

e PekoMeHAYyeThCS CKIIaJaHHS BOJICBHSBJICHHS MAIll€HTa, HOTO PEerysipHUN
neperisl, po3podka IJlaHy i Ha BUNAAOK HEBIAKIAIHMX CTaHIB Ui CIM'T Ta
POIMUIB, a TAKOXK MPHUETHAHHS JI0 MATIaTUBHOT MEPEXKi.

e JlikyBaHHS MiAJITKIB 1 qopociux mnarieHTiB 3 5q-CMA npemapatamu, siki
MIBHINYIOTH BUpOOJICHHS O11ka SMN, € okazaHuM.

1Bceryn: cdepa 3acTOCYBAHHA TA META HACTAHOBH

1.1 OOrpyHTyBaHHSI HEOOXITHOCTI HACTAHOBH

BAC € 3axBOpIOBaHHSM 13 CEPEHBOI0 OYIKYBAaHOIO TPUBAIICTIO KUTTS 2—4
POKH, 110 YaCTO MAa€ MBHUAKUI Tepedir i 3ycTpidaeThes BimHOCHO dacto. Y [1IBabii
MOBIIOMIIIETECA TIPO piBeHb 3axBoproBanocti 3,1/100 000, mo o3Hayae, 10
nMoBipHICTh po3BUTKY BAC cranoBuTh mpubmmsHo 1 : 400, 1 10 IPOTATOM KUTTS
cepen 80 MITBHOHIB HaceleHHS oOd4ikyeTbess Omm3bko 200 000 Bumankis
3axBoproBaHHs (Rosenbohm et al., 2017). [lonpu uto BimHocHy yactoTy, BAC
BIIHOCUTBCSL 10 «PIIKICHUX 3aXBOPIOBaHbY», OCKUIbKM 4Y€pe3 HU3bKY OYIKYBaHY
TPUBANICTh KUTTS HMOTO MOUIMPEHICTh 3aJUIIAETHCS HEBUCOKOIO (32 OI[IHKAMH,
6000—8000 marmienTtiB y Himeuuni).
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CMA, 1o cripuyuHeHa MyTaliaMu B TeHi «survival of motor neuron» (SMN)
Ha XpoMOCOMi 5, € ayTOCOMHO-PELECMBHUM CHaJKOBUM J€r€HEPATUBHUM
3aXBOPIOBAHHAM 13 momupeHicTio npubnu3no 1:7000 cepen HOBOHAPOIKEHHUX Y
Himeuuuni ta 1:10000 y cBiti (Groen et al., 2018; Wirth et al., 2020).

3 orany Ha Il XapaKTepUCTUKH, BPAXOBYIOYH BIJHOCHO BEJIUKY KUIBKICTh
MAIIE€HTIB Ta arpeCUBHUI MepeOdir 3aXBOPIOBAaHHA, JOLUUIBHUM € BIPOBAIKEHHS
JIarHOCTUYHHUX 1 TEpaneBTUYHUX KEPIBHUX NPHUHIMIIB; 3 1HIIOrO OOKy, uepes
HU3BKY TOIMIMPEHICTh 1 TSHKKY I1HBaligu3allil0 0araTbOX IMAIiEHTIB HE 3aBXKIU
MO>KJIMBO OTPUMATH JiaHi, 1110 0a3yloThcsa Ha Toka3ax. Tomy HactaHoBU 110710 BAC
1 CMA, 3 osiHOTO OOKY, € TOKa30BUMH, a 3 IHIIIOTO — 3aJIEKATh TAKOXK BiJl JIOCBIY
EKCTEPTIB («EKCIIEPTHA TyMKaY).

1.2 Mera HACTaHOBH

MeTtoro 11i€i HACTAaHOBU € TMPEACTABICHHS IIarHOCTUYHOTO, JTU(EPEHINHHO-
JIarHOCTUYHOTO Ta  TEPANEBTUYHOIO MIAXOAY 1O TPyHH  3aXBOPIOBaHb
MOTOHEHPOHIB, 30kpema BAC.

Xo4da Mpu IUX TOPIBHSIHO PIAKICHUX 3aXBOPIOBAHHAX (3 OMVISIAY Ha IXHIO
MOIIMPEHICTh) Yy ©Oararbox cdepax JMTOBOIUTHCS OOXOIUTHCS O€3 J0Ka30BOi
iH(dopMallii, 11l HACTAHOBU MAalOTh BHCOKY 3HAUYIIICTh JJII MEAUYHOI JOTIOMOTH.
Tax, npu BAC 3acToCOBY€THCS BEJMKA KUTBKICTh CAMITOMATUYHUX 1 MaIaTUBHUX
JiKapChKUX 3aC001B, SIKI Yepe3 0OMEXeHY JJOKa30By 0a3y BUKOPHCTOBYIOTHCS “TT03a
nokazanusmu” («off-label»).

Ilst HacTaHoBa € moganbMM po3BUTKOM HactaHoB DGN 2003, 2005, 2007 ta
2014 pokiB, BpaxoBye KIIHIYHI HaCTAaHOBU AMEPUKAHCHKO1 akajaemii HEBPOJOTii
(Miller Ta cmiBagt., 1999; Bradley Ta cniBast., 2001; Miller ta cmiBabt., 2009) Ta
iHTerpye HacTaHOBU pobodoi rpynu EFNS (Andersen Ta cmiBasr., 2005), a Takox iX
neperysia 2012 poky (Andersen ta cmiBaBT., 2012). HacraHoBy Oysi0 OHOBIICHO y
2021 pori 3a3HAYEHOIO HUXKYE pOOOYOI0 TPYIOIO.

1.3 HigboBa rpyna naumi€HTiB

VYci mamieHTH, SIKi CTPaXKJIarOTh Ha OJHE 13 3aXBOPIOBaHb MOTOHEHPOHIB,
3okpeMa BAC ta CMA. Jlns miarHoctuku Ta jdikyBaHHS CMA y autTsdomy,
MiTITKOBOMY Ta TIEpPEeXiqHOMY Billl icCHye okpema HacTaHoBa (AWMF-SMA), Ha
AKy B KOXXHOMY BHIMAJKy POOUTHCS MOCHIAHHS; Y IBOMY TOKYMEHTI JOJaTKOBO
HaBEJICHO OCOOJIMBOCTI Teparnii y JOpOCIOMY BiIll.

1.4 Cdepa 3acTocyBaHHS

L{s HacTaHOBA CTOCYETHCS K CTAIIOHAPHOTO, TaK 1 aMOyJIaTOPHOTO BEICHHS
MAaIli€eHTIB Ta BKIIOYA€ TPUHIMIMN JIarHOCTHKH, JHQPEPEHIIHHOI TiarHOCTHKH
(BKJITIOYHO 3 PaHHBOIO [IAaTHOCTHUKOIO), (papMaKoJIOTIYHOI, CHMITOMATHYHOI, a
TaKOXX ManiaTUBHOI Tepamii. BoHa TakoXX OXOIUTIOE MPUHIUIN 3a0e3MeUYeHHs
MaII€HTIB JOIMOMDKHHUMHU 3aco0aMu.
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1.5 KopucryBa4di HacTaHOBH

PexomMeHnianiii npu3HaveHi A1 HEBPOJIOTiB; @ TAKOXK JJIs1 IHHOPMYBaHHS IHIIUX
JiKapiB 1 MPEICTaBHUKIB CYMDKHMX Tmpodeciii  (ICHUXOJIOriB, COLIAJBbHUX
MpaliBHUKIB, (I1310T€paneBTiB, JOrOMNeIiB, €proTepaneBTiB), $KI HaAAIOTh
JOTIOMOTY TaI[IEHTaM 13 3aXBOPIOBAHHSAMU MOTOHEUPOHIB.

1.6 Kurouosi ci1oBa

biunuii amioTpodiyHUI CKJIEpO3, 3aXBOPIOBaHHS MOTOHEHPOHIB, CIiHAJIbHA
M’s130Ba atpodisi, 1000BO-CKpOHEBA JEMEHIIisl, HEIHBAa3UBHA BEHTUJIALIS JIETCHb,
NepKyTaHHA EHJOCKOMIYHA TacTPOCTOMIsl, MajliaTUBHA Teparis, 3a0e3rmeueHHs
JIOTIOMI>KHMUMH 3aco0aMH.

2 BuzHaueHHd Ta Kiaacudikamist

2.1 Bu3HaveHHs TepMiHA

BAC 0OyB onucanuit y XIX cTONITTI SIK XapaKTepHUN KITHIYHUN CUHIPOM,
SIKUHT HEHPOIaTOJIOTIYHO TPaAUIIHO BU3HAYAETHCS ypaXKeHHSIM
KOPTHKOCIIHAJIBHOTO TPAaKTy, KJIITHH TMEpeIHIX POriB CIHMHHOTO MO3KYy Ta
Oynb0apHUX  sAJiep MOTOPHUX uepenHuX HepBiB. [li ysBIEHHS HEII0IaBHO
4aCTKOBO TepersHyTi Ta aeranizoBani (Braak et al., 2013; Brettschneider et al.,,
2013). I[li wmeipoanaToMIi4Hi JaHl 3roJloM OYyJId BIATBOPEHI ¥ Yy KIIHIYHUX
JTOCITIPKEHHSIX 1 CTAJIA YaCTMHOIO YaCTKOBO JMCKYCIMHOIO MUTAHHS MPO T€, YH €
BAC nepBuHHO KOpTHKaJIbHUM 3axBoproBaHHAM (Lulé ta cmiBaBt., 2018; Gorges
ta cruiBabT., 2020). KimiHiuHO criocTepiratloTbecsi (OKAIBHO MOYATKOBI aTpodiduHi
nape3u K MPOsSB ypaKEHHS HIDKHBOIO MOTOHEHPOHA Ta O3HAKU YPaKeHHS
BEPXHHLOTO MOTOHEHPOHA, K1 3 YaCOM I'€Hepai3yIOThCS 1 MPH KJIACHUYHIN dopmi
gyepe3 3—5 poKiB MPHU3BOJATH J0 PO3BUTKY AUXaJIBbHOI HegocTaTHOCTI. HeMoTopHi
CUMIITOMH BWHHUKAIOTh y 3HAYHOI YAaCTKM TAIlIEHTIB, HacaMIepel y BUTIISIL
MOBEIIHKOBUX 1 KOTHITUBHUX MOPYIIEHB, ax 10 MaHipecTHOi JIC]] mpubnuzno y
5 % mar€eHTIB.

2.2 Kuaacudikanis

BAC € yacTo IBHAKO  NOPOTPECylOYUM  HEUPOAETeHEPATUBHUM
3aXBOPIOBAHHSM, SIKE€ BU3HAYAETHCS SK MYJIbTUCUTEMHA JIETEHEpaIlisl 3 MePEBaKHO
MOTOPHUMH CUMITTOMaMH. 3a KITHIYHUMH KPUTEPISIMU KIACH(PIKYETHCS SIK MOTOPHA
CHUCTEMHA JIeTEHEepaIllis, M0 3aiiMae MPOMDKHE MiClle MDK CYTO MOTOPHHUMH
HEHPOMAaTISIMH, CIIHATBHUMHU M’ I30BUMU aTpO(isiMU Ta — PiaIe —3aXBOPIOBAHHIMHU
3 TIEPEBAXHUM YPAKEHHSM BEPXHHOTO MOTOHEHWpOHA. SIK cydacHi MOJEKYISIPHO-
TeHETHYH1, TaK 1 MOJIEKYJISIPHO-TIATOJIOT19HI1 JOCIIHKSHHS PO3IIUPIOIOTH 111 KITHIYH1
MeX1. YPaKeHHS TaK0X €KCTPaAaMOTOPHHUX JUISHOK TOJIOBHOTO MO3KY HHUHI J00pe
MiATBEPIKEHO HEWPOINCUXOJIOTTYHUMU (Goldstein& Abrahams, 2013),
enexkrpodizionoriynumu (Seer et al.,, 2017) 1 neliponatonoriuaumu (Braak et al.,

2013) mocmipkeHHSIMH, a TakoX Bizyamizamiinumu Mmetojmamu (Kassubek et al.,
2014; Finegan et al., 2020).
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Komenmap pooéouoi epynu: 11io uac adanmayii yiei K1iHiYHOT HACMAHOBU
pobouoto epynorwo Oyau 8paxo8ani 0COOIUBOCMI MEPMIHON02H ma KIIHIYHOT
NPAKmMuKU, wo 3acmocosyromucs 6 Yxpaini. 3oxkpema, y HIMEYbKUX PEKOMEHOAYIAX
BUKOPUCMOBYEMBCS MEPMIHOI02IA “YpadicenHs nepuio2o i 0py2020 MOmMoHeupoua”,
mooi AK 8 YKPAIHCbKIU KIIHIYHIL NApakmuyi mMpaouyitiHo  8HCUBAEMbCSL
Gdopmynosannsn “yYparceHHs 8epXHbO2O MA HUNCHLOSO MOMOHEUpoHa ™. 3 Memoro
3abe3neuenns yHighikayii meouuHoi 0oKymenmayii, 8iOn08iOHOCMI HAYIOHANbHUM
nioxooam ma KOpeKmHOCmi (axo8o2co nepekiady 6 VKpaiHCbKil eepcii
ao0anmoeaHoi KIiHIYHOI HACMAHOB8U 3ACMOCOBAHO MEPMIH “GepXHill mMa HUMNCHIU
MOMOHeUpon”.

Pi3ni kiHiyH1 dpenotunu BAC BU3HAYaAIOTHCS YpaKeHHSIM Ha MOYaTKy ado 3
nepebirom 3aXBOPIOBAHHS NIEBHUX JUTSTHOK TiIA
(Oy1b0apHUit/IIepBiKATbHHUN/TOPAKATbHUN/TIOMOAIbHII), a TaKOX CTYyIEeHEM
ypa)K€HHsS BEPXHBOTO 1 HWKHBOTO MOTOHEHpOHA Ta EKCTPAMOTOPHUX 30H
T'OJIOBHOTO MO3KY.

Ki1iH19HO 3aXBOPIOBAHHS XapaKTePU3y€EThCS y OUTBIIOCTI NAI[IEHTIB HASIBHICTIO
nporpecytodoro HapoctanHs napesiB (Ravits&lLaSpada,2009) ta xapaktepHOIO
kaptuHoto napesy (Ludolph et al., 2020b).

JIoCTOBIpHO BCTaHOBIJIEHO, IO OnmM3bko y 5% ycix mamientiB 13 BAC
PO3BHBAETHCS KIHIYHO BUpakeHa «ppoHTanbHa neMmeHIis» (BAC-OJ1). B iHmmx
BUIIAJIKaX, MEHIIl BUPaXeH1 e(PIIUTU IpU HEHUPOIICUXOJIOTTYHOMY T€CTYBaHHI, 110
Bi10OpakaroTh (hpoHTaIbHI QYHKINT (JIETKI MMOBEIIHKOBI Po3iaau, aga3uuHi Ta —
pinko — ceMantnuHi aedinutu 10 50% mamientiB 3 BAC (Lule et al., 2019)),
IPOTPECYIOTh MEHII BHUPAXXEHO, HDK Iape3u. SIKO Mipor Il MepeKpUTTS
MOSICHIOIOTH 200 JIOTIOBHIOIOTH IOMEPEIHI PEe3yNbTaTH, SIKi caMe Yy TSKKOXBOPHX
NaIli€HTIB BKa3YIOTh Ha BIAHOCHO HEBHUCOKY YacTOTY JCMpPECidi — IMONPH THKKUN
kiniHiuand mepedir — (Lule et al., 2019), 3anumaerbcsi — Hapasi BIAKPUTHM.
Oco06MBO HA paHHIX CTAAIX 3aXBOPIOBAHHS YaCTOTA JICTIPECiH, 3T1THO 3 OLIBIIICTIO
JOCITIJKeHb, miaBuiieHa (Pagnini, 2013).

CMA y mepeBaxHiM OLIBIIOCTI BHIMAAKIB OJHO3HAYHO JIarHOCTYETHCS HaA
MiZICTaBl TEHETUYHOTO BUCHOBKY - 50-CMA mposiBIsi€ThCS TpU HAPOKEHHI, Y
TUTSYOMY, IMIJITTITKOBOMY Ta JOPOCIIOMY Billl 3 130TbOBAHUM ypPaKEHHSIM HIKHBOTO
MOTOHEUPOHY CUMIITOMATHUYHO. JIHiie MOBUTEHO MpoTrpecyodl GOpMH Y CTapIIOMY
Billi MOXYTh KJiHIYHO mepetuHaTucs 3 BAC y dopmi mporpecyrodoi m’s30B0O1
atpodii ([IMA).

3a HagBHOCTI O3HAK TMOETHAHOTO YpaKeHHS OyapOapHUX 1 CHIHAJTBHUX
MOTOHEUPOHIB 0€3 03HAK Ypa)KEHHS MIEPIIOT0 MOTOHEHPOHA Y YOIOBIKIB HEOOXITHO
TAKOX BPAXOBYBAaTH MOXIIMBICTh X-34EIJICHOI PEIEeCHBHOI CHiHOOYIHOapHOT
M’si3oBoi atpodii (CBMA, cunapom KeHnHneni), sika BHUKIWKAaHA EKCIIAHCIEIO
tanjieMHoro CAG-moBTopy y nepuioMy €K30H1 reHa aHAPOreHOBOr0 pelenTopa Ha
xpomo-comi Xql1-12 (LaSpada et al., 1991). ITopsia i3 MOTOPHUMHU CHMIITOMaMH
TYT 9aCTO CIOCTEPIracThCs TAKOXK TPEMOP CIOKOI0, MaiKe 3aBKIU BiI3HAYAIOTHCS
dacuukysii, Hepiako — 1 B MiMiuHil Myckynatypi (Kuhlenbaumer et al., 1998).
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JlepekT  aHIPOTEHOBOTO  peLenTopa  HPU3BOAUTH O  XapaKTEepPHHUX
EHJOKPUHOJIOTIYHUX CUMITOMIB  (KJIIHIYHO 3a3BUYaii  BU3HAYaJbHUMHU €
riHeKoMacTis, aTpodist ss€yok Ta ogirocnepMis; y 10-20 % mnaiieHTiB — LyKpOBUI
niadet (Kuhlenbaumer et al., 1998)).

VY cepennboMy Ta sitTHbOMY Billli CCCII Moxke OyTH crulyTaHa 3 NEPBUHHUM
natepanbHuM ckiepo3oM (ITJIC), ockiipku 00M1Ba 3aXBOPIOBAHHSA MPU3BOAATH 110
MPOTPECYI0UOro ypaxkeHHs rnepiioro Motoneipona. IIpu npomy s CCCII 6
XapaKkTepHa CUMETPUYHICTH ypaxeHHs, Toal sk [1JIC Ha modaTky mepeBa)kxHO Mae
(doxanbHUI XapaKkTep NpOosBiB.

Hnst BAC nHapasi 11eHTU(IKOBaHO JHIlE KUIbKa €TIONOrTYHUX (HaKTOpIB —
HaliBaxMBIIMM € Te, mo Mytauii y reHi COORF72 B €Bponi BiANnoBiiamTh
npubsm3Ho 3a 25% ciMeiHux BumaakiB 1 a0 10% «cnopaauuHux» (Gopm
3axBoptoBanHa (Miiller et al., 2018). Sk HaliBaXNUBIIUMNA TeHETUUHUN (aKTOP
pm3uky «crnopaauunoi» BAC Oyno igentudikoBano Polyglutamin-Expansionen
npomikHOi noxkuHM B TeHi Ataxin2 (Elden et al.,, 2010). Myrauii y reni
uTo3oibHoi  Cu/Zn-cynepokcuaau-cmytazu  (Cu/ZnSOD) y  Himewuuni
3yMOBIIOIOTH Tpubau3Ho 10-15 % ayTOCOMHO-AOMIHAHTHO YCIAJKOBAaHUX
3aXBOPIOBaHb. [|JIsI TEHETHYHOTO KOHCYJIBTYBAaHHS BRXKIIMBUMHU € TaKOXK 3a3BUYAi
ayTOCOMHO-JIOMIHaHTHO YycmajakoBaHi myTarii FUS (fusedinsarcoma) (MOXyTh
OyTH BHSIBIICHI HaBIiTh y Jyke Mosoaux naiieHTiB) Ta TDP-43 (TARDNP)-myTartii.
VY Hime4unHi BOHM BUSBISIOThCS MeHII HIX y 5% cimeit (Miiller et al., 2018). Tnami
piakicH1 MyTaiiii, 1110 3yMoBi00Th BAC 1 Oynu BUSIBIIEH1 IPOTIATOM OCTaHHIX POKIB,
nokanizytorbess B renax CHCDI10 (Coil-Helix Domain Containing 10), NEK1
(Nima-relatedkinase 1) ta TBK1 (tankbindingkinase 1) (Bannwarth et al., 2014;
Freischmidt et al., 2015; Brenner et al., 2016). )Koana 3 1ux myTariiii, 30Kpema
mytaiii COORF72, He xapakTepu3yeThCsi MOBHOIO MEHETPAHTHICTIO YH 3aBXKIH
ayTOCOMHO-JIOMIHAaHTHUM TUIOM ycrnankyBanHs (Hiibers et al., 2014). Ia
o0cTaBUHA YCKIIATHIOE TEHETUYHE KOHCYIBTYBaHHS Ta CBITYUTH PO T€, IO MyTallil
MOKYTh BUHUKATH HaBITh y HA MEPIIUA TIOTIIS]] CIOPAJUYHUX MAaIli€eHTiB. BusBummy,
mo Mytamii B okpemux reHax (3okpema KIFla, SPG7, FIG1) acomitoroThcs 3
PI3HUMH HEPBOBO-M S30BUMU YU HelpoerenepaTuBHUMH 3axBoptoBaHHsIME (BAC,
CHaJKoOBI cmacTU4Hi mapesu, xBopoOa Illapko-Mapi-Tyrta), 1m0 miaATBEpIKYE
rinore3y mpo HasABHICTh TEHETUYHOTO Ta MOJIEKYJISIPHOTO KOHTHHYYMY (Osmanovic
et al., 2017; Brenner et al., 2018; Osmanovic et al., 2020).

2.3 Acnekru, siki usst HacranoBa He po3riasiaae
i pekoMeH a1l MparHyTh OXOMUTH BC1 ACMIEKTH IIi€1 TPy 3aXBOPIOBAHb Ta
noB’s13aHi 3 pekoMeHaarisimu mojao CMA (AWMEFE-SMA).

3 JiarmocTtuka

3.1 IlpeamOyna

Jiarno3 BAC BCTaHOBIIOIOTH TNEpPEAyCIM 3TIMHO KIHIYHHUX KPHUTEPIiB.
JudepeHiiitHo-11arHoCTUYHI MJIX0AU € OCOOJHUBO BKJIMBUMH Ha PaHHIX CTaisgX,
KOJIM CTIOCTEPIraroThes Jinie (GoKaabHI CHMIITOMH B OAHINA a00 JBOX AUISHKAX Tijia
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1 BIACYTHI O3HAKU ypa)KE€HHSI BEPXHBOT0 a00 pijllie HUKHBOTO MOTOHEUPOHA.

Knacnunuit BAC xapakTtepusyeThes IOETHAHHAM O3HAK YPA)KEHHS MEepUIOro 1
JPYroro MOTOHEHPOHIB B OAHIN a00 KUIBKOX AUISTHKaX Tina. lle Moxe nmpuzBoAuTH
J0 PI3HOTO CTYNEHS BHPAXEHOCTI MNPOTrPECYIOYUX OOMEXKEHb 3aJIeKHO BIJ
nokamizaiii. O3Haku ypake€HHSI BEpXHBOI'O MOTOHEHpOHa KIIHIYHO YaCTO BaXKKO
BUSIBUTH, TOMY CJIiJl HUIECTIPSIMOBAHO iX IIYKaTH.

['enepanizoBani QacuuKysLii Ta M'SI30B1 CYJIOMH € XapaKTEpPHUMH 1 4acTo
3yCTpIYalOThCs, MPOTE BOHU HE € aHl crnenudiyHUMU, HE € 00OB’SI3KOBUMU JIJIst
BCTaHOBJICHHS JiarHO3y. [latojoriuHa BTOMIIIOBAHICTh € YaCTHUM CHMIITOMOM,
0COOJIMBO Ha IMI3HIX CTaisX 3aXBOPIOBAHHS, Ta TAKOXK ACOLIIOETHCA 3 SKICTIO CHY.
Bona, y cBoo uepry, 3anexuTh Bij rinepkamntii. YacTo xapakTepHUM €, IO MiCs
MOYaTKY Ypa)X€HHS OJIHIET KIHIIBKUA 200 JOBracToro MO3Ky y CYMIXHUX JUISTHKaxX
TiJIa PO3BUBAIOTHCS TOJANBIIT CUMIITOMH.

[TopyiieHHs 4yTIUBOCTI Ta OUTb HE HAJIEKATh 10 NEPBUHHUX cUMIITOMIB BAC,
OJTHAK iX HAsBHICTh HE BUKIIOYAE 3aXBOPIOBAHHS.

3a3Buyail He CHOCTepIralThcs MOpPYIIEHHS (GYHKIII CEYOBOro Mixypa Ta
npsimoi kumiku. L1 posnagu vacro 3yctpivatorsest npu CCCII (Shribman et al.,
2019).

[lepernsnyta Bepcis lkanu ¢yukuionansHoi ominku BAC (ALS Functional
Rating Scale (ALSFRS-R)) € mpocTiM y 3acTOCYyBaHHI KIIIHIYHUM 1HCTPYMEHTOM,
10 Bi0Opakae mporpecyBaHHs (PYHKITIOHATBHOTO AehIIUTY IPHU 3aXBOPIOBaHHI 3
MeTOA0JIOTTYHIUMHU oOMexkeHHIMU. ALSFRS-R € iHCTpyME@HTOM IPUAHATTS PillicHb
y BEJICHHI MAIlIEHTIB, a TAKOK KPUTEPIEM €(PEKTUBHOCTI Y KIITHIYHUX JTOCTIIHKEHHSX.
Ils mkama MoOXKe TaKOXX 3aCTOCOBYBAaTHCS CaMUMM TallieHTamMH y ¢dopmari
CaMOOII[IHIOBaHHS, K y MallepOBOMY BUTJISII, TaK 1 B oHiIaiH-hopmarti (Maier et al.,
2012), mpote BiANMOBiIHICTh OHIAWH-300py manux Bumoram GCP Hapasi He
IiATBEpHKEHA.

KitiHI9HO pO3pi3HAIOTH:

o Knacuunnii BAC (Defizite des ersten und zweiten Motoneurons) (o3Haku
ypakeHHSI BEPXHBOTO Ta HUKHBOT'O MOTOHEHUPOHIB) 3 OyIb0apHUM a00 CITiHATBHUM
1e00TOM.

e LAC 3 nepeBaxHUM YpaKE€HHSM BEPXHBOT'O MOTOHEHPOHA.

o [IJIC, six 130,1b0BaHMI CHHIIPOM BEPXHBOTO MOTOHEHPOHA, 110 TAKOXK MOXKE
CaMOCTIMHO ypakatn OynpOapHy MycKynatypy (mceBmoOynbOapHHil mapaiiv).
Mexi MK 3a3HadeHUMH (OpMaMH € YMOBHHUMH, IO BioOpaxkae KIIHIYHHIMA
KOHTHHYYM Ta 3HauHy reteporeHHicTh ¢peHorumiB BAC (Turner and Talbot, 2020).

e CunmpoMm, pigme cunapom flail-leg, ski WacTo Ha3WBaIOTh BapiaHTOM
Bynwniana-bepHapa, y OUTbIIIOCTI MAIIEHTIB CIIOYATKY MPU3BOASTH IEPEBAKHO J10
MIPOKCUMATHFHO BUPAKEHOTO Tlapamnape3y BepxHixX KiHiiBok (cuaapowm flail-arm) abo
710 TIEPEBAYKHO AMCTAIBHOTO TMapanape3y HIKHIX KiHIIBOK (cuuapoum flail-leg), 6e3
MIJABUIIIEHHS PedIICKCIB.

e [IporpecuBHuil OynpOapHHIl Mapanaiy 13 MOYATKOBUM, a MOJIEKyAH U
TPUBAJIUM 130JIbOBAHUM MOPYLIEHHAM (YHKIIIIT MOBJICHHEBOTO Ta KOBTaJIbHOIO
anaparis.
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e AkcianbHa (opMa 3 MEPBUHHOIO TINOBEHTUIISIIEID Ta CIAOKICTIO M’S31B
Tyl1yoa.

o [IMA, npu sKii KJIIHIYHO YaCTO CIIOYATKY HE BAAETHCS BUSBUTH 3a71yYEHHS
MepIIoro MOTOHEHPOHa, a TakoxkK y 5—10% mnariieHTiB criocTepiraerbes crenudivyHa
nindopma, mo noeanye o3Haku JICJ[, mepeBa)kHO MOBEIIHKOBI Ta KOTHITHBHI
po3naau, 1 BAC — tak 38ana BAC/JIC/I.

V pa3i nino3pu Ha niarno3 BAC naiieHT moBUHEH OyTH 00CTEXKEHUI JTiKapeM-
HEBPOJIOTOM. Y pa3i BCTAaHOBJIEHHS J1arHO3y HEOOX1AHE paHHE 1H(GOPMYBaHHS
marieHTa Ta wWieHiB poauHn. @DopMyBaHHS TPOTHO3Y 3aXBOPIOBAHHS IMOTPeOye
3BOKEHOTO MIAXOAy Ta Mae 0a3yBaTHCS BUKIIOYHO Ha pe3ylibTaTax TPHUBAJIOTO
MOHITOPHUHTY KJIIHIYHOI TMHAMIKU Y KOHKPETHOTO TarienTta. [1i1 yac BCTAaHOBIICHHS
JiarHo3y CJiJ BpaXxoByBaTH ICHYyBaHHs BapiaHTiB BAC i3 BIIHOCHO CHpPUATINBUM
nporHo3oM. Jlo HuUX HalexaTh (GEHOTHIH 3 i30JIbOBAaHUM ab0 TEPEBAKHHUM
ypaXEHHSM BEPXHBOTO MOTOHEHWPOHA, a TAKOXX CErMEHTapHi GopMu (CHHIPOMH
"flail-arm" Tta "flail-leg"). BUHHKHEHHS aTHIOBUX CHUMIITOMIB IIJIBHUIILYE
WMOBIpHICTh XMOHOTO JiarHO3y, TOX TMAaIll€EHTa TMOTPIOHO MOBTOPHO PETEIBHO
obocrexxutn. Ilepernsuyti kputepii El Escorial (Brooks et al., 2000) npu3zHadeHi
NepPeBaXHO I CTaHAapTH3aiii BHOIPOK y KIIHIYHUX JOCIIDKEHHSX; iX
3aCTOCYBaHHS y peajbHIN KIIHIYHINA TPAKTUIl 0OMEKEeHEe Yepe3 HU3bKY YYTIUBICTD
Ha paHHIX cTaaigx 3axBoproBanHsa (Agosta et al., 2015).

Y 2015 poui BcecBitHboto denepaliiero HeBposorii Oyno iHiIIHOBaHO
nepersia kputepiiB El Escorial, sikuii MmaB Ou Kpaliie iHTerpyBaTH HOBITHI HAyKOBI
nani ta cnenudiuni Genotunu (Ludolph et al., 2015).

byno 3ampomonoBano mnpaBuio 1+1, sgke o3Hadae, MmO [JIS  PaHHBOI
marmoctuku BAC:

e 200 mopymeHa (yHKIIS BEpXHOTO Ta HIKHHOI'O MOTOHEHPOHIB Ha OJHIN
KIHI[IBIl (aHAJIOTiYHO 10 «MokuBoro bACy 3a crapumu kputepismu El Escorial);

e a00 nopymieHa GyHKIIS HUKHBOIO MOTOHEHpOHA Ha JIBOX KiHI[IBKaX;

® IIITBEP/KYETHCS HAIBHICTh MATOTCHHOI MyTaIlii B TIOE€THAHHI 3 1e(PIIIUTOM
B OJIH1I1 KIHIIIBI(.

OO0OB’SI3KOBOI0  YMOBOIO € BHUKJIIOYEHHS IHIIUX MOXJIMBUX 3aXBOPIOBAHb,
HAIPUKIIA/, EPBIKAIBHOI PAJUKYIOMIETOMATI.

OCKITbKM KOTHITMBHI Y TOBEIHKOBI MOPYIIEHHS BiJ JIETKOTO JI0 TSKKOTO
CTYTEHS CIOCTEPIraroThes 3 9acToToro 10 50% BUMAAKiB, HASIBHICTH AECMEHINI HE
MMOBUHHA OYTH KPUTEPIEM BUKIIOUCHHS, TAK CaMO SIK 1, 0COOIMBO Ha Mi3HIX CTaIifX,
MO>KJIMB1 CEHCOPHi, OKYJIOMOTOPHI 9u C(HiHKTEpHI AePIITUTH.

Cnig 30epiraT BHIUICHHS MIATHITIB 3 TOTEHIIMHO PI3HUMHU MPOTHO3AMHU
(mepBuHHMI OynBpOapHMII Mapaid, mporpecyrda M’ s30Ba atpodis, cuaapom flail-
arm). ['eneTrano o6ymoBnenuit BAC mgiarHOCTY€eThCS, SKINO Y WIeHA CiM 1 mepioro
abo npyroro crymens cnopimHeHocti HasBHuUE BAC a6o JICJl; fALS o3nauae
no3utuBHU ciMeiinuii anamue3 (BAC/JIC/]) mpoTsiroM TphOX MOKOJIHb Ta KO-
cerperaiiito MyTatlii 3 ((€HOTUIIOM.

BignosigHo no cyuacaux kputepiiB Gold Coast (Shefner et al., 2020), miaxin
no niarnoctuk BAC Oyino paaukanbHO cripoiiieHo. MikKHapoHa eKCIepTHa rpyna
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MOBHICTIO BIAMOBWJACS Bl 3acTapUIMX pIBHIB IarHOCTHMYHOI BIIEBHEHOCTI
(«MOXITUBHIY, «IIMOBIpHUIN» a00 «1ocToBIpHUN» BAC), 1110 BUKOPUCTOBYBAJIUCS B
kputepisix El  Escorial. HaromicTe 3ampoBajkeHO €IMHE BHU3HAYEHHS
3aXBOPIOBAaHHA, K€ 0a3yeTbCsd Ha NOEJHAHHI O3HAK YPAXKEHHS BEPXHBOTO Ta
HIKHBOT'O MOTOHEHPOHIB.

3.2  Biaok-cxema
JIUB. KIIHIYHUN MapLIpyT Y OKPEMOMY JOKYMEHTI.

3.3 JiarnocTuka

PanHe BCTaHOBICHHS IarHO3Y CIIiJ| 31ICHIOBATH 32 JTOMOMOTOI0 TaKUX
3ac001B:

3.3.1 O6oB’s13x0BO

e KJIiHiKO-HEBpOJIOTiUHE OOCTE)KEHHS 3 ypaxyBaHHSIM THIIOBOTO MATEPHY
NOLIMPEHHS! CUMIITOMIB 1 Mape3iB.

e Enekrpomiorpadis (EMI') ta neliporpadis.

e KpanianbHa Ta cmiHanbHa MPT-Bi3yamizaris, SKIo0 I1e¢ JOUUIBHO IS
nudepeHIiiiHoT  11arHOCTUKK  (HAmpHUKIa[, NpH Mig03pl Ha  MIEJNOMNATIIo,
MOJIICETMEHTapHY PAJUKYJIONATIIO).

o KIIiHIKO-HEHPOIICUXOJIOTTYHE TeCTYBaHHS (TIPOBOAUTHCS HEBPOJIOroM abo
HEHPOTICUXOJIOTOM; PEKOMEHIOBAaHO BUKOPUCTAHHS HiMelbkoi Bepcii Edinburgh
Cognitive and Behavioral ALS Screen (ECAS) (Loose et al., 2016)).

e DymHkIis JereHb (KUTTEBA EMHICTH JiereHb, SNIP) (mepBuHHA TOKyMEHTAIIis
MiCJs BCTAHOBJIEHHS JIarHO3y), HIYHA KaIHOMETPis Yy JHUHAMIII 3a HasBHOCTI
KJIIHIYHUX O3HAK PECHIpaTOPHOI HEIOCTATHOCTI.

e Maca Tina, IHIEKC MacH Tija (MepBUHHA JOKYMEHTAIIisI ITICJIsl BCTAHOBJICHHS
JiarHosy).

e Perynspae omiHioBanHs 3a mkaioro ALSFRS-R (y cmenianmizoBanux
LIEHTpaXx).

Komenmap pooouoi 2pynu: 6 Vkpaini euxopucmosyromvcsi mepMmiHu
eonyacma  enekmpomioepagin  ma  cmMuMyIAYiUHa — elekmponelupomioepais
(OocniddicenHs npoBedeHHA NO HePBax).

3.3.2 JlonaTkoBi 00CcTesKEeHHS

e JlocmiKeHHSI  JIIKBOPY (uuro3, OUTOK, mpoTeiHoeIeKTpodopes,
OJIITOKJIOHATBHI CMYTH, TTIOKO3a, JakTat, Hehpodinamentu (NfL, pNfH y mikBopi
Ta CUPOBATIIi)).

e 3ajeXHO BiA KIIHIYHOT Ta HEHPOo(di3i0NoriYHOI KapTUHU, a TaKOX
3YMOBJICHUX HEI0 MOXKIIUBHUX AUPEPEHITINHUX J1arHO31B, JJa00paToOpHA JIarHOCTUKA
Mmae BritodaTh Bu3HadeHHs [LIOE, CPb, 3aranbHuii Ta po3rOpHYTH aHATI3 KPOBI,
nokazHuku ACT, AJIT, TTI, T3 ta T4, Bitamin B12 (MeTunMaioHOoBa KHUCIIOTA,
TOMOILIMCTEIH), eneKTpodope3 OUIKIB CUPOBATKU KpPOBI Ta IMYHOEJIEKTPOQOopes,
KO®K, kpearunin, enexrpositu (Na+, K+, Ca2+, Cl-, PO4) ta piBeHb TJIFOKO3H.

e PosmupeHa JnabopaTopHa [IIaTHOCTUKA B  OKPEMHUX  BHUIAJIKaX:
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aHrioteH3uHNeperBoproounii pepment/AlID, rekco3aminigaza A 1 B).

e (CeponoriyHi JOCHUKEHHS Tpu AudEepeHLIMHOMY JlarHOo31 aHTUTLI-
OIOCepeIKOBAaHOIO 3axBoproBaHHs (Hampukiaa, ANA, antu-DNA, Anti-Hu, anti-
MAG, Anti-AchR, anti-MUSK, anturina npo K-+-kamamiB, adTuTLIA [0
noreHman3anexkaux Cat-kanamie, MUSK-, aHTHTIIA 10 aOETUIXOIIHOBUX
pelenTopis).

e YV pasi gemenmii: Very Long Chain Fatty Acids VLCFA (noBrosaHiitorosi
KUPHI KUCJIOTH) Y CUPOBATIIl, apuicyibdaTaza A y cUpoBaTIii.

e M’sg30Ba Oioncisd 3a BIICYTHOCTI HEMPOT€HHHUX 3MIH 3T1IHO pE3yJbTaTiB
EMI' (Hacammepen st AUQEPEHLIMHOrO J1arHo3y MIO3UTY 3 BKJIIOYEHHSIMH,
JIMCTaJIbHOT MI0TIaTil, XBOPOOU HAKOIIUUYEHHS TJIKOTEeHY TUIly 4 AHJIEpCOHa).

e JlocmimxeHHs QyHKIIIM KOBTaHHS (32 HEOOX1THOCTI — BiJIEOCHIOCKOITIS).

e JIOP-o6cTexenns (y pa3i BUKIIOUHO OynbOapHOi a0 1nceBno0yaboapHoi
MmaHipecrauii, s AUPEpEeHLIHHOI TIarHOCTUKM TMOPYIIeHb MOBJEHHS Ta
NOPYIICHHS] KOBTAHHS).

3.3.3 PakyJabTATHBHA FTeHeTHYHA TiaTHOCTHKA

['eHeTHuHE TECTyBaHHS Hapasi JOIUIbHE JIMING MaIli€EHTaM i3 MO3UTHBHHUM
CIMEHHMM aHaMHE30M, 110 BKJIIOYA€E JICMEHIIII0 Ta MCUXIYHI PO3JIaaH, aje He s
criopaanunoi popmu BAC.

3a HasSBHOCTI MO3UTUBHOTO CIMEWHOro aHamMHe3y B HimeduwmHi Bce dacriie
3aCTOCOBYEThCS TIaHeIbHA JaiarHoctuka. OgHak mpu oMy myTtaiii COORF72 ne
BUSIBIIIIOTHCS; JUIsl BU3HAYEHHS JOBXXHHU TIOBTOPIB HEOOXITHE MPOBEIACHHS
Southern Blot.

['eHeTnuHe TecTyBaHHS MOXIIMBE JIMIIE 33 HASBHOCTI MHUCHMOBOI 3TOJU
nalie€HTa IIicis TPOBEICHHS TeHETHMYHOi KOHCyibramii. [IokpokoBUH Mmiaxif
BUTITHUN MPU HASIBHOCTI JETATbHUX 3HaHb KIIHIYHOT KAPTHHHU.

i pexkomenparii MOXyTh OyTH 3MiHEHI Yy pa3i ycmimHOI Tepamii
AHTUCEHCOBUMHU OJIITOHYKJICOTUIUIAMU. Y TaKOMY BUTIAJKY TeHETHYHE TECTYBaHHS
Tako)K OyzAe IOIUIBHUM IS TAIll€HTIB, fKi, 31aBajocs 0, MamTh CIOpagudHI
BUIAJKA, OCKUIBKM HE MOYKHA TMPUIYCTUTH TMOBHY NEHETPAHTHICTh, HE MOJXKHA
BUKIIOUNTH de novo myTarlii, a ciMeHHUN aHaMHE3 HE 3aBXKJIM MOYKHA BBaXKaTH
J0CTOBIpHUM. Teparis € mepcrneKTuBHOI Hacammepen npu mytaiisx COORF7 2,
SODI1 ta FUS y nHaitommkuyomMy MailOyTHEOMY.

[IpornocTrune TecTyBaHHS OE3CHMITOMHHX WICHIB CIMEH, y SKUX BITOMHUM
reH, mo Bukiukae BAC, ciin, B MPUHIUII, TPOBOJUTH JIMIIE IMICTS MOTEPETHbOT
KOHCYJIBTAIII]l 3 JIIKAPEM-TEHETUKOM a00 HEBPOJIOTOM i3 BiAMOBIMHOIO (HaxOBOIO
MIATOTOBKOIO 3 TEHETUKU. Take OOCTEXEHHS Ma€ MPOBOJIUTHUCS JIUIIE 33 MPSIMHUM
Oa)kaHHSM TaIliEHTa/TAI[IEHTKH.

Amnaniz Ha aHaporeHoBuid pemnentop Ta TeH SMNI1 HOIUTEHO MPOBOIUTH 32
HasIBHOCT1 BIAMOBIIHOT KJITHIYHOI Mi03pu Ha cuHapoM Kenuneni abo Sq-CriiHAIBHY
M’30BY aTpodito (ypakeHHsS! BUKIIOUYHO APYroro MOTOHEHpPOHA).
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3.4 InpopmMyBaHHSs PO AiarHo3

[HpopMyBaHHSA TpO JlarHO3 TOBHHHO 3[1MCHIOBATHCS OCOOMCTO, 3a
HEOOXITHOCT1 y MPUCYTHOCTI poJuYiB, 0e3 OOMEXeHb y dYaci, 3 ypaxXyBaHHSIM
MoNepeHb01 00I3HAHOCTI, OTPUMAHOI MIJ Yac MOMEpPEeIHIX OOCTeXEeHb Ta 3
IHTEpHETY, 3pO3yMUIOI0 JJIs malieHTa MoBowo. [losicHeHHs niarHo3y Mae OyTH
azanToBaHe 10 iHQopMauiifHuX OaxaHb Ta noTped namienrta. [lomupene 6axaHHs
MAIIEHTIB OTPUMATH TPOTHOCTUYHY OIL[IHKY BHUMAara€ CTPUMAHOCTI, OCKLIBKH
MPOTPEeCyBaHHs 3aXBOPIOBAHHS MOXKHA OLIHUTH JUIIe Yy auHamini. baxanHs
OTPUMATH APYTY AYMKY CIIIJ TOBaXKATH.

4 Tepanis

4.1 3araabHi pekoMeHaalii 1010 Tepamii

Y nOpuHIMMOI, CHil [O€AHYBAaTH MPUYUHHO OpIEHTOBAaHY, crHeuudiuHo
dapmakonoriuny Tepamito pi3Hux ¢enotuniB BAC Ta mnamaTtuBHy MEIUYHY
JIOTIOMOTY, BKJIIOUAIOYM CHMIITOMATH4YHY Tepallilo W ajantoBaHe 3a0e3NeUCHHS
3acobaMu JOTIOMOTH. 3 11€10 METOI0, 3 OTJISIIY Ha PIAKICHICTH 3aXBOPIOBAHHS, CJIIJT
NPAarHyTH 10 aKTHBHOTO W CBOEYACHOTO JIIKYBaHHS JIOCBITYCHUMH TEPAICBTaAMHU B
CKJIaJll MDKIUCHUIUTIHAPHOT KOMAaHIMU Yy CIEMiali30BaHUX HEUPOM’ I30BUX
amOynaropisix (aapecu MoxHa oTpumatu uepe3 Deutsche Gesellschaftfiir
Muskelkranke (DGM) a6o Deutsches Netzwerk fiir Motoneuronerkrankungen
(MND-Net)) (Rooney et al., 2015). Ile mo3BoJsi€ MOKPALUIUTH SIK SKICTh JKHTTS
(Creemersetal., 2014), Ttak 1 ouikyBaHy TpuBaIicTh XHUTTS (Rooney et al., 2015;
Martin et al., 2017; Paipa et al.,, 2019). BapTicTh JiKyBaHHS TaKOX MOXeE
3MEHIIIYBAaTUCS IIJISIXOM CKOPOYEHHS CTPOKIB JIarHOCTUYHOI EKCIEePTU3U Ta
3ano0iranHs 3aiiBUM BTpyuyaHHsM 1 mporeaypam (Galvin et al., 2017). Baxnuy
poJIb, MMOBIPHO, BiJirpae TaKOXX ONTHUMI30BaHE ¥ CBO€dyacHe 3a0e3nedyeHHS
HiITPUMYBaIbHOIO BeHTHIIALIEIO0, a Takox T1ET (Paipa et al., 2019).

MynbTUANCIUIUTIHADHANA ITAXIJ BKIIIOYA€E JIIKYBAHHS 3 Y4acTIO HEBPOJIOTIB,
raCTPOCHTEPOJIOTIB, MYJbMOHOJIOTIB Ta aCHCTCHTIB 3 JIMXaHHS, JIOTOIEIB,
criemianizoBaHux  (iziorepamneBTiB,  eprorepamneBTiB,  (HEHPO-)IICUXOJIOTIB,
JTIETOJIOTIYHOT CIy)KOM, a TaKoX, HamNpHUKIaJ, CTOMATOJIOTIB, CIeEIiaJIbHO
MITOTOBJICHOTO MEIUYHOTO MEePCOHATy i ONTHUMIi30BaHE 3a0e3NedyeHHs 3aco0amMu
JIOTIOMOTH.

BtiM, OCHOBHUM KOHTAaKTHHUM (axiBlleM IS TMAIIEHTIB Ma€ 3aJIMIIATHCS
CHeIiaTi30BaHUN HEBPOJIOT, SIKUW KOOPJIUHYE TEPaITiio.

3 oIy Ha CIeliari30BaHe JIKyBaHHS, TSJIEMEINYHI ITiIXOAN TAaKOX MOXKYTh
y MaitOyTHpOMYy HaOyBaTH Outbiioro 3HadeHHs (Hobson et al., 2019). 3anexno Bin
JTUHAMIKH TIepebiry 3aXBOpIOBaHHSI PEKOMEHI0BAHO MPOBOJAUTH BI3UTH KOXKHI 3 200
6 MICSIIIB.

Komenmap poobouoi ecpynu: Ha cvoeooni 6 VYkpaini eiocymus mepedrca
Cneyianizo8anux Heupom 1308uUx amoyiamopii ma yeumpis, anano2ivnux Deutsche
Gesellschaft  fiir Muskelkranke (DGM) ab6o Deutsches Netzwerk fiir
Motoneuronerkrankungen (MND-Net) y Himeuuuni. ¥V 36’a3ky 3 yum oiacnocmuxa,
JKYV8auHs ~ma nooanvute edenHsa  nayieumie i3 HBAC  30iuicHioemobces



21

MYTbMUOUCYUNTITHAPHOIO KOMAHOOK (Daxieyié y 3axiadax OXOpoHu 300po8's, wo
Haoarmov cneyianizosamny meouury oonomozy nayiecumam iz bBAC ma y pegpepemnux
YeHmpax 3 numausb piOKIiCHUX (OpanHux) 3aXe0proeansv 3a HANPAMOM HEPEOGO-
M ’a3081 3axeopioganns’”.

4.2 ®apmakorepanis BAC

4.2.1 XBopooomonugdikyrwuia repamis

®dapmaxosioriudi  xBopodboMoaudikyroui BapiaHTH JdikyBaHHA npu BAC
3JIMIIAIOTHECS HE3aJOBUIBHUMH Ta CTAHOBIATH BAKIMBY HE3aKPHUTY MOTpeOy B
Tepamnii 1[bOro 3aXBOproBaHHs. Po3poOka HOBUX XBOPOOOMOAMGIKYIOUHUX Tepamii,
BIJIMOBIIHO, € OJHUM 13 TOJIOBHUX MPIOPUTETIB aKaJEMIYHUX 1 MPOMHCIOBUX
JIOCJII)KEHD.

Puiry3zoa

Ha  cporogui B Himewyunmni  nume  puwiIy30d1  CXBaJICHO  SK
xBopoOomoaudikytounid ikapckkui 3acid mnsa jgikyBanHs BAC. 3okpema, BiH
0JIOKye TIOTCHIlIaN3aJIe)KHI HATPiEB1 KaHAIM, M0 MPU3BOJAUTH 1O 3HUKCHHS
BUBUIbHCHHS TJIyTaMaTy Ta 3MCHIICHHS €K3aHTOTOKCHMYHOCTI. Y mo3yBanHi 100
MI' Ha J1I00y pWIy30J1 Yy TOJBIHHO CIIIMOMY KOHTPOJHLOBAHOMY PEECTPAIIHHOMY
JIOCJIIJDKEHH1 JIOCTOBIPHO MiJBUINYBaB WMOBIPHICTh BMIKUBAHHSA 0€3 TpaxeoToMii
yepe3 12 wmicsamiB. Y Cochrane-anamnizi (BKJIHOYEHO 4 HE3QJICKHI JTOCTIIKCHHS)
JKYBaHHS pUITY30JI0M MPOJAEMOHCTPYBAJIO MeiaHHE MOJOBXEHHS BUKMBAHOCT1 Ha
3 micsii, a Takox Ha 9% BUIILy HMOBIPHICTh NEPEKUTH NEPIIUNA PIK 3aXBOPIOBAHHS
(Miller et al., 2012). Onnak y3aranpHeHi mani 3 10 kmiHiuaux peectpiB BAC
JEMOHCTPYIOTh O3HAKH MEJIIaHHOTO TTOJIOBKEHHSI TPUBAJIOCTI )KUTTS 10 19 MicsIiB
(Hinchcliffe&Smith, 2017; Andrews et al., 2020). 3a npsimoro mopiBHsHH 103 (50
Mr vs.100 mr vs.200 Mr Ha 100Yy) 3actocyBanHs 100 Mr Ha 100y IPOIEMOHCTPYBAJIO
Halikpamuii podiuns moao edextuBHOCTI Ta pu3uky (Lacomblez et al., 1996).
PerpocnekTuBHMI aHaN3 TOKa3aB, IO MAI[IEHTH, SKI OTPUMYBAIU PHITY30],
TpuBajimie mnepeOyBaJdi HAa MEHII TSKKAX CTaIisIX 3aXBOPIOBaHHA. Takox
PETPOCTIEKTUBHUM aHATI3 CBIIUYMTH NMPO €(EeKTUBHICTh PHIIY30J1y Ha Mi3HIX CTaIsfAX
3aXBOPIOBAaHHA, X04a MEPCIeKTUBHI aHani3u BiacyTHi (Fang et al., 2018).

Jlitoua peyoBWHa NOCTyMHA K y ¢opMi Tadbmetok (50 mr), Tak 1y BUTIIAII
cycriensii (5 mr/mi). OctaHHii crocid MAXOAUTH AJIs 3aCTOCYBaHHS MEPOPATHLHO
a6o uepe3 IIEI'-30u1. Puny3on 3ae6iibmmoro qo0pe mepeHOCUTHCS, OJHAK MOXKE
MPU3BOAUTH IO 3HAYHOTO TMiJBUINEHHS TpaHCaMiHA3, TOMY BIIPOJIOBXK MEPIINX
TPHOX MICSIIB PEKOMEHJOBAaHWUN IMOMICAYHUNA KOHTPOJb, a Hamam —
IIOKBAapTadbHUM (1HGOpMAIiA I MEIUYHOTO 3aCTOCYBAHHS PUITY30.Y).

Komenmap pooouoi epynu: ¢ Ykpaini na momenm po3spoonenns KH nikapcokuii
3aci6 3 MIJCHAPOOHOK HEeNnameHmoBAHOK HA36010 PUNY30N Y 8UNA0L CycneHsii (5
me/mn)  He  3apeecmpogano. [lna  3acmocy8aHHs  OOCMYNHA — NepOpaibHA
(mabremosana) popma nikapcoko2o 3acoby puny3on 3 003y8anuam 50 me.
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Pexomennanis

VYcim nanientam 3 BAC ciin npusHavatu puiy3o0i y A03yBaHH1 2x50 mMr/no0y
nepopanbHo. [lim wac Tepamii puiIy30JI0M TpaHCAMIHA3W CHIA  PETYISPHO
KOHTPOJTIOBATH.

Enapason

AHTHOKCUJIAaHT €Jl1apaBOH Hapa3l He 3apeecTtpoBaHuili y €C, oIHaK Mae
peectpauito B CILIA, Kanazi, Anonii, [TiBnenniii Kopei Ta [lBeitnapii.

PannomizoBane JOCHIKEHHS 3 IU1alie00-KOHTPOJEM HEe BUSBHIIO CYTTEBOI
nepeBaru U010 BWXXKHMBAHOCTI y 3MmimaHiil momynsmii Ilamientis 13 BAC, ski
OTPUMYBAJIM €1apaBoH MOpiBHAHO 3 mianebo (Abe et al, 2014), onnak Oyno
OTPUMAHO CBIJUEHHS €(EKTUBHOCTI B MIArpymi, SKa cTaja MIACTaBOIO IS
HACTYIHOTO peecTpartiinoro gociimpkenHs (Writing Group; Edaravone (MCI-186)
ALS19 Study Group,2017). Ilnane6o-KOHTPOJILOBaHI, TOABIHHO  CHimi
JOCIIKEHHSI 111010 BIJIMBY €/1apaBOHY Ha BIXKMBAHICTH BiICyTHI. [Ipemapat qoope
NEPEHOCUTHCA, TMPOTE CIIJ 3BEpPTaTH yBary Ha ajepriyHi peakilli, 3yMOBJEHI
OicynbdiTamMu, 110 MICTATHCS y Mpenapari, a TAKOK Ha BEHO3H1 MOPa3HEHHS.

Komenmap po6ouoi epynu: na momenm pozpoonennus KH nikapcoxuii 3acio 3
MIHCHAPOOHOIO HEeNameHmMOBAHOI0 HA36010 e0apasoH 3apeccmposanuil 6 YKpaiui
ons 3acmocysanus y nayienmie i3 BAC. Hasaeni kainiuni 00cuiodicenHs He Ha0anmas
NepeKoHIUBUX O00KA3i8 eheKmueHocmi eoapasoHy wooo KIIHIYHO 3HAYYUWUX
pe3yaomamie nikyeanns nayienmie i3 BAC. Heobxioni nooanvuii He3anedcHi
bazamoyeHmposi paHooMiz08aHi KIIHIYHI 00CNiOdceHHs. Tomy piueHHs wo0o
NPU3HAYEHHS eO0apasoH)y Ci0 NPUUMamu iHOUBIOYAIbHO 3 YPAXYBAHHAM KAIHIYHUX
Xapakmepucmuxk nayieHma, o4iky8aHoi Kopucmi ma nomeHyiuHux pusuKis.

Pexomenaanis
3 ornsAny Ha €PEKTUBHICTD, MOOIYHI €PEKTH Ta CKJIAJIHICTh 3aCTOCYBaHHS
3arajibHa TepareBTUYHA PEKOMEHIAIiS 1010 eJapaBOHy HE MOXKe OyTH HaJaHa.

ExcnepumeHTajibHi miaxoau

Huzka dapmakonoriyaux cyOCTaHIlii Hapa3si mepedyBae Ha PI3HHX CTaIisix
kiiHiyHuX BunpooyBanb mpu BAC (Cordts, 2020). OkpiM Manux MOJEKYJISPHUX
CrofyK (HampuKiIaa, MacUTUHIO, pasaruriH, paBymizymad, apiMOKIOMO,
(b eHLTOyTUpaT/TaypOoyPCOIe30KCUX0JIeBa KUCI0Ta Ta 0araro iHIIKMX ), Hapa3i TaKoXK
OIIIHIOIOTHCSI AHTUCEHCOBI OJITOHYKICOTHIN JJIS JTIKyBaHHS CIMEHHUX TAII€HTIB 3
BAC 3 maTonoriuHuMu TeHETHYHUMH MyTalisiMu (Hanpukiag, mytamii SOD1 a6o
myTarii COORF72).

VYci nmarient 3 BAC MaroTh OTpIMaTH MOXJIMBICTh OpaTH y4acTh y KIIHIYHUX
JIOCJIIJIPKEHHSIX, 32 YMOBH BiJIMOBIAHOCTI HEOOXITHUM KPUTEPISIM BKITFOUCHHS.

Pexomenaauist
3a HagBHOCTI KIiHIYHOT mino3pu Ha BAC maiieHTiB Ciij SIKOMOra paHilie


https://pubmed.ncbi.nlm.nih.gov/?sort=date&term=Writing+Group%5BCorporate+Author%5D
https://pubmed.ncbi.nlm.nih.gov/?sort=date&term=Writing+Group%5BCorporate+Author%5D
https://pubmed.ncbi.nlm.nih.gov/?sort=date&term=Edaravone+%28MCI-186%29+ALS+19+Study+Group%5BCorporate+Author%5D
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HaIpaBJIsITH /0 CIHELIaJi30BAHOIO LIEHTPY MJs OL[IHKM MOKJIMBOCTI Yy4yacTi y
KIIIHIYHUX TOCTIIKEHHSX.

Komenmap pooouoi cpynu: Ha momeHm po3poOnreHHs Yi€i KIIHIYHOT
HACMAHOBU JIKAPCLKI  3acobu 3 MIJNCHAPOOHOIO HEeNnameHmo8aHOK HA36010
MacumuHio, apiMoKIoMOn, (eHiibymupam Hampilo ma maypypcooe30KCUxonesd
Kucioma 6 Yxpaiui ne 3apeecmposaHi.

4.3 CumnromaTuyHa (MajJiaTUBHA) Tepamis

MeToro CMMNTOMATUYHOI Tepalii € MOJErmeHHs] CKapr Mall€eHTIB 1, TAKUM
YUHOM, 30€pEeKEHHsI 1XHBOI SKOCTI JKHUTTS. barato acnekTiB CUMITOMATUYHOT
Tepanii naimieHTiB 3 BAC BiAMOBIAaI0Th MPUHIIUIIAM MATIATUBHOI MEIUIIMHHU.

4.3.1 Hini cuMaToMaTU4HOI (MAJIATUBHOI) Tepamii

e 30epeKeHHs aBTOHOMII 3 ypaxyBaHHSIM JIIKapCbKO1 10aHIMBOCTI.

® 30epeKEeHHS SKOCT1 KUTTS.

e PanHe iHQOpMYBaHHS MICJIsI BCTAHOBIICHHS J1arHO3Y, TAKOXK Y MPUCYTHOCTI
YJIEHIB POJIUHU

e KoHCyNnbTyBaHHS IIOJI0 MOKIIMBOCTEH 1 MEX HEIHBa3WBHUX Ta iHBa3MBHUX
METO/IB JIIKYBaHHs, 30KpeMa XapyuoBOi Ta pecripaTopHOi Tepartii.

e KoHCYnbTyBaHHA IIOJO0 MOXJIMBOCTEH 1 MEX CHUMITOMAaTUYHOI Ta
najgiaTUBHOI (hapMakoTeparii.

e BusHaueHHsS Ta JOKYMEHTYBaHHS I1HAWBIAyaJdbHUX I[UJICH JIIKyBaHHS 3
ypaxyBaHHSIM KJIIHIYHOTO CHHJPOMY, IIBHUJKOCTI TMPOrPECYBaHHSA, a TaKOXK
MICUXOCOIIAIBHUX PECYPCIB 1 0COOMCTUX IIIHHOCTEH.

e Po3p0o0JIcHHS BOJICBUSBIICHHS IMAIlIEHTA.

4.3.2 ®iznyHa Tepanisi Ta eprorepanis

Meroro  iziorepamii Ta eprorepamii € miATpEMKa (GYHKIIOHAIBHOT
CIIPOMOKHOCT1 Ta, BIUIMOBIAHO, CaMOCTIHHOCTi, 3a0€3MeYeHHS COIllaTbHO1
AKTUBHOCTI Ta 30€pEeKCHHS SKOCTI KHUTTS;, TaKOXK IUIIMH Teparrii MOXYTh OyTH
MIJBHUINCHHS BUTPUBAJIOCTI, M’S30BOi CHJIM Ta TOKpaIeHHs (YHKIII ceprieBo-
cynuunoi cuctemu (Lui& Byl, 2009; Merico et al., 2018a). Oco6nuBy yBary Takox
MOKHA MPUIUTSATH 3MIIIHEHHIO Ta PO3TATHEHHIO M SI31B, K B YPaXKEHHX M’ S30BHX
rpynax mpu mapes3ax 1 MiJBUIEHOMY M S30BOMY TOHYCI, TaK 1 B HEYpaKEHUX
M’SI30BUX Tpynax Juisl MIBUIICHHS QyHKIioHATpHOTO pe3epBy (Bello-Haas et al.,
2007; deAlmeida et al., 2012; Kato et al., 2018; Lunetta, 2016). /lomaTkoBHMH
MiAX0JaMU MOKYTh OyTH HaBYaHHS yCBIJOMJICHHIO BJIACHOTO Tijla, ONTUMIi30BaHE
BUKOPUCTAHHS Ta IIJICCOIPSIMOBAHE 3alydeHHS 30epekeHrX (YHKIIN 1 HasBHUX
(GYHKITIOHATBPHUX PE3EePBiB, PETYJSAIIS MiJBUIIEHOTO M S30BOTO TOHYCY, & TaKOX
3a]ly9eHHS KOMIICHCATOPHUX MEXaHi3MiB. BTOpMHHO MOKHa TaKOX 3amo0iratu
TaKUM YCKJIQJTHEHHSIM, SIK KOHTPAKTYpH Ta OUlb.

HeliponerenepatuBHuii mpoiiec He MOXxe OyTH 3yNMMHEHUN LI€H0 TEpariero,
OJIHAK, Ha BIAMIHY BiJ] M'A30BHX 3aXBOPIOBaHb, (PI3MYHE HABAHTAXKCHHS y BUTJISAII
CUJIOBOTO TPEHYBaHHA a00 J0JATKOBOTO aepOOHOr0 TEPANEBTUYHOTO PEXKUMY M1
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HarJIA/I0M TaKOX HE Ma€ HEraTMBHOI'O BIUIMBY Ha mepeOir 3axBoproBaHHs (Bello-
Haas et al., 2007; Clawson et al., 2018; van Groenestijn et al., 2019). Pi3ui Buau
Tepamii (CUJIOBE TPEHYBaHHS, aepoOHE TPEHYBAaHHS, TPEHYBAHHS BUTPHUBAJIOCTI,
TPEHYBaHHsI OOCSTY PyXiB, PO3TSATHEHHS) 3a JAaHUMU HOBITHBOTO JOCIIJI>KEHHS
JEMOHCTPYIOTh MO3UTUBHI epeKTH Ta 100pe nepeHocsaThes namientamu (Clawson et
al., 2018). ITepeBaxxuuii edpext cumororo TpenyBanus (Bello-Haas et al., 2007) abo
BHUCOKOIHTEHCUBHOI Teparii (Zucchi et al., 2019a) onucyetbes oKkpemMo, TO1 K THII
JOCHIDKEHHST  IIOAO  IHTEHCHBHOCTI  PEKOMEHIYIOTh HE  MepeBUUIYBaTH
cyOmakcumanbHul piBeHb (Merico et al., 2018b). Mexi MOXIUBOTO TPEHYBaJIBHOTO
e(eKTy TaKOXK JEMOHCTPYIOTbCS Y JOCHIKCHHSX TMPUCBIYCHUX CTUMYIISIIT
nmiadpparmu (McDermott et al., 2016). Ha miacTaBi HasBHMX Ha LI€W Yac JaHUX
HEJOCTaTHRO  MijAcTaB Juig  (OPMYBaHHS  CICHIaJbHUX  TEPANCBTUYHHUX
pexoMmeHaiii. Eprorepamisi, 30kpeMa, Mae 3aCTOCOBYBATHCS MPHU TMOPYIICHHSIX
GyHKIIT KUCTI Ta OUCEK3eKYyTMBHMX cummnromax. Kopekuis xamanbHOi (yHKIIT
3MIIHCHIOETHCS, 30KpEMa, IUIIXOM MPOo(IIaKTUKU KOHTPAKTYp, a TAKOXK aJanTarii i
HaBYaHHS KOPUCTYBaHHIO JONOMDKHUMH 3aco0amu (Arbesman&Sheard, 2013).
KpiM TOro, mpoOBOJATHCS HABYaHHS CTpATErisiM TOJIOJIAHHS BTPATH MaHYyaJIbHOI
(GyHKIIT Ta KOTHITUBHI TPEHYBaHHS.

JlonatkoBi ¢i310TepaneBTUYUHI 3aX0I1 MOXKYTh OyTH TOKa3aHi BiAMOBIIHO 0
[[IJIbOBUX CUMIITOMIB:

e Jlimboapenax - npu aiMpaaemi, acoriioBaHii 3 mape3om.

e TemioBi mpoleAypH Ta MaHyajbHa Tepalis - JJIsl peryJiii TOHyCcYy M’ s31B
1 TP MiaJTisX.

e Macaxx TOBCTOT KUIIIKU - TIPU 3aKperi.

e JluxanbHa Teparis Mpu NOYaTKOBUX O3HAKAX PECTPUKTUBHOI AUXATBHOT
HEJIOCTATHOCTI, 32 HEOOX1THOCTI 13 3aTy4eHHSIM TPeHa)kepa sl JUXaJTbHUX M S31B.

Jloroneanuna tepamis

JloroneauyHa Teparisi Ha pPaHHBOMY eTami JIIKyBaHHS (OKYCYEThCS Ha
au3apTpii. Y MojanelioMy CIIil HMpOBOAUTH (PYHKIIOHAIBHY Teparrito aucdarii
(Rogus-Pulia&Plowman, 2020) Ta BmpoBaIKyBaTH W CYNPOBOKYBATH 3aXOIH
niaTpuMyBasibHOT KomyHikarii (Korner et al., 2012).

[Tpu mporpecyBaHH1 3aXBOPIOBAHHS COIIalIbHI i MaiaTUBHI 3aCO0M JIIKYBaHHSI
HaOyBatoTh Ounpioro 3HaudeHHs (Wilson et al.,, 2016), sxi, monmpu 3pocTaHHS
GbyHKIIIOHATBPHUX JAe(]IUTIB, 13 MOTJISAIY MaIlI€EHTIB aCOIIIOITHCS 3 TIOKPAICHHSIM
axocti xutts (Meyer et al.,, 2018). Tomy, He3Bakaroun Ha BIJCYTHICTh Hapasi
JI0Ka3iB TIepeBard IHTEHCHBHUX TEPANMEBTUYHHUX 3aXOJ(iB MO0 BH)KUBAHOCTI Ta
nporpecyBanHs 3axBoproBaHHs (Braga et al., 2018; Zucchi et al., 2019b), nikyBanns
MOXX€ 3JIMCHIOBATHCS 3 BHCOKOIO YAaCTOTOI BXE NPH TMOMIPHUX MOTOPHHX
nedinurax. OMHAK 3 TOYKH 30py NMATIATUBHOT MEIUIIMHU YacTOTa Teparii MOBUHHA
OyTH 1HAMBITYAIHFHO aIalITOBAHOIO JIO TIOBCSAKACHHOTO KHUTTS TAIlI€HTIB.

Pexomenaauist
Bubip 3aco6iB Ta ix yacToTa MOBHUHHI 0a3yBaTHCSi HAa CHUMIITOMax Ta
IHAMBINYaTbHUX MNOTpeOax MAaIEHTIB. 3 OMISIAY Ha 3MIHY MOTpPed MNPOTIroM
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nepediry 3axBOPIOBaHHsS, MEPEBarold € TEPANeBTUYHUN [OCBIl Yy JIIKyBaHHI
XPOHIYHHUX MPOTPECYIOYMX HEBPOJOTIUHUX 3aXBOPIOBaHb, a TAKOX MalllaTUBHUX
TMaIli€HTIB.

4.3.3 Tepamnisi XxpoHiuHOI pecHipaTOPHOI HETOCTATHOCTI

PecnipaTopHa HEAOCTATHICTh € HACIIAKOM M'SI30BOi  CJIAOKOCTI, IO
MPU3BOAUTH /10 XPOHIYHOI allbBEOJISIPHOT TiMmoBeHTWIALIl. ['ocTpo BUHHKaro4a
pecripatopHa HEJOCTATHICTh CIIOCTEPITa€ThCSd TMPU  PO3BUTKY aTEJICKTa3iB
(acmiparriss) Ta OpPOHXONMHEBMOHIM, a TakKOX BHACIIJOK JIETEHEBUX €MOOJIIH.
BaxxauBo peryisipHO Ta 3aBYacCHO JOCHIDKyBaTH (YHKIIIO JIETCHb, a TaKOX
3a37ajeriib 0OroBOPIOBATH 3 TAIlIEHTAMU MOXIJIMB1 YCKJIQJHEHHS, 1100 MEIUYHO
HEOOX1IH1 3aX0Ju BIANOBIAAIM NMoOakaHHAM mnailieHTiB. [loBTOpHE 0OroBOpEeHHS
1€ TEMHU € JONUILHUM 1 HE0OOX1AHUM. METOI0 HEIHBA3UBHOI TOMAIIIHHOT BEHTHIIALT
JereHb € SK TOJIMIICHHS CHMITOMIB, TaK 1 HIABHINCHHS SKOCTI JKUTTSA Ta
noioBxkeHHs TpuBaiocTi kuTTA (Bourke et al., 2006; Mustfa et al., 2006; Radunovic
et al., 2017). [amieHTH 13 CHIHAIBHUMHU CUMIITOMAaMU OTPUMYIOThH OLIbIIE KOPUCTI
BiJl HEIHBA3MBHOI JOMAIIHLO1 BEHTWIAILII JETeHb, HIK MAIIEHTH 3 OyJIn0apHUMU
cUMIITOMaMH. B OCTaHHIX YacTO BHHUKAIOTH MPoOJeMH 3 MiO0OpPOM MacKH, SKi
BUMAararTh y4YacTi JOCBIAYEHOrO JIKaps, a TaKoX TEXHIYHOI MIATPUMKH.
[HauBITyai3oBaHe HAMAIITYBaHHS NTapaMeTpiB BEHTWIALI € AouiibHUM (Vrijsen et
al., 2017; O’Brien et al., 2019). BcranoBnenns aiagparMaibHOTO CTUMYJISITOPA HE
nokaszano (Gonzalez-Bermejo et al., 2016; McDermott et al., 2016).

TunoBi cUMOTOMH XPOHIYHOI TIMOBEHTHJIALIT BKJIIOYAIOTh MOPYIIEHHS CHY,
HECIIOK1H, paHKOBUH TOJIOBHHM Oib Ta JCHHY BTOMY a0O COHJIMBICTh, a Ha IMi3HIX
CTamisAiX — 3amuIIKy npH (I3UYHOMY HABaHTAXXEHHI Ta Yy CTaHI CIIOKOIO.
JlaGopaTopHa OIliHKa MPOBOIUTHCS IUITXOM BH3HAUYEHHS JKHTTEBOT EMHOCTI JICTCHB
ta HiuHOi karmHOMeTpii (Prell et al., 2016; Tilanus et al., 2017), MOXIMBO, TaKOK
okcumetpii, BumiptoBanHs SNIP (tucky Bauxy mpu Bauxy) ta PCF (mikoBoro
KaIllJIbOBOT0 MOTOKY). [Ipy OIliHIII KaITHOMETPil TaKOK KOPUCHUMH € PEKOMEH 1AMl
MyJIBMOHOJIOTIB 1100 TTOYaTKYy HE1HBA3MBHOI BEHTHJIALI] JIET€Hb; TUB. TaOmHIo 1

(Windisch et al., 2017).

Taoanusg 1

[Tokazanus ais nepexony Ha HIBJI (HactanoBa S2K «HeinBa3uBHa Ta iHBa3WBHA
BEHTWJIAIIA K TEPaITisi XpOHIUYHOI PeCIipaTOpHOi HEJJOCTATHOCTI — PEIaKIIis
2017»):

e PaCO2 Bnennr >45mmHg

e Hiuynnii PaCO2>45mmHg(3BepHiTh yBary: Ha 1e BKa3ye€ IiIBUIIICHHS PiBHS
0ikapOOHATY MPOTSITOM JIHS)

e Hiunuii PtcCO2>50mmHg npotsirom 30 xBunuH

e HopwmoxanHis BaeHs 31 30uibieHHssM PtcCO2na >10mmHg y HiuHuit yac
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e [lIBuake 3umxennss FVC>10% Bix nouatkoBoro 3HaueHHs ripu BAC abo
THITUX MIBUIKO MPOTPECYIOUNX 3aXBOPIOBAHHSIX MOTOHEUPOHIB MPOTIToM 3
MICSIB

[IpoTe caig miaKpecauTH, o 3a BIACYTHOCTI JOCTIIKEHB III0/10 PeIEeBAaHTHOCTI
napamMeTpiB (QYHKIIIT JIETeHb /ISl BA3HAUYCHHS MIOKa3aHb JJO HE1HBA3UBHOI BEHTHJIALIT
nerenb (HIBJI), kimiHiuHa ouiHKa € BUpimaibHUM (pakTopom. Crpoba po3noyaTu
HIBJI 3aBx1u moka3zaHa 3a HasIBHOCTI KJIIHIYHHUX CUMIITOMIB.

VY pa3i B’A3KOro CIW30YTBOPEHHSI 3a HEOOXITHOCTI CHiJi 3aCTOCOBYBATH
MYKOJITHKH (32 YMOBU JIOCTATHBOTO HAJXO/DKEHHS PIAWHM), 3a TOTpeOH
IHraJsALiiH1 0eTa-cuMIaToMiMeTHKH abo TeodiliH Y BUIMagKaxX TyCTOrO CIU3Y CIIIJ
PO3TJISHYTH TUTaHHS PO TMPU3HAYEHHS MYKONITHKIB (32 YMOBH 3a0€3MeUYcHHS
JIOCTaTHLOTO CIIOKUBAHHS PIUHU), @ TAKOK MOXHA BUKOPUCTOBYBATH 1HTaJISIIIMHI
0eTa-CUMIaTOMIMETUKHI/TEO(PUIIH IPU HASIBHOCTI OOCTPYKTUBHOTO KOMIIOHEHTY.

Mexaniuauii 1HCyusiTop/ekcyuarop gk 3acid Big KalUll0 y BHUIAJIKaX
3HM)KEHOT CHJTH KaIllTio Ta 00CTpyKIlii OpoHxiansHOTO cekpery (Sancho et al., 2017)
a0o TexHIKa JUXaHHs 3 HaKJIaJaHHIM auxanbHuX nuiaxiB (Rafiq et al., 2015) moxe
OyTH KOPHCHOIO Ta Ma€ OyTH JOCTYMHOI, OCOOJIMBO y BHUIAJKY PECHipaTOpHOI
iHdekii. IlamieHTa MOBMHHI MPOIHCTPYKTYBATH IMOJAO HOTO BHUKOPUCTAHHS
MyJIBMOHOJIOTH 200 HEBPOJIOTH, SIK1 MAIOTh JTOCBIJ Y peCHIPATOPHIA MEIUITUHI.

[Tpu dhapuHreanbHiil Ta TpaxeanbHiN 0OCTPYKIIIT CEKPETOM JIJII MEHEHKMEHTY
CEKpeTy LUISAXOM acmipallii MOXe 3aCTOCOBYBATHCS MajlaTHBHA TPAXeOCTOMIYHA
KaHwooIg. TpaxeoToMis 3 MEXaHIYHOK BEHTWIALIEID JIET€Hb Ta TMOJAJIBIINM
JIOMAIITHIM JIOTJISIZIOM MOJKE PO3TJIsaTuCS Y pa3l Hee()eKTUBHOCTI HEIHBa3UBHOT
BeHTWIALII. [Ipy TboMy HeOOXigHE CyBOpe BH3HAYCHHS IOKa3aHb 3 ypaxyBaHHSIM
IHAUBINYaTbHOTO  TEepediry  3aXBOPIOBAaHHS, MOXIJIMBOTO  MPOTPECYHOYOro
MOPYIIEHHS KOMYHIKAaTMBHOI 3JaTHOCTI, CHCTEMH I[IHHOCTEH TaImieHTa Ta
NICUXOCOIIATBHUX PECYpPCiB, a TAKOXK MOTPEOM y CIEIiaIli30BaHOMY TMOJIAIBIIIOMY
JOTJISIAA1 ¥ TIOB’ 13aHUX 13 UM pu3uKiB (Spittel et al., 2021).

YroponoBx Tmepediry 3axBOpPIOBaHHS CHiJl PETYJSIPHO OOTOBOPIOBATH 3
MAIIEHTOM MHUTaHHS (POPMYBaHHS BOJICBUSBICHHS IIOJ0 MPOBEACHHS 1HBA3HBHOT
BEHTHJIALIT JiereHb. HeoOXiqHO YHHMKATH HeBiKIamaHOI iHTYyOarii 0e3 HaleKHOTro
iHGOPMYBaHHS Ta OTPUMAaHHS 3TOJM MaIli€eHTa. BimmydeHHs Bij anmapary MTY4YHOI
BEHTWIAIII JileTeHb («weaning»), 0coONMBO 3a OaXaHHSM TaAIlieHTa, TICIS
HEBIKJIaHOT 1HTYOAIlIT 9aCTO € MOYKJIUBHM.

Pexomennamis

[Tokazanns no HIBJI icHyOTH y BUIAgKaxX THUIIOBUX CHUMIITOMIB XPOHIYHOI
rimoBeHTI AT abo migBumenoro piBHs pCO2, 3rigHo 3 pekoMmeHmamismu S2k
«HeinBa3uBHa Ta 1HBA3WMBHA BEHTWJIALIS JICTCHB K Tepalis XPOHIYHOT AUXAITBHOT
HEIOCTaTHOCTI — peaakilisa 2017 poxky».

[HCcydnsTop/excydasTop ciiiji 3aCTOCOBYBATH K JOTMOMDKHUM 3aC10 MpH KAt
y pa3i 3HMKEHHS KallUTbOBOT'O MOIITOBXY Ta OOCTPYKIlli OPOHX1AIbHUM CEKPETOM.

TpaxeoToMito Ta iIHBa3UBHY BEHTWIALIIO JIETE€Hb CH1J] MPOBOJAUTH 32 CYBOPUMHU
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MOKa3aHHIMHU Ta, NEpII 3a BCE, 3 YpaxyBaHHSAM I1HJMBIIYyalbHOro MHepediry
3aXBOPIOBAHHS, LIIHHOCTEN MallIEHTA Ta Oro MCUXOCOLIAIbHUX PECYPCIB.

Komenmap pooéouoi epynu:. Kpumepii iniyiayii HIBJI nagedeno unenamu MPI’
3 pexomenoayii European Academy of Neurology (EAN) guideline on the
management of amyotrophic lateral sclerosis in collaboration with European
Reference  Network for Neuromuscular Diseases (ERN EURO-NMD)
https://pmc.ncbi.nlm.nih.gov/articles/PMC11235832/.

Jna iniyiayii HIBJI 0ocmamnuo 6i0nogionocmi xoua 6 00HoOMYy 3 Kpumepiie
Y HACMYRHUX 2pynax:

1. Kniniuni cumnmomu (cy6'ekmusni ckapeu nayienma):

OpmonHoe (3a0UKa, U0 NOCUTIOEMbCS 8 NOJIONCEHHI ledcadil);

3a0uwka (Oucnnoe) nio 4ac MiHIMAIbHO20 (PI3UYHO20 HABAHMANCEHHS AOO Y
CHOKOT,

O3HAKU HIYHOI 2INOGeHMUNAYII Mma NOPYWEHHS CHY. PAHIWHI 207108HI 00,
OeHHA COHAUBICMb, YACMI HIUHI NPOOYOICEHHS, GIOUYMML PO3OUMOCTI NICAsL CHY,
SHUMNCEHHS KOHYeHmpayii yeazu.

2. Kniniuni o3naku (06'ekmusni 0aui 02150y):

yuacms OONOMINCHUX OUXATIbHUX M'A3I8 Y akmi OUXAHHS,

NapaooKCaIbHUll pyx YepesHoi CMIiHKU Ni0 4ac OUXAHHS,

maxinnoe (cmitike 30i1bUWeHHs YaCMOmu OUXANbHUX PYXIB);

OCNIAONeHHs — KAWAb08020  NOWIMOBXY  Ma  YMpYOHeHe  8i0X00NCEHHS
MOKPOMUHHSL.

3. Jlabopamopni ma pynxkuyionanvni Kpumepii-

gopcosana scummesa emuicmo aecenv < 50% 6i0 nanescnoi (abo < 80% 3a
HAABHOCMI YIMKUX CUMNIMOMIB 3A0UWKU);

weuoke abo 3HAYHEe 3HUNCEHHS JHCUMMEBOI €MHOCMI Je2eHb ni0 yac
OUHAMIYHO20 CNOCMEPENCeHHS NayicHma (Hasime Ko abCONOMHe 3HAYEHHS uje
> 50%);

CHigp-mecm (Sniff Nasal Inspiratory Pressure — SNIP) < 40 cm H:O;

maxkcumanbHuil incnipamoprui muck < - 60 cv H-O;

OeHHa abo HiYHa 2INepKanuis. NapyialbHUll MUCK 6Y2leKUCI020 2d3y 8
apmepianvHiu yu kaninapuiu kposi PaCO:2 > 45 mm pm. cm. yoeusb abo > 50 mm pm.
cm. YHOUI,

HIUHa Oecamypayis: NAMONO2IYHI 3MIHU 3a OAHUMU HIYHOI OKCUMempii yu
noaiepagii (nanpukiao, SpO: < 90% npomsecom nonao 5% uacy cHy).

bynvoapuuii cunopom HE ¢ npomunoxazaunam:. cnio npusnavamu HIBJI
He3aIedHCHO BI0 HAABHOCMI YU MANCKOCMI OYIbO0apPHUX NOpYUEHb (NOPYULeHHS
KOBMAHH3L, MOBIIEHHS), npome Cli0 8paxyeamu, wo maki nayicumu nompeodyromso
pemenvHiuo20 niobopy Macok ma pelcumis.

Cman pecnipamoproi @yukyii nayieuma ma ooyinvHicms novamky HIBJI
nosunni oyinroeamucsa MJIK koscui 3—6 micauis.


https://pmc.ncbi.nlm.nih.gov/articles/PMC11235832/
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4.3.4 I1agiaTUBHA JOIIOMOTA

3aydeHHs creniaii3oBaHoi aMOyJaTOPHOI MadlaTUBHOT MEIUYHOI JOTIOMOTH
4acTO € JOLUIBHUM 1 HEOOXIAHUM, HE3BAKAIOUM HAa OOMEXEHY KUIbKICTh
CUCTEMaTHYHHUX JIOBFOCTPOKOBUX AOCHIKeHb. OOcsAr morpedu y AOrisal mpu
bOMY € BKpail IHAUBIAyaJbHUM. PaHHe OOroBOpeHHS Ta IUIAHYBAaHHS MaloTh
KJIFOUOBE 3HAYEHHS [JIs SKOCTI JKUTTS TAall€HTIB Ta ixHiX poauuiB. Lle ciix
MOYMHATH BXK€ MiJ Yac BCTAHOBJICHHS [1arHO3Y, OCKUIBKM came Lel mepioj
MaIi€eHTH Ta TXH1 ¢IM’1 4acTo CIPUUMAIOTh K 0co0MMBO 00TsHKIMBUM (Flemming et
al.,2020). [Tonepeani qOCTKEHHS 37€0UTHIIIOT0 30CEPEIKYBAIMCS HA MaTiaTUBHIM
nonomo3i HampukiHiil kutTsa  (Flemming et al.,2020), xoua, Hampukian,
aMOyJiaTopHa TajgiaTUBHA MEIWYHA JOMOMOTra 3HMXKYE KUIBKICTh TAIlI€HTIB, SKi
NOMMPAIOTh Y JIIKAPHI, a TAKOK TPUBAIICTH epeOyBaHHs y BIUICHH] IHTEeHCUBHOT
tepanii (Zwicker et al., 2019). Pexomenpariii Mmoo mNagiaTUBHOI MEIUYHOI
JIOTIOMOTY TIPUHIIMIIOBO HE BIAPI3HIIOTHCS BIJ PEKOMEHJAIN /11 OHKOJOTTYHUX
[NamienTiB; cuin 3BepHyTHCS A0 BianoBiaHux KepiBHux nmpunHiumnis. Bonu takox
nepeadavyaroTh  HEOOXIAHICTh OOTOBOPEHHS TICUXOJIOTIYHHMX, JIYXOBHHUX Ta
CK3UCTCHI[IHHUX AaCMEKTIB 3 METOK 3HIKCHHS TPUBOXKHOCTI, CIPHUSHHS
MOBCPHEHHIO BiTUYTTS KOHTPOJIIO, CEHCY, Ha i1 Ta MOJICTIIICHHS TATaps IS POJIHYIB.

Baprto, ogHak, 3a3Ha4nTH, 1110 KOHTPOJIb CUMIITOMIB CTAHOBHUTH JIUIIIE YaCTUHY
JOTIOMOTH, TOJII SIK TUTaHHS W TpoOJeMH, MOB’S3aHI 3 JOTJISAOM, YacTo €
neprmouepropumu. Ilig dvac aMOymaTOpHHUX BI3UTIB HEOOXITHO BpPaxoBYBaTH
OYiKyBaHUH Mporuo3 xutts naiieHris (Brizzi et al., 2019).

PecnipatopHi mpo6ieMu € OCHOBHOK MPUYMHOIO TOCHiTaizallli, ajie He
000B’s13k0BO MpUunMHOKO cMmepTi (Sancho et al., 2011). Omnak TepMiHaJIbHA
pecripaTopHa HeJIOCTATHICTh — 3JICIKHO BiJl YKe 3aI109aTKOBAHOT Teparlii — 4acTo
CTAaHOBUTHh 3HAYHY NPOOJEeMYy JJisg TAIll€HTIB, IXHIX POAUYIB 1 MEIUYHHX
IpaIiBHUKIB.

Pexomenaanis

Crnig moTpuMyBaTHCS TAKUX OCHOBHHUX MTPUHITUIIIB:

e 3aByacHe iHGOpPMYBaHHS MPO WMOBIPHICTH CIOKIHHOT CMEPTI K TUIIOBUHN
nepedir y mamienTiB 3 BAC (ouikyBanHs «3aguxanHs» BiacyTHe) (Ilse et al.,2014)

® 3aBYACHE Ta MOBTOPHE MOTOKEHHS MOXKJIMBUX 1 0aKaHUX TEPATIeBTUIHUX
ormmixi (HIBJI, IBJI, IIET" 6axkani un HeOaxaH1i) Il BU3HAYSHHS 1HIWBIIYaIbHUX
IiJIeH 1 MUIAXiB Tepartii

e bopoThba 3 MPUUMHOIO — JIMIIE JOKU JOCSHKHA METa Teparii; B IHIIOMY
BHITQJIKYy — 3a O2)KaHHSAM TaIll€HTa/MaliEHTKH BUKIIOYHO CUMIITOMATHYHA Teparis.

e (CuMNTOMATHYHI MOXJIMBOCTI Teparlii Mpu AUXadbHii HETOCTATHOCTI:

- IHTQIISIIIS (32 HEOOX1THOCTI 3 OpOHXOAMIATATOPAMHE, TAKHUMH SIK iTPaTPOTIiyM
Opomij/canbOyTamon) - mopdiHoTepamis (Hampukiaj, MOYMHAOUM 3 2,5-5 Mmr
KOKH1 4 TOIMHHU p.0. a00 1-2 Mr s.c./1.v., GEeHTaHUTOBUI HA3IBHUM CHIPEil) 3aJIEKHO
Bill eeKTy;

- MOXJIMBE IIJIBUIIIEHHS J103M; 3a HEOOXITHOCTI JIopa3zenamM/miza3ojiaMm sK
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aHkciomiTuk. Ciif BpaxOBYBaTU MOXJIMBE NPUTHIYEHHS TUXAHHS.

-TIpY  TIIEPBEHTWIALII NpU BUHUKHEHH! TMAHIYHUX aTaK, HalpHUKIad,
nopazenam cyoOmiHrBaibHo (1 wmr). 3actepexenHs: JlapuHrocmazmMm K
audepeHIiaIbHUM J11arHO3.

Komenmap pobouoi 2pynu: Ha momenm po3poOnenHs yiei KIIHIYHOT
HACMAaHo8U JNKAPCbKUUL 3aciod i3 MIXCHAPOOHOI HenameHmo8aHol0 HA36010
Genmanin y popmi Hazanvrno2o cnpero 8 Ykpaini ne 3apeccmpoganuii.

4.3.5 IIpodinakTnKa NMHEeBMOHIL

KitouoBuMu acniektamu nMpoQuIaKTUKH MHEBMOHIT € KOHTPOJIb OpOHX1abHO1
CeKpelii Ta MAKCUMaJIbHO MOKJIUBE 30epeKeHHs (PYHKIIIT TUXaIbHOI MYCKYJIaTypH.
Kontpons ciamopei Takox copusie mnpoduUIakTUI[l THEBMOHIL. 3a3HadeHi
MEIMKaMEHTO3H1 MIAXOAU 0 Tepamii MOXYTh OyTH IHAUBITYaJbHO KOPU-CHUMH,
OJIHaK BOHHM HEJIOCTATHHO BUBYECHI.

Pexomenmanis

[IpodinakTka THEBMOHIT 3a JOMOMOIOK) HABEACHUX HWIKYE 3aXO/IiB
IPaKTUYHO 3aBXIM HEOOXITHA HAa CEPEIHIX 1 IM3HIX CTaIIIX 3aXBOPIOBAHHS:

e disyyHa Tepanisa (MPOBEACHHS AMXaTbHOI TIMHACTUKH, TEPKYCIHOTO
Macaxxy TPyaHOT KIIITKH).

e 3MEHIIIEHHS YTBOPEHHsS BHCOKOB'SI3KOIO MOKPOTHHHS 32  YMOBH
3a0e3MeYeHHs JOCTAaTHHOI'O CITOKUBAHHS PIIUHH, 3a TIOTPEOH - Yepe3 raCTpOCTOMY ).

e Tepamis ciamopei.

e MexaHiuHul 1HCYQIATOP/CKCYDIATOP Uil CTUMYJIIOBAaHHS KallIbOBOTO
nomroBxy (Sancho et al., 2004).

4.3.6 Ciasopes

Cianopes y nanienTiB i3 BAC € nposiBom nopyIiieHHst KoBTaHHS. BoHa He nutie
CTBOPIOE COIlIabHI TPYAHONIl IJis TAIll€eHTa, a W MIABUILYE PHU3UK PO3BUTKY
nHeBMoHii. Ciajopess HAJIEKUTh 0 OCHOBHUX IMOKa3aHb ISl CHUMITOMAaTHYHOI
dapmakotepaii nmpu BAC.

VY 2019 pomi Inko6oTynorokcua A OyB odiIiHHO CXBAJICHUM TS JTIKyBaHHS
XpoHiyHOi TinepcaniBarii (Jost et al., 2019), mo nae 3Mory MpoOBOAUTH JTiKyBaHHS
OO0TYJIOTOKCHHOM 3T1IHO 3 MOKa3aHHSIMHU.

JlocnmimKeHHsT peecTpy, MpOBENeHE dYepe3 HU(POBY MEpekKy MEIUIHOTO
3a0e3MeveHHs], 3acBiqyye, MO0 JJs KOHTPOJIO CHMIITOMIB cialiopei dacTo
3aCTOCOBYIOThH TAKOXK IHIIII JIIKAPChKi 3ac00M B pizHUX (hopmax BBeacHHS (Meyer et
al., 2020). 3a3naueHi mpemapatd MawTh TOMIpHY abo A00pYy €(EeKTUBHICTD.
BaxxnmBruM € TUTpYBaHHS JO3H Y 3B’SI3KYy 3 YaCTUMHU CKapraMu Ha CyXIiCThb y POTI

(Young et al., 2011).

Pexomenmanis
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Teparist moBUHHA 3A1MCHIOBATHUCS MPU HASBHOCTI CTPaXK/IaHHS IMalli€HTa, a
TaK0X 3 METOI0 NPO(DUTAKTUKY THEBMOHII.

Jlo Tepamnii cianopei MOKyTh 3aCTOCOBYBATUCH TaKi JIIKAPChKi 3aCO0U:

e [lipenzenin (50 Mr; 10 3 pasiB Ha 100Y)

e Impatpomnito Opomiz, cripeit At potoBoi nopoxkuuau 0,25%(mo 20
HaTHUCKaHb Ha J100Y)

e (CkomnosaMiH, TpaHCAEpMAIbHUN TIaCTUP (KOXH1 1-3 1H1)

® AMITpUNTWIIH (MMOYMHAOYM 3 HU3BKOT 103U (10—-25 Mr Ha Hiv), 3a
notpedu a03a Moxe 0yt 30uTbIIeHa 10 25—50 Mr g0 3 pasiB Ha 100Y)

e ArponinoBi kparuti 1% cyOminrBanbsHo,1—2 kparmii 10 3 pa3iB Ha JACHb.

® [HKOOOTYNOTOKCHH A: Hampukiaj, noyatkosa no3a 100 MO, po3noaineHa
MDXK MIHKHBOIIEICTHUMHU Ta TPUBYIITHUMU 3aj103aMH (BIIMOBIIHO 0 KITHIYHUX
MOKa3aHb) (MOKITUBA 1H'E€KILIS IMi]] yJITPa3BYKOBUM KOHTpoJieM). Y naiieHTiB 3 BAC
3actocoByBai 1o 50 MO Ha KOXHY NPUBYLIHY 35103y, o 25 MO Ha KOXHY
HiIHIDKHBOLIENCTHY 3403y MpPHU IIbOMY CYTTEBUX TMOOIUHHUX e(]eKTiB He
crnocrepiranocs (Paracka et al., 2019).

® 3aTBepIKEHOI0 ANbTEPHATUBOIO € (PaKIiOHOBAHE ONMPOMIHEHHS CIMHHUX
3an03 (7-8 I'p). MoxuuBi moOIYH1 €PeKTH ONMpPOMIHEHHS: epuTeMa, HyAOoTa Ta
CyXICTh Yy TOPJIi; OUTBIII CEJICKTUBHE OMPOMIHEHHS MOYKE 3MEHIITUTH MO0O14H1 epekTH
(Assouline et al., 2014). OnpomineHHs 3 103010 7 I'p Oys10 Moi0HO ePEeKTUBHUM 0
HU3bKOJ030BaHO1 Tepamii ab0 OOTYJIOTOKCHMHOM - A 1 TNPUBYIIHUX 3aJI03
(Weikamp et al., 2016).

Komenmap po6ouoi epynu: misxcnapoona Henamenmosana Ha36d JiKapcbKo2o
3acoby inkobomynromoxcun A ma abobomynomokcun A - 6OMyNiHIYHUN MOKCUH
muny A (Botulinum toxin),

Ha MOMeHm po3poOaeHHA YI€l KIIHIYHOI HACMAHO8U JIKAPCHKI 3acobu i3
MIHCHAPOOHUMU HENAMEeHMOBAHUMU HA3ZBAMU CKONOIAMIH Md - nipeuzenin 6
Vkpaini ne 3apeecmpoeani, amponin 3apeecmpo8anuti MilbKU y JIKAPCbKUX
Gopmax ouni kpanii ma po3uur 015 iH'eKyill.

4.3.7 JlapuHrocnazmu

JlapuHrocmasmMm — 1€ TOBTOPHI €MI30[IM PANTOBOTO MHUMOBIJIBHOTO
CKOpPOYEHHSI M SI31B TOPTaHI 3 TPAH3UTOPHUM 3MHUKAHHSM TOJIOCOBUX CKIIAJOK 1
PO3BUTKOM €Mi30/iB YTPYJHEHOTO JUXAHHS Ta BIMUYTTS 3aauIIKd. BoHu 3a3Buyaii
MPOSIBISIIOTECS IHCIIPATOPHUM CTPUIOPOM, TPUBAIOTH BiA KIIBKOX CEKYH[ M0
MaKCUMyM 2 XBHWJIMH Ta MOKYTh BUHHMKATH KUIbKa pa3iB Ha no0y. Jleski Hamaam
JAPUHTOCTIA3MY TAIlIEHTH CTIPUHMAIOTh SIK Taki, IO 3arpOKYIOTh KHUTTIO, MPOTE
Hapasi JeTATHHUX BUMAAKIB Y 3B’ 3Ky 3 II€I0 TUCHYHKIIIEIO TOJOCOBUX 3B’ 130K HE
OTIHCAHO.

[Tpu cunapomi Kennesal BoHu crioctepiratotbes y 10 50% marfieHTiB, TOA1 SIK
npu BAC X MOXHa BUSBUTH Yy MEHIIIOI YACTKH XBOPUX. MOKIMBUMHU TPUTEPAMU €
ractpoe3odareabHUil pe(IrOKC, eMOIIIiHI CTUMYJIH, CHUJIbHI 3allaxoBl ¥ CMaKoOBI
BiIUyTTs ab0 XoyoaHe noBiTps 1 auxanus (Gdynia et al., 2007).
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[lepBuHHa Tepamiss mojsrae B 1HGOPMYBAHHI MAILIEHTIB NP0 BIACYTHICTb
IIKO/IM, a TAKOX Yy CBIIOMOMY Ta PIBHOMIPHOMY JMXaHHI MiJa yac Hamaay. Y pasi
BUPAXEHOIO0  CTPaXJaHHS Ta 4YacTOr0 BHUHHUKHEHHS CJiJ  MNPOBOAUTH
MEJIMKAMEHTO3HY TEPAITiI0 32 TAKUM MOETAHUM aJITOPUTMOM:

e HeinBa3uBHAa MEAMKAMEHTO3HA Tepamis 13 3aCTOCYBaHHSAM I1HTIOITOpa
nporoHHoi nomnu (II1IT) abo MpoKIHETHKIB [JIsi CTUMYJIALIT BEPXHBOIO BIAJLTY
IUTYHKOBO-KHIIKOBOI'O TPAKTY, TAKMX K METOKJIONPaMIJ] Y4 €PUTPOMILIHH.

e |[HBAa3MBHO-MEAMKAMEHTO3HA OMIl 1H €KUIi OOTYJIOTOKCHHY a0o mix
koHTposieM EMI' depe3mikipHO y roJI0COBi 3B’SI3KM JOCBIAYEHUM Y 3aCTOCYBaHHI
OO0TYJIOTOKCMHY HEBPOJIOTOM, a00, SIK albTepHATHBA, JIIKAPEM-OTOJAPUHIOJIOTOM
opodapuHrealbHUM ILIIXOM Yy TOJOCOBI 3B’si3ku. OOWIBAa MIAXOAM MOXJIUBI B
amOynaropuux ymoBax (Faham et al., 2021).

Pexomenaanis

Y pa3l BUHUKHEHHS JIAPUHTOCIHA3MIiB TMEPIIOYEProBO CJIIiA  IMPOBECTH
iHGOpPMYBaHHS TPO IXHIO Oe3neyHicTh. Jlumie mpu BUpaKEeHOMY CTpak/aHHI
naiieHTa Moke OyTu mnpu3HadeHa Menukamis 13 3actocyBanHsMm [IIIT abGo
NPOKIHETHKIB, a Ha APYroMy eTami — I1HBa3MBHA Tepamis OOTYJIOTOKCHHOM Yy
rOJI0COBI 3B’ SI3KH.

4.3.8 IIpodinakTnka Tpomo603y

3amexHO Bim CTymeHs TsOKKOCTi mapesiB, BAC  cympoBOIXKYyeTbCs
IHAUBINYaTbHO YK€ PI3HUM PHU3UKOM PO3BHUTKY TNIMOOKOTO BEHO3HOT'O TPOMOO3Y
Ta BUMarae qudepeHIiioBaHOTO MiAX01y A0 HOro mpodiuIakTUKH, 3 ypaxyBaHHIM
nonatkoBux crnernudiyaux QakropiB pusuky. Ockuibku 1mono BAC He icHye
Benukux nociimkenb (Gladman et al., 2014), MoxkHa, 3 ypaxyBaHHSIM HEIIOJAaBHO
onoBneHoi HactaHoBU S1 «lIpodimaktuka TpomOoemOOmii TpH MONEPEUHOMY
napanidi», 3pO0OUTH BHCHOBKH CTOCOBHO TPYIM PHU3UKY, IO XapaKTEPHU3YETHCS
immoo6itizartiero (Weidner et al., 2020).

OkpiM 3aragbHUX 0a30BHX 3axXOJiB, TaKMX SIK JOCTaTHS TigpaTallis Ta
¢izioTepaneBTHYHA MOOLTI3AIIS 32 JOTIOMOTOI0 PYYHHX 1 allapaTHUX METO/IIB, CepPel
HEMEJIMKAMEHTO3HUX BapiaHTIB Tepamii JocTymHi (i3WMYHI 3aX0AH, 30Kpema
MenuyHi kommpeciiini nandoxu (MKC) ta meandni maH4oxu sl POQLUIAKTUKH
tpoM603y (MTIIC). Bonu € epextuBHUME y PO LIaKTUIII BEHOZHOTO TPOMOO3Y,
MPOTE y TMOPIBHSHHI 3 MEIUKAMEHTO3HHMM 3aCTOCYBAaHHSM T'eIapHUHIB MEHIII JTi€Bi 1
YacTO ACOLIIOIOTHCA 3 PHU3MKOM TMOJPA3HEHHS MIKIpU. Y TMAali€HTIB 13 TOCTPUM
MONIEPEYHUM TMapajliueM, NEPEeKOHJIWBI  JIOKa3u €(EKTUBHOCTI ITUX METO/IIB
BIJICYTHI, TOMY BOHU MOXXYTh PO3TJISIATUCS JIMIIE K albTEPHATUBHUN BapiaHT y
pa3i HasIBHOCTI MPOTHUIOKA3aHb 10 MeAnKaMeHTo3Hoi npodinaktuku (Encke et al.,
2015; Weidner et al., 2020).

Sk MeauKamMeHTO3Ha Tepamiss JOCTYMHI HHU3bKOMOJICKYJISIpHI TelmapuHu Yy
CTaHJapTHOMY TmpoduIakTUUHOMY pAo3yBaHH1 (Zee et al, 2017). 3aranpHa
pEeKOMeHaallls II0JI0 3aCTOCYBaHHS MEPOPAIbHUX aHTAroHictiB BiTaMmiHy K abo
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npenaparie 13 rpynu DOAK 11 mnamieHTiB 31 CHIHAJABHOIO MAaTOJIOTIEIO
IIOHalMEHIlle Hapa3l BIACYTHSA. BOHM MOXYTh 3aCTOCOBYBATHCS K I[EpBHHHA
npoduIakTHKa y Mekax 0Q-1eii0y BUKOPUCTAHHS MPU HAsIBHOCT1 MPOTUIIOKA3aHb J10
renapuHiB, a TAKOXK JTO3BOJICHI SIK JOBrOTpUBaJIa BTOPUHHA MpodUIaKTHKA JJIsl Xa-
iHri01TOpiB: Amikcaban (2x2,5 mr) ta Puapokcaban (1x10 Mr) y 3HIKEHOMY
JI03yBaHHI.

Pexomenganis

[amieHTH 3 BUPA)KEHOIO IMMOOLIBHICTIO MAaIOTh MiJBUILEHUN PU3UK PO3BUTKY
TpoMOO3y Ta, OKpiM 0a30BHX 3aX0JiB, TAKUX SIK Tifparallis Ta ¢izloTepaneBTUYHA
MOOLTI3allisl, TOBHHHI OTPUMYBAaTH  MEIUKAMEHTO3HY MpPOQUIAKTUKY 13
3aCTOCYBaHHSM  HU3BKOMOJICKYJISPHUX  TemapuWHiB. Y  pa3i  HasSBHOCTI
IPOTUIIOKa3aHb 3acTOCOBYIOThC DOAK mo3a 3apeecTpoBaHMMM NMOKa3aHHSAMH Y
3HIDKCHOMY JIO3YBaHHI.

4.3.9 JlikyBaHHA NOPYUIeHb KOBTAHHA Ta KaTa001i3My

XapuoBuii craryc mamieHTiB 3 BAC € He3anexxHUM (aKTOPOM PHU3HKY IS
BwkuBaHHs (Dupuis et al., 2011). IlopymenHs koBTaHHs Tpu OyarOapHOMY
noyatky BAC BHHHMKaIOTh paHO i 3aKOHOMIPHO, aJI¢ TAKOXK YacTO 3yCTPIYarOThCS 1
IpU CIIHAJBHOMY MOYATKy y nojaibinomMy nepediry. Ockiibku 8% He BiTUyBalOTh
HOPYIICHHS] KOBTaHHS, CHIOCKOMIYHE 10 ciikeHHs kopranHs (FEES) moxe Oytu
KOPUCHUM JIJIs ajianTaiii joroneanaHoi teparrii (Onesti et al., 2017).

Karabonizm 00yMOBJIeHHI HE JMIE MOPYIICHHSIMHU KOBTaHHS, aje TaKOX
MOXKe OyTH CHPUYMHEHUM IMIJIBUIICHOI POOOTOI JMXAaHHS TMPH pecripaTopHIiM
HEJI0OCTATHOCTI, 30UJIBIIICHOO MOTPEOO0 B KAJIOPISIX BHACIIIOK T1IIEPMETa00IIdHOTO
cTaHy 0OMIHY PEYOBHH, HEMOKJIMBICTIO BUKOPUCTAHHS BEPXHIX KIHIIIBOK, & TaKOX
adeKTUBHUMH pO3JaJaMU Ta BTPATO0 anetuTy. Ha el vac mpumymieHHs 1moao
MO3UTUBHOTO BIUIMBY BHCOKOKAJIOPIMHOI JI€TH Ha BW)KUBAHICTh Yy 3arajbHIii
nonyssamii  mamieHtiB 3 BAC migrBepautu He Branocs (Ludolph et al., 2020a).
BoaHodac mocT-X0oK aHami3 MoKa3aB IOJOBXKECHHS TPHUBAJIOCTI KUTTSA B IMIATPYII
NalieHTiB 31  IIBUAKAM  IPOTPECYBaHHSIM  3aXBOproBaHHs.  JlieTH4HE
KOHCYJIbTYBaHHSI TIPU BHCOKIM 4YacTOTI OOCTEXKEHb, HAMPUKIAJ, 332 JOTIOMOTOIO
3aCTOCYHKY, MOXK€ THMYAacOBO TO3WUTHUBHO BIUIMBATH HA Macy Tijia, MpOTe IaHi
MIJIOTHOTO JTOCHIKEHHS HE TIPOJEMOHCTPYBAJIH BIUTUBY HAa (QYHKI[IOHATHHUIN CTaH
gyu BkuBaHicTh (Wills et al., 2019).

Takox y IIMX MAaIli€EHTIB YacTO CIOCTEpiraeThcs aAerimparamis. ['octpa
HeJlocTaTHICTh BiTaminy Bl 3 po3Butkom ennedanonarii BepHike ommcana mpu
HejoctaTHbOMY XapuyBaHHi (Jesse et al., 2015). IlinBumenoi cMepTHOCTI micis
BcranoBieHHs [IEI" He cnoctepiranocs (Dorst et al., 2015; Fasano et al., 2017; Cui
etal., 2018).

Boanouac B onHOMY 3 JOCTiIKEHb OyJIO MPOJEMOHCTPOBAHO MEPEBAry 111010
BmwkuBaHocTl (Cui et al., 2018). IlinBumene HagxomkeHHs Kamopid uepes IIEI,
riMoBipHO, € goribHuM (Wills et al., 2014; Dorst et al., 2015).

st YHUKHEHHS YCKJIaTHCHB PEKOMEHIYETHCS OJTHOpa30Ba
aHTUOIOTUKOTEpaIlisi Ta MOBUIbHE 30UIbIICHHS KalopidHOCTI. PexomeHayerbcs
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paHHEe mpu3HayeHHs; nporte BcraHoBieHHA [IEI' Oe3neuyHe HaBiTh 32 yMOBH
3HmkeHol Qynkuii quxanus (Dorst et al., 2015). [Ipu XUTTEBIA €MHOCTI JIET€Hb

MeHiie 50% mpoBeIeHHs MPOLEAYypH MiJi MACKOBOK BEHTHWIISIIIEID € TOILIbHUM
(Czell et al., 2013).

Pexomenganis

[lokazanHs 10 Tepamii ICHYIOTh MPU HAaABHOCTI CTPa)KJaHb, 3HUKEHHI MacH
TL1a, JeriapaTanii, pu3uKy acniparii.

[TepenymoBamu € (cBoedacHe) iHGOPMYBaHHS MaIll€HTa/MAIIEHTKU Ta HOTo/1i
pPOJINYIB, a TAKOXK PEryJsipHa OLIHKA XapyOBOIro CTATYCYy.

Cnoyatky ciiJi NPOBECTH KOHCYJbTallll0 3 MHUTaHb XapuyyBaHHS Ta, 3a
HEOOX1IHOCT1, MPU3HAYUTH BHCOKOKAJIOPIHHY MUTHY 1KY, a TAKOX JIOTONEAUYHY
Teparnito; y pa3i nocusieHHs nucdarii abo moganspiioi Brpatu Macu tita —IIEI 13
JOTPUMAHHSIM  Mep IHTEPBEHUINHOT aHTUOIOTUKONPO(PUIAKTUKH, TOCTYIIOBOTO
HapOUIYBaHHS KaJOpIHHOCTI M, 3a MOTpeOH, Mep’IHTEPBEHLINHOI pecrmipaTopHOi
niATpUMKH. Bucoke KkayiopiiiHe HaBaHTaXEHHS OCOOJIMBO PEKOMEHIYETHCS MPH
IMIBUIKOMY MPOTPECyBaHH1 3aXBOPIOBAHHSI.

4.3.10 Au3aprpis

JluzapTpis € NPUUNHOI0 KOMYHIKaTUBHUX MTpobIieM y mamieHTiB 3 BAC.

Sk nmpaBuio, namieHTd 3 BAC myxe BASYHO CIPUHAMAIOTh MPOMO3UIIT 11010
MOKPAIIEHHS CBOiX KOMYHIKATUBHUX MOXKJIMBOCTEH, a CBO€YACHE BIPOBAIKEHHS
MiABUIIYE SKICTh JKUTTA SK TaIlieHTiB, Tak 1 gorisgadiB (Londral et al., 2015).
OxkpiM TIpOCTHX 1 CKIIATHUX 3ac001B KOMyHiKarllii (andaBiTHa TaOJIUIIS, 3aCTOCYHKHU
JUISl CHHTE3Y MOBH Ha TUTAHIIIETaX/MOOUTBHUX TelepoHaX, KOMYHIKATOpH, KEPOBaH1
pyxamm oued), iHmI Meroau, Hampukian Brain-Computer-Interface, wnapasi
3acTocoByBanmcs nuiie exkcriepuMmerTanbHO (KochFager et al., 2019). Toii dak, 110
BAC € MynIbTUCHUCTEMHOIO JereHepalli€lo, MpU MPOrpecyBaHHI 3aXBOPIOBAHHS
IPU3BOJIUTh JI0 YAaCOBUX OOMEXKEHb HABITh i1 HEBEPOAIBHHX MOKJIHUBOCTEH
KOMYHIKaItii.

PannmomizoBane gocmimkeHHs, Xoya ¥ TpuBaso Jmme 70  JHIB,
MIPOJIEMOHCTPYBAJIO TO3UTUBHUMN BIUIMB X1HIAMHY/IEKCTpoMeTOp(aHy Ha MOBJICHHSI
(Smith et al., 2017). exctpomeTopdaH Ta XiHITUH JOCTYIHI — HA OCHOB1 CKJIATHUX
pElEenTiB — y CIeMiali3oBaHUX anTekax 1 MOXKYTh OyTH YaCTHMHOIO CTaHAApTHOT
crnerianizoBanoi MmeauuHoi gomomoru (Meyer et al., 2020).

Pexomennamis

[TokazanHst mo Tepamii Hacammepea BUHHKAIOTh 32 HAasSBHOCTI BHUPAXKEHOTO
CTpaXK/IaHHS y MAIIEHTIB:

® JIOTOMNENYHA Tepamis (3 METOIO PaIlioOHaTbHOTO BUKOPUCTAHHS Ta
MIATPUMKH 3aJTUIIKOBUX PYHKIIIH);

e andaBitHa  TaOMUIsA,  3aCTOCYHKM  JIJIi  CHUHTE3Y MOBH  Ha
IUTAHINETaX/MOOUTEHUX TesiepoHax, KOMYHIKAaToOp (paHHE 3aCTOCYBAHHS).
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Komenmap pobouoi epynu: Kombinosanuii 1ikapcokuti 3acid, 00 CKiady K020
8X00Mb OeKCMpomMemop@han/Xinioun 8 Ykpaiui ne sapeccmposanuii. Okpemi 0itoui
pevosuHu MOoXdCyms Oymu OOCMYNHI HA GapmayesmuyHomy PUHKY, OOHAK iX
00HOUACHEe 3AaCMOCY8AHHA He pe2laMeHmo8ane [HCMPYKYIAMU Oai1 MeOUdyHO20
3acmocy8amHs, He MAae 3ameepONCeHUX 003Y8ANbHUX PEHCUMIG | He € eKBI8aNeHMOM
3apeecmposanoi Qikcosanoi komoinayii. ¥ 36’sa3Ky 3 yum poboua epyna 3a3Havdae,
Wo Oana mepanesmMudHa ONYis He Modce OYMmuU pPeKOMEeHO08aHA AK CMAHOApm
JIKYBAHHA ~mMaA MOdce pO32NsA0amucs Juuie 8 KOHMEKCMI MIJHCHAPOOHUX
pexkomeHoayil abo arbmepHamusHux nioxooié 00 KOpeKyii cumMnmomie i3
BUKOPUCTNAHHAM OOCMYNHUX JIKAPCLKUX 3ACO0I8.

4.3.11 [enpecis

[Mamientn 3 BAC MaroTh MiBUILIEHUN PU3UK PO3BUTKY JIEMPECii, 30Kpema Iiie
1o BcraHoBieHHs AiarHo3y BAC. Oco6iuBO y mepiiuii pik Micisi BCTAHOBJICHHS
niarHo3y ued pusuk 3HayHo 3pocrtae (Roos et al.,2016). Pusuk cyiumaiB Takox
BUIIMI TOPIBHSHO 13 3arajbHOI0 MOMYJAIIEI0, OCOOJMBO Ha paHHIX CTaaisgX
3axBoproBanHs (Silva-Moraes et al.,2020).

SIKiCH1 KOHTPOJILOBAH1 JAOCTIKEHHS 100 €PEeKTUBHOCTI (hapMaKOJIOTIYHUX
iHTepBeHIi y namieHTiB 3 BAC BincytHi (Gould et al., 2015; Gnanapragasam et al.,
2016). Hesenuki paHAOMI30BaHI KOHTPOJILOBAHI JOCIIDKCHHS 3aCBITUNIH
e(hEeKTUBHICTh MEIUTAIIIT Ta KOPOTKOCTPOKOBUX TCUXOJIOTIYHUX THTEPBEHIIIHN 11010
nenpecii y namiedTiB 3 BAC (Diaz et al., 2016; Pagnini et al., 2017).

Pexomenganis

Y pa3i HaABHOCTI KIIHIYHUX O3HAK JICIPECHUBHOTO pO3JIally TMOBUHHI
IIPOBOJIUTHCS JIIarHOCTHKA Ta Tepallis BiAMOBITHO 10 HalioHaabHUX peKOMEHIaIlii
3 yHinomspuoi aenpecii (Schneider et al.,, 2015). 3anexxHo Bi TIHKKOCTI
3aXBOPIOBAHHS  MOXYTh  3aCTOCOBYBAaTHCS  TICUXOTEpAalieBTUYHI  Ta/abo
dapmakosoriuni crparerii eparrii. [Ipu BuOopi aHTHACTIPECAHTIB CJIi/T BpaXOBYBaTH
CIIeKTp mMOOIYHMX e(QeKTiB, HacamIepe] II0A0 OCHOBHOTO 3aXBOPIOBAHHS.
AHTHUXOIHEPTIYHA Jisl TPUIUKIIYHUX aHTHJICTIPECAHTIB MOXEe OyTH BUKOpHCTAaHA
npu cianmopei. [lamienTu 3 TeHepani3oBaHUM OOJILOBUM CHHAPOMOM MOXKYTh
OTpUMATH KOPUCTh BiA Tepamii TPUIMKIIYHUMHU aHTUJCIpPEecaHTaMu abo
nyJoKceTHHOM. MipTa3arniH Mo)Ke OyTH JOIIJILHUM IS TTAIIEHTIB 13 MOPYIICHHSIMHU
3aCMHAHHS YW BTPATOK MacH Tila 3aBISKHA CENAaTHBHIA Jii Ta BIUIMBY Ha
30UTBIIICHHS Bary.

4.3.12 Emouiitna JadijibHiCTH

[linBuiena emorliiHa YyTIUBICTh («3BOPYIICHICTH») ab0 MaTONOTIYHHMA
CMIX/TUTad 4acTO CIPUIMAIOTHCS SIK TPUBOXKHI OLUTBbINE YjeHAMHU CIM'T, HDK caMuUM
marieHToM. ToMy TepmuM KpOKOM Mae OyTu iHQopMaTHBHE OOTOBOpPEHHS
MIJABUIIIEHOT €MOIIMHOT YyTIAUBOCTI, 1[0 YaCTO POOUTH MPUMOM JIIKIB HEOTPIOHUM.
byno mnokazaHo (piBeHb J0Ka3iB 4), 1[0 IHTIOITOPH 3BOPOTHOIO 3aXOIJICHHS
CEpOTOHIHY, TaKl SIK [UTanonpaM (mo3a nokaszanusamu/off-label) abo amitpuntiinin
(mo3a TMOKa3aHHSAMM), 3MEHIIYIOTh CHUMIOTOMHM 0pHU JIIKYBaHHI €MOLIMHOT
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nabuTbHOCTI (MOTOPHOI po3ralbMyBaHHs). BoHM TakoX yacTto mokaszaHi (Ipu
nenpecii abo X aHTUXOJIIHEPriyH1NA €EKTUBHOCTI MPU clasioped) 1, 3T1IHO 3 JaHUMH,
310paHuMu yepes miaTGopMy OXOpOHHU 310POB's, 4aCTO BUKOPUCTOBYIOThCA (Meyer
et al., 2020). EdekrtuBHicTh Oyna mnOpoaeMOHCTpOBaHa i KOMOIHawil
xiHiguny/nekctpameropdany (Brooks et al., 2004); omHak yacTtoTa MOOIYHUX
eexTiB Oyia BUCOKOIO.

Pexomenganis

Axmo mamieHT (a B OKpEeMHUX BUMAJKax 1 HOro poawdi) BiA4yBa€ 3HAUYHUM
JTUCTPEC, CI1JI BUKOPUCTOBYBATH IHTIOITOPU 3BOPOTHOTO 3aXOIJIEHHSI CEPOTOHIHY,
Taki sK nurajgonpam (mo3a mnokasanusmu/0ff-label) abo amitpunTunin (mosa
NMoKa3aHHsAMH), ab0 XIHIIMH Yy TO€JHAHHI 3 JeKkcTpameropdanom (1mo3a
MTOKAa3aHHSIMM).

4.3.13 Tepanis 00110

bine mpu BAC € HegocTaTHRO AilarHOCTOBAaHUM cUMIITOMOM. [Ipu mbomy O11b
OIMCYETHCS HE JINIIE B MepeOiry 3aXBOPIOBAHHS SIK BTOPUHHUH CHUMITTOM, aJI¢ TaKOX
MOJKE MPOSABJISATHUCS JI0 TIOSIBU MOTOPHUX TOPYIICHB, HAIPHUKIIAJ, Y BUTJISII CYJIOM,
oosro B uievax i crimai (Chio et al., 2017).

Knacudikaris 3apeectpoBaHoro 000 3a HOTO XapaKTepoM BaKIMBa IS
BiZIMOB1IHOT Tepamnii. MokHa kiacudikyBaTH HEUPONIATUUHHM, HOITUIISTITUBHUN Ta
M’S30BO-CKEJIETHUNH OUIb, a TakoX OuIb, TOB'SI3aHMN 13  CYIYTHIMH
3aXBOPIOBAHHAMH, TAaKUMH fK Jienpecis. ToMy OCHOBHUN KOMIOHEHT 0OJIt0 Ciij
BU3HAYUTH TMEpe]l IOYaTKOM Tepallii, a TOoTiM JiKyBaTH (HapMaKoJIOTIIYHO Ta
He(apMaKoIOriyHO BIAMOBIAHO JO0 pekomeHaamnii HiMmenmpkoro ToBapucTBa
MEIUIINHU OOJTIO.

Pexomenaanis

HasBHicTh 001110 Ta HOTO XapaKTEpUCTHUKA MMOBUHHI OYTH OIIHEHI Y IMAIliEHTIB
3 BAC.

Tepamis mpoBoauThcsi BinmoBimHO A0 KepiBHux mnpuniumnie HiMenpbkoro
TOBApUCTBA 3 BUBUCHHSA 0O0JII0. MEITMKAMEHTO3HA Ta HEMEINKAaMEHTO3HA.

4.3.14 M's130Bi cynomu/DacuukyJasauii

M's130B1 cynomu Ta GacHuKyIIsIii 4aCTO € THMYACOBOIO CKJIAJIOBOIO PAHHBO1
KIIIHIYHOT KapTHHH 3aXBOproBaHHSI. HeoOXimHICTh METUKaMEHTO3HOTO JIIKYBaHHS
BU3HAYAETHCA PIBHEM CTpakaaHHs (HaOmpukiag, OodovicTh abo  HIYHI
npoOyKeHHs). MarHiid Ta rifparaiis (y BHIaJKaX HEAOCTATHBOTO CIOKWBAaHHS
PIAMHN) MOXXYTh BUKOPHCTOBYBATHUCS OKPEMO, ajie JI0Ka3iB e(EeKTUBHOCTI HEMAE.
XiHiHY cynb(aT ePEeKTUBHUNA MPU «IAI0OMATUYHUX» M’ SI30BHX CyJIOMax, ajie Horo
3acTocyBaHHs 1e He BuBUanocs y nauieHTiB 3 BAC (El-Tawil et al., 2010). Xininy
cyJib(aT Npu «1A10NATUYHUX» M'SI30BUX CIla3Max € e(heKTUBHUM, OJIHAK Yy MAI[IEHTIB
3 BAC ne pocnimkyBascs (El-Tawil et al., 2010). HatomicTb, €heKTUBHICTh 1HIIOTO
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0JIoKaTopa HATPIEBUX KaHAIB, MEKCUJIETUHY, PU M’ s130BUX cyaomax npu BAC y
o031 2 x 150 mMr Oyna mpoJeMOHCTpOBaHAa Yy JABOX PaHIOMI30BaHUX KITHIYHUX
nociimxennasx (Weiss et al., 2016; Oskarsson et al., 2018). Bumi 1031 noB’s3aHi 3
Ooutbin yactTumu noOiunumu edexramu (Weiss et al.,, 2016). Panonazun, Takox
0JIOKaTOp HATPIEBUX KaHANIB, € albTEPHATHBOIO, A€ J0CI BUBYABCS JIMUIIE MPU
mioToHii (Lorusso et al., 2019).

dacuukymsii pIAKO € MNPUYMHOI BHPAXKEHOTo JuckoM@opty. BincyTHi
JOCIIIKEHHS, K1 O MATBEPIXKYBAIN €(DEKTUBHICTh Oy1b-s1K0i pedoBUHH. [lanienTn
MOBIIOMJISIFOTh TIPO 3MEHIIEHHs (aCUMKYIIANIA MPU 3aCTOCYBaHHI PUIIY30iy, a
TaKOX KaHAO1HOIIIB.

Pexomennanis

Qaciukymsmii Ta CyAOMM CJHIA  JIKyBaTH MarHieM, XIHIHCYIb(haTom,
MEKCHJIETUHOM, PaHO3aJiHOM; 3a BIJICYTHOCTI €(eKTy ajJbTEpPHATHBOIO MOXYThb
Oytu kaHaOiHOinu (AuB. Takox po3ai1 4.3.15 «CracTHUHICTBY).

4.3.15 CnacTu4HicTh

CnacTUyHICTh y TMAIIEHTIB, $KI TMEPEBAXHO CTPAXKAAIOTh BIJ ypaKeHHS
nepuoro (ersten) MOTOHEHpOHA, € TEPaneBTUYHOIO MPOOJIEMOI0, OCOOJIMBO Yy
NaIiEHTIB 3 TIEPBUHHUM JIaTEPAIBHUM  CKJIEPO30M. OxpiM  KOHTPAKTYP,
CHACTUYHICTh MPHU3BOJIUTH IO HIYHOTO M’SI30BO-CKEJIETHOro OO0JII0 Ta OOJIICHUX
M'SI30BHX CYIOM, OCOOJMBO B aJAyKTopax crerHa. bymo mokazaHo, 1o crpeit
nenbTa-9-rerparigpokanadinony ta kanHaoigiony (TT'K/KB/I: 50:50) 3menmrye sik
CIacTUYHICTh, Tak 1 601b0B1 cygomu (Riva et al., 2019). [lani, 3i06pani uepes
udpoBy miatrGopMy OXOpoHH 310poB's Bij maiieHTiB 3 BAC Ta cnacTUYHICTIO,
moKaszainu BHCOKY 3amoBojieHicTh JikyBaHHsAM TI'K/KB/[ (Meyer et al., 2019).
[TopiBHSIIBHI MOCTIIKEHHS 3 IHIIUMH AHTHCTIACTUYHUMHU 3ac00aMH, TaKUMH SIK
Tizanigua abo Jliopecan, BimcytHi. Y Bumaakax (GOKadbHOI CIIACTHYHOCTI Ta
PE3UCTEHTHOCTI J0 Teparrii Mo)kHa cripoOyBatu 6oTynorokcun A (Marvulli et al.,

2019).

Pexomennamis

VY Bumajkax 3HAYHUX CTPAXKTAHHS, 3aTPO3U BUHUKHEHHS KOHTPAKTYD 1
MOPYIICHHS TIri€HW MOKHA BUKOPHCTOBYBATH TaKi 3aX0JIH Ta JIIKAPCHKi 3aCO0U:

e ¢dizioTepanis,

e (dizioTepamiss 3 BHKOPHUCTAHHSM amapariB, 30KpeMa 3 BUKOPUCTAHHIM
JKyBaJbHOTO TPEHAXKEPA,

® AHTHCMACTHYHI MpenapaTH, 30kpema Jliopeca,

® jenbTa-9-TeTpariipokaHabiHOI Ta KaHA01A10J1 TPU OOTICHIN CTAaCTUYHOCTI
Ta CyJ0Max.

Komenmap pobouoi zpynu: na momenm po3pobieHHs OAHOI KAIHIYHOL
HACMAaHoBU JIIKapcovKi 3acobu y Gopmi cnpero, wo Micmumo KOMOIHAYIIO
A 9-mempaciopokanabinony (TI'K) ma kana6ioiony (KB/) 6 Vxpaini ne
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3apeecmposani. Jliopecan - ye mopeoa Ha36a JiKAPCbKO2O 3AC00Y 3 MINCHAPOOHOIO
HenameHmo8aHo HA36010 OAKILOQEH.

4.3.16 Tpusora

JlaHuX TpO TOIIMPEHICTh TPUBOXKHUX posnaniB npu BAC HemgocTaTHBO.
BogHouac HeBeNWKI JOCHIKEHHS CBIO4aTh, 110 TPUBOXHI pO3JIaaAd HE
TPaIUISIIOThCS 3HAYHO dYacTimie y maimieHTiB 13 BAC mopiBHSHO 3 BIANOBIIHUMHU
koHTposbHuMHU Tpyrnamu (Pagnini, 2013; Grabler et al., 2018).

BucokosikicHux KOHTPOJIbOBAHUX JTOCJTIJI>KCHb e(heKTUBHOCT1
dbapmakosioriuHux BTpy4dansb y naiieHTiB 3 BAC Opakye. HeBenuki panaomizoBaHi
KOHTPOJIBOBAaH1 JIOCHIIKEHHS TPOJEMOHCTPYBaIU €(PEKTUBHICTb MeuTallli Ta
KOPOTKOTPHUBAIUX MCUXOJIOTTYHUX BTPYUYaHb IPU TPUBOKHUX PO3JIaIaxX y MAI[IEHTIB
3 BAC (Diaz et al., 2016; Pagnini et al., 2017).

Pexomenmanis

3a HaAABHOCTI KIIHIYHMX O3HAaK TPUBOXKHOTO PO3JIAAY CIiJ TPOBOAUTH
JIarHOCTUKY Ta Tepamito BianoBigHo no0 HacranoBu AWMF «JlikyBaHHs
TpUBOXHKUX po3naaiB» (Bandelow et al.,, 2014). 3amexxHO BiJ TSHKKOCTI po3jaaay
MOXXYTh 3aCTOCOBYBATHCSl TICUXOTEpaneBTUYHI Ta/abo ¢apmakojoriuyHi cTparerii
JIKyBaHHS.. Y TOCTPUX BHIIQJIKaX MOXYTh 3aCTOCOBYBATHUCS KOPOTKOMAIIOY1
OeH3o0/1a3eninu (HapUKIiIal, JJIopa3enam; 3aCTepeKEHHs : TUXallbHa JIeTIpecis ), IpH
XpoHIUHMX po3nafgax BukopuctoByroThes CI33C, CI3H3 1 Tpunuxmivsi
antugenpecantd. CrenudiyHi acmeKTd TPUBOKHUX CTaHIB Yy KOHTEKCTI
TEPMIHAIBHOI TUXAIbHOI HEJJOCTATHOCTI PO3TISIAI0THCA Y 3a3HaueHii HactaHoBl.

4.3.17 3a0e3neyeHHsI JONOMI>KHUMH 3ac00amMu

3abe3reueHHs] CyYacHHUMH JOTOMDKHHMHM 3aco0aMH Ta aCHCTUBHUMU
TEXHOJIOTISIMA € Ba)KJIMBOIO CKJIQJIOBOIO HEBPOJIOTIYHOI'O JIIKYBaHHS MAIIEHTIB 3
BAC nns miarpuMku pyxoBHX (YHKIIIH, KOHTPOJIO OOTSIKIMBHX CHMIITOMIB 1
MIATPUMKH  COIIAIbHOI akTUBHOCTI. JlocTymHI BapiaHTH AOIVISIAY 3HAYHO
PO3IIMPUITUCS 3aBASIKA HOBUM TEXHOJIOTTYHUM PO3poOKaM. OUiKyETHCS TOIaBIITHIA
mporpec y 1ii ranysi (Hanpukmiana, y chepl JomoMDKHOT pOOOTOTEXHIKK). 3araiom,
CJIT 3aCTOCOBYBATH IPHUHIIUII MPOAKTUBHOI AomoMord. JlomoMixkHi 3aco0u CItij
PO3MOYMHATH 3aCTOCOBYBATH Ha PaHHIX €Tanax — 3 ypaxyBaHHSIM MPOrPEeCyr0uoro
nepebiry BAC Ta 3aTpuMoK y 3a0e3nedeHHi, 0COOJUBO MO0 CKIIAIHAX TEXHIYHUX
3aco0iB (Funke et al., 2018).

3abe3reueH s CKIIaJHUMH JOIIOMIKHUMU 3ac00aMu JOIUIBHO 31HCHIOBATH Y
Creliai3oBaHUX IIEHTpaX Ha 3acajgax CHUIbHOTO TMPUUHATTS pPIillleHb, IO
nependoavae nediuT-0piEHTOBAHUH, pPECYpCHO-OPIEHTOBAHUM Ta
IHIMBIAYaTI30BaHUM TIAXII J0 BU3HAYCHHS MOTpeOM B JIOMOMDKHHUX 3aco0ax
(Majmudar et al.,, 2014). OxpiM KomIeHcallii OOMEXKEHb >KUTTEIISIIBHOCTI,
MPU3HAYECHHS JOMOMDKHUX 3ac00iB Ma€ Tak0X BpPaxOBYBaTH 3MEHIIICHHS
HaBaHTa)XeHHA Ha (OpMaJIbHUX 1 HePOpMaNIbHUX OCIO, SIKI 3IMCHIOIOTH JOTJISA

(Hwang et al., 2014).
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3 oruisiiy Ha CKJIQJIHICTh 3a0€3MeUYeHHS JOTIOMI>XHUMU 3aC00aMHU, TOLLIBHUM €
3HAHHS iX OCHOBHHUX KaTeropiil 1 THHOBUX NpHUKiIaAiB. BonqHoyac KOHKpeTHHI BUOip
JOTIOMIPKHUX 32C001B 4aCTO MOXKJIMBHM JIMILIE MICIIS OLIIHKK YMOB X 3aCTOCYBaHHS
(HanmpuKJIaJ, pO3IMIKUPEHOTO XKUTIOBOTO CEPEIOBHUIIA) CIEIiai30BaHNM (PaxiBLEM 13
3abesrneueHHs. Jlo mporecy 3a0e3nedeHHs: TOMOMIKHUMHU 3ac00aMu, 3a1€KHO Bl
piBHSA crienianizaiii, clijJ 3aJly4aTd NpeACTaBHUKIB 1HIIMX Mpodeciii (Hanpukia,
¢axiBUIB 3 OPTONEAMYHOI TEXHIKM Ta (I3UYHUX TEPaneBTiB MpU MIA00pI
nepoHeanbHuX opTe3iB). Ha mnepmumit mornsa HagaumkoBe albo ayOiorode
3a0e3nedeHHs] Moke OyTH OOIPpYHTOBAHMM Yy pa3l BUKOPUCTAHHS JOMOMDKHUX
3ac00iB y pI3HHUX c(epax MOBCAKIACHHOTO KUTTS (HAMPUKIIAJ, MOEIHAHHS PI3HUX
CUCTEM MIJHOMHHUKIB a00 3aCTOCYBAHHSI CIELIaTi30BaHUX €NEKTPUUHUX BI3KIB JJIs
BUKOPHUCTAHHS B MPUMIIICHH] Y4 11032 HUM).

Tadauusa 2 PeseBaHTHi KaTeropii AJONMOMiKHMX 3ac00iB NpPH BeJAeHHI
nanieHTiB i3 BAC i3 npukiaagamu

Kareropii nonomixuux  [lpuknanu

3ac001B
HomnomixHi 3acobu ot @ Illuiitauii opTe3 nMpu HeCTaOUTBHOCTI TOJIOBU
MOOLTBHOCTI (Dropped-Head-Syndrom) (Baxter et al., 2016).

e [lepoHeanbHuii opTe3 MpHU Mape3i po3ruHaviB
CTOTIH; OpTe3 13 (piKcaIlie€r0 KOJITHHOTO CyTiio0a mpu
HEeCTaOLILHOCTI KOJIiHA (13 3aCTOCYBAHHSM JIETKHX
MaTepiaiiB, HarpuKIaa kapoony) (Mnatsakanian et
al., 2017).

o [lonermenuii/CKIaIHAI Bi30K MIPH TOYATKOBHUX
MOPYIICHHSIX X011 (OCHOBHA MeTa 3a0€3MeYeHHS:
MaCMBHE TPAHCTIOPTYBAHHS TMAIlI€HTA).

e EnexkTpuuHMii BI3OK 13 crielialbHUMH QYHKITISIMU,
30KpeMa 3 QYHKIISIMU TiIHOMY, JIS)KaHHS Ta CTOSHHS,
a TaKOXK CYMICHICTIO 3 JIOTIOMDKHHMH 3acO0aMu IS
KOMYHIKaIlii, yIpaBIiHHSI OTOYCHHSIM Ta aCUCTHBHOIO
pOOOTOTEXHIKOIO (OCHOBHA METa 3a0€3CUCHHS:
MOOUTBHICTB, aBTOHOMIS Ta yuacTh) (Ward et
al.,2010).

e EnexTpuuHuii Bi30K JJIT BAKOPUCTAHHS B
npumimeHas X («Indoor»-Bi3kn) 13 creriaTbHUMHU
byHKITIIMH, 30KpeMa 3 QYHKIISIMA MIAOMY, JTIeKAHHS
Ta CTOSTHHS (b 3a0€3MeYeHHs: TO3UI[IOHYBAaHHS Ta
3MEHIIEHHS CUMIITOMIB).

e PoOoTu3oBaHa pyka (111716 3a0€3MeUeHHS
KOMIIEHCAIlis BTPaTH MaHyaJlbHUX (DYHKIIIN).

e PoOot miist npuitomy ki (LI 3a0€3MEUECHHS:
30€epeKeHHs] aBTOHOMHOCTI TiJ] Yac NpuiomMy 1Ki).



3acobu 101oMOru npu
NepeMIILIEeHHI

JlormomixkH1 3ac00n ISt
Tepanii

JKutnosi Ta canitapHi
MPUMIIIEHHS

3aco0u KoMyHiKaIii

3aco0u quxaiabHOIL
MIITPUMKH
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e CucteMu MiANOMHHMKIB (TIITHOMHUK IS
MaII€HTIB, NIJJHOMHUK JUUIS CTOSTHHS, CXOJIOBI-
/cTeNnbOB1 MIANOMHI CUCTEMHU).

e (CXOJ0BUI MITHOMHUK.

e [lannycu.

® VYTpuMyBaJIbHI NPUCTPOI (MOPYHUHI, IITAHTH TOLIO).
e Opte3 s ¢ikcallii KUCTI TPU MOYaTKOBOMY
(opMyBaHHI KOHTPAKTYp; Y MOEIHAHH] 3 (13UYHOIO
Tepami€ero Ta, 3a NOTpedu, JTIKyBaHHIM
OO0TYJIOTOKCUHOM.

e TpeHaxep A pyXy PYK 1 HIT IpH nepudepuyHux
napesax i cmactTuyHocTi (MOOLTI3aIis KiHIlIBOK,
pEryIsIis M'I30BOT0 TOHYCY, IEPBUHHA 1 BTOPUHHA
npodilakKTUKa KOHTPAKTyp, apTpo3iB Ta JiMPeaemu,
CHPUSIHHS PYXJIUBOCTI CYTJIO01B).

e TepaneBTUYHUI MPUCTPIN AT MATPUMKH
CK30IICPUCTAIBTHKHN y BUMAJKaX 3aI0PiB.

e JIibkko miis norisay abo BKJIQJIHHKA KapKac IS
JixKa (3a moTpedu 3 GyHKIIE MIIHOMY).

e JlonmoMixkH1 3acO0M JJIs O3HITIFOBAaHHS
(HampuKIIa, TPOTUIIPOJIC)KHEB] a00 TTO3UITIOHYBATBHI
MOJYIIKH, TPAHCTIOPTHI MPOCTUPAIIA).

o [linBuIieHe CUIIHHS JJISI TYaJeTy.

e Jlymi-yHira3 (yHiTa3 3 QyHKIIIE€O qyIIY).

e J[ymioBuii CTLICIH 13 PETYIHOBAHUM HAXUIIOM
CHUJIIHHS.

o [liniiOMHUK 11 BAaHHU.

e [IpocTi 3acobu KOMyHIKaIlii, Taki sIK IJIAHIITCTHUH
1K 13 roiocoBuM BBEICHHSIM MpHU auU3apTpii abo
NOPYIICHH] MaHyanbHO1 QYHKITIT MUChMA.

e KomrmiekcHi 3acobu KOMyHIKarlii, HAMPUKIaI, 3
KEpYBaHHIM T'OJIOBOIO, MIOOPIIAAM Ta OUMMa JJIs
KoMmyHikaiii, kepyBanns 1K i qomoMi>xHUMH
3aco0aMu, a TaKOXK JJIsl YIIPaBIiHHS OTOYCHHSM.

e CucTeMH MepCOHATBHOTO BUKIIUKY.

® ACHCTEHT KaluIo (MEXaHIYHUI
iHCyhasTop/ekcydusiTop)

e Armapaty i1 HCIHBa3UBHOI BEHTHIIAIIT JIETEHb..

e Armapatu i iHBa3UBHOI BEHTHIIAIT JIETEHb,
BKJTFOYHO 13 3a0€3MEYCHHSIM PE3EPBHUMU
PUCTPOSIMHU.

e AcmipalliiiHi MPUCTPOI.
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Pexomennanis

3a0e3nedeHHs] JONMOMDKHUMH 3ac00aMU € KIIOYOBUM ACIEKTOM JIIKYBaHHS
oci0 13 BAC. 3abe3neueHHs Mae 3IIMCHIOBATHCS 3aBYaCHO, IEPEBAXKHO Y
CHeniani30BaHuX IEHTpax 1 JOCBIAYEHHMHM MEIMYHUMHU MpaliBHUKaMH, 1100
YHUKHYTH HEHAJIC)KHUX YU 3alI3HUTUX 3MIH Y JOTJISAIL

4.3.18 IlcuxoconianbHa MiATPUMKA

[lcuxocormianpHy MIATPUMKY SK 3aci0 JOMOMOTHM B CamMOJONOMO31 ClIijl
MPOTMOHYBAaTH SIK TAallleHTaM, TaK 1 pojauyamM, sKl 3IHCHIOIOTH JOTJISI.
[IpodinakTnyHOO METOI0 Mae OyTH MIATPUMKAa MAKCHUMAaJIbHO HE3aJIEKHOIO Ta
CaMOCTIMHOI0 CIOCO0Y KHUTTSI, a TAKOXK MOKPAILIEHHS a00 MIATPUMKA SIKOCT1 )KUTTSL.

[ndopmartirto Tpo Trpynu CcamMoJONOMOTHM abO0 MAaIliEHTChKI oOpraHizaii
(manpuknan, rpynu —camojonomoru  HiMempkoro ToBapuCTBa M SI30BHUX
3aXBOPIOBaHb, a TAaKOX IHIII OpraHi3alii camMoJO0NOMOrd) 3a3BUYail HAAAIOTh Y
CHeIiali30BaHUX YCTaHOBax, Takux fAK acouiioBani BAC-nientpu Himenskoi
Mepexi i3 3axBoproBaHb MoToHelpoHiB (MND-Net).

OcoOmmBoi Barm HalOyBae MiATPUMKA POJMUYIB, OCKUIBKM BHACHIIOK
MPOTPECYIOYOTO 3POCTAHHS HABAaHTAXXEHHs, TIOB’SI3aHOTO 3 JIOTJISIOM 34
nali€HTamMy, BOHHM BITYyBalOTh JAeAall OUTbIIui (Pi3UUHMUIA 1 eMOIIHHUN TATap
(Burke et al., 2015; deWit et al., 2018). Bognoyac, mijgBuilieHe HaBaHTaKCHHS Ha
POJIUYIB, ACOIUIOETHCS 3 IOAATKOBUM, CYTTEBUM 3HMKCHHSIM SIKOCT1 KHUTTS CAMHX
narfientiB (deWit et al., 2018).

5 KoopauHnaiisi BeieHHSI NALIEHTIB

5.1 AmOyJaTopHe BeeHHS

JliarHOCTHKa TOBMHHA IPOBOJMTHUCS IEPEBAXXHO CTallioHaApHO abo — 3a
HAsBHOCTI KaJpOBHUX Ta alapaTHUX pecypciB — TakoX amOymnatopHo. s
OTPUMAaHHS JAPYToi TyMKH, BU3HAUEHHS MPOTHO3Y, TUIAHYBAHHS Teparii, a TaKOX
JUIS. THATPUMKH TPUUHATTS PIMICHb IOJ0 JIKYBaHHS Ta KOOPJWHAINI JOTJISAIY
HEOOXITHO 3/ilicHIOBaTH amOyinaTopHe abo cTalliloHapHE JIIKyBaHHSA y
crienianizoBanomMy 1eHTpi BAC.

Bapiantu mornsny Ta JiKyBaHHS IOBUHHI OyTH pO3TJISHYTI HA paHHIN CTaii,
aJanToBaHl J0 TepeOiry 3axBOPIOBaHHS, Ta IOBHHHI BKIIOYATH 3aXOJU IS
MIPOJIOBKEHHS JKUTTSA, KOHTPOJIO MaTiaTUBHUX CHMITOMIB Ta OOMEKEHHS Teparnii.
[HaMBiTyanbHI MUTI JIKYBaHHS MOXXYTh OyTH BH3HAUYCHI Ta 3aJJOKYMCHTOBAHI ITiJ
4ac mpoliecy NPUUHAITTS pilieHb (MONepeaHe PO3MOPSAIKEHHS, I0BIPEHICTB).

Sxmo 3arambHOi aMOyJaTOpHOI MaTiaTUBHOI JOIMIOMOTH HEIOCTaTHBO, IS
MOJICTIICHHS JOTJISIAYy BAOMa MOXXHA JOJAaTH CHEIliai3oBaHy amOynaTopHY
najgiaTUBHY JOMOMOTY (paxiBmsIMH 3 JOCBIIOM pPOOOTH 3 KOHKPETHUMH
3aXBOPIOBAHHSIMH.

5.2 CrauioHapHe JiKyBaHHA
VY Bunagkax ckjaagHuUX a00 HeOe3MeYHUX ISl KUTTS CHUMITOMIB IMOKa3aHO
CTalllOHApHE JIIKYBAHHA 3 METOIO OLIIHKU CTaHy 3aJIiSTHUX MOTOPHHUX 1 HEMOTOPHHUX
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CUCTEM Ta TMOCWUJICHHS KOHTPOJIO CHUMIITOMIB. Y BHIAJKax TIMOBEHTHIISAIIT Ta
MOKa3aHb 1O HEIHBA3WBHOI BEHTWJISILIMHOI Tepamnii a00 BCTAHOBJIEHHS TPaXeOCTOMHU
3 MOAAJIBLIOK IITYYHOI BEHTUJISLIEIO JIET€Hb PEKOMEHIYEThCS CTallloHapHE
JIKyBaHHS y JIIKapHI1, SIKa Ma€ JIOCB1JI IHIIIFOBaHHS JOMAITHLOT IITYYHOT BEHTUIIAII1
nerenb. Takoxx mpu BcranoBieHH1 IIEI' moka3ane cramionapHe jikyBaHHA. s
NaJTlaTUBHOTO KOHTPOJIIO CUMIOTOMIB, pepakTepHUX 10 Tepamii, CliJl pO3rAsSHYTH
MO>KJIMBICTh CTallIOHAPHOTO JIIKYBaHHS Yy BIJJUICHHI MaliaTUBHOI JOMOMOTH (3
HEBPOJIOT1YHOIO MIITPUMKOIO) a00 B XOCHICI.

6 OcobaunBocTi
TsKKICTh 3aXBOPIOBAHHS, SIK MPABUIIO, OOIPYHTOBYE HEOOXITHICTh OTPUMAHHS

APYroi JyMKHU.

7/ CninHaJIbHA M’s130Ba aTpoQist

5¢-acomiiioBara CMA — 116 ayTOCOMHO-PEIIECHBHA CIAJKOBa JEeTeHepallis
anb(ha-MOTOHEHPOHIB CIIMHHOTO MO3KYy 3 dacToror mnpubiauszHo 1:7000 cepen
HOBOHapo/KeHnx y Himewumni Tta 1:10000 y cBiTi, 3 4acTOTOK HOCIICTBA
rerepo3urot 1:40—1:50 (Groen et al., 2018; Wirth et al., 2020). ITpubnuzuo y 94%
BUIIAJIKIB CIIOCTEPITa€ThCS TOMO3UTOTHA Jiefiellis 7 Ta 8 ek30H1B a0o juie 7 eK30Ha
reHa SurvivalMotorNeuronl(SMN1) na xpomocomi 5q13.2. Tlpubnuzno y 4%
naiieHTiB 3 5¢q-CMA crmocTepiraerbCss KOMIAyHA-TETEPO3UTOTHICTh. CTYIIIHB
TsoKkkocTi CMA 3arajioM Kopemtoe 3 KiTbKicTio komid SMN2 romMoJioriyHoro resa
(Wirth et al., 2020). [Namieatn 3 CMA 3a3Bu4aii He MaioTh reny SMN1 i MaroTh Bij
1 mo 6 xomiit SMN2 Ha renoM (Groen et al., 2018). I'en SMN1 npoykye BUKITFOUHO
npaBwiibHy PHK 1 6110k, ToA1 sik ren SMN2 nepeBa)xxHO MPOAYKYE HEMPABUIHLHO
crutaiicobany PHK 1 nedynkmionansuuii 6inok. bimok SMN 3amydenuit 10
ITUPOKOTO CIIEKTpa KIITHHHHUX IpolieciB (6iorene3 ta cruaicuar PHK, tparcisiis,
TPAHCKPHIMILis, aronTo3, eHaouuTo3 Tomo) (Groen et al., 2018; Wirth et al., 2020).
Tomy npu Tsxkux popmax CMA 0 Ta CMA 1 crioctepira€tbCsi MyJIbTUCUCTEMHE
ypakeHHs1 (TOJIOBHHH MO30K, JICT€HI, KHIICYHHK, CEpIle, CEele3IHKa Ta KICTKH)
(Hamilton&Gillingwater, 2013).

KrniniyHo XapakTepu3yeThbcsl TMOENHAHHSIM M'A30BOi TIiMOTOHII Ta aTpodii
MPOKCUMAIbHUX Ta aKCialbHUX  M'A31B  Ta30BOro Mosicy. BinmoBimHo [0
MaKCHUMAaJIbHO PO3BUHYTUX MOTOPHUX Q) YHKIIH (HIKOIM HE CUAUIN, CUISTh, XOJSITh)
1 moYaTKy 3axBoproBaHHs, maimieHTd 3 CMA cnouatky Oynu kiacudikoBaHi Ha 5
tunis (0,1,2,3 14) (Wirth et al., 2020). 3acTocyBarnsi reHHO-MOAU]iKyI0UO0T TEeparmii
MPU3BEIIO 10 3MiHM Kiacudikallii, Ha JaHWUN Yac MaIieHTH TOAUISIOThCs Ha Non-
Sitter,Sitter 1 Walker (Ti mo He CHIATh, Ti IO CUAATH, Ti Mo Xoai1Th) (Groen et al.,
2018; Wirth et al., 2020).

JIist oTpuMaHHS T0JaTKOBO1 1H(GOpMAIIiT MO0 MAaTOTeHe3y Ta MOJICKYISPHOT
JIarHOCTUKU peKOMeHyeThes 3BepHyTHCS 10 KepiBHux npuniunie AWMF 3 CMA
(Kens6ens, Mromnep-Pensbdep, 2021).

Tepanis
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Pexomenanii mono cTaHaapTy BeJICHHs OMyOIIKOBaH1 JJIsl IITEH Ta JOPOCIUX
(Finkel et al., 2018; Mercuri et al., 2018Db).

Komenmap pooouoi epynu: na momenm pozpoonennus KH 6 Yrkpaini yunnum €
Cmanoapm meduunoi donomoau «/liacnocmuxa ma jiky8aHHs. CHIHANbHOL M 930801

ampoiiy, 3ameepoxcenuti Hakazom Minicmepcmea oxoponu 300po8s’si Ykpainu 6io
16 keimus 2025 poky Ne 648.

®dizioTrepamisi Ta 3a0e3ne4YeHHS 32C00aMH JOIOMOTH
3aCcTOCOBYIOTHCS TaKi K OCHOBHI MPUHIIMIIH, sK 1 a1 Tepanii BAC.

JIikyBaHHSI CKO/1i03y Ta KOHTPAKTYP

Ckoutio3 1 TopakayibHUM Ki)03 BUHMKAIOTh Maike y Bcix maiieHTiB 3 CMA.
[TokazaHHS 0 HOCIHHS KOpceTa YW XipypridHOi KOpEKIli MarTh BHU3HAYATHCS
iHAuBIAyanbHO. HoCiHHA KOopceTa MOoXke YIOBUTBHUTH PO3BUTOK CKOII03Y, IPOTE HE
3ano6irae oro BunukHeHHio (Hull et al., 2012). Onniero 3 111eif BUKOPUCTAHHS
KOpCeTa € TOJIMIICHHS TO3WIIOHYBaHHS 1 BIAMOBIAHO TMOKpamIeHHS (QyHKIIT
xpeOTa. Y J0pociauX MaIi€HTIB 13 BUPAXEHUM CKOJIIO30M CHOHJMIIOJNE3, SK
NPAaBWIIO, BXKE HE MOKa3aHUH.

KoHTpakTtypu BenMKux cyrioOiB CiiJl JIIKyBaTH KOHCEPBATHUBHO, KO 1€
MoxuHBO ((izioTeparris). Xipypridde BTPYYaHHS CIiJ pO3TJSAIaTH Yy BHUIAIKaX
CWIbHOTO 0010, (MOB'SI3aHUX 3 KOHTPAKTYypOl0) (PYHKI[IOHAIBHHUX MOPYLIEHb Ta
0OMe3KeHb, MOB'I3aHUX 3 MOTPeOAMHU JIOTIIATY.

DyHKIis JIeTeHb

[Ticms mepexoay Ha IITY4HY BEHTHISIIIO JIETEHh YacTO HEOOXIMHI SK
HEIHBa3WBHI, TaK 1 IHBa3MBH1 METOIU BEHTHJISAILIII.

HeoOximHO OIIHUTH KJIiHIYHI O3HAKW HIYHOI TIMOBEHTWIIAIIT (paHKOBHi
TOJIOBHUM OiTb, ICHHA BTOMA, JUCTUMIsl, 3HUKEHHS alleTUTY Ta TOJEPAHTHOCTI JI0
GI3MYHOr0  HABAaHTAXKCHHS, TOCWICHHS pecHipaTopHuUX 1H(QEKIH, HivyHA
MITJIMBICTE). 30UIBIICHHS TUXAIbHOI POOOTH MOXE CIPUSITH PO3BUTKY TUCTPO(Ii.
Crnig perynsipHO BUMIPIOBATH CHIPOMETPII0 3 (hOPCOBAHOIO KUTTEBOID €MHICTIO
nerenb (OIKEJT) y monoKeHHSIX CHISUY Ta JIe)KAaYH HA CTIMHI, MIHIMATbHUHN IMITYJTBC
(MIII), makcumansauii excriparopHuii notik (MEII) Ta mikoBu#i excnipatopHuit
notik (I1EIT). PekoMeHnyeThCS MPOBOMUTH TMOTICOMHOTpadidyHe OOCTEHKEHHS 3
HIYHOIO KalTHOMETPIEI0 pa3 Ha PiK.

Moske OyTH TTOKa3aHO BUKOPUCTAHHA BiakanurroBada. Ciif 3aI0KyMEHTyBaTH

nereHeBi iHdekii Ta 3actocyBanns antuOioTukiB (Hull et al., 2012; Finkel et al.,
2018; Mercuri et al., 2018Db).

lkanu a9 OUiHKYU nepediry 3aXBOPIOBaHHA Ta MOHITOPUHIY Tepamii —
peecTp namieHTiB

Cupnsunii: JImg  OWIHKM  MOTOPMKM  BEPXHIX  KIHI[IBOK  JOIILJIBHO
BUKOpUCcTOBYBaTH Taki 1mkanu: Revised Upper Limb Module (RULM), Expanded
Hammersmith Functional Motor Scale for SMA (HFMSE) ta MFM-32 (Glanzman
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etal., 2011; Vuillerot et al., 2013; Mazzone et al., 2017).

[Mamientn 3 CMA, siki 34aTHI XOJUTH, 4acTO 3/00yBalOTh BUCOKHUX, 1HOII
MaKCUMaJIbHUX OajliB y HIKajgax MOTOpHOI QyHkii. OuiHKa 374aTHOCTI JO X0Ab0W,
CTOSIHHSI 200 JAUCTaHIli X0ApOM € Haa3BUUYaiiHO BaxianBoio (DunawayYoung et al.,
2016). Oxkpim 6-xBuiamHHOrO Tecty xoau (6MWT), BamigHuM I1HCTPYMEHTOM
Bu3HaHO TecT Timed-,,Up and-Go* (TUG) (Dunaway et al., 2014). [Ipu cyrreBomMy
MOPYIIEHH] 3/1aTHOCTI 10 XOJbOM SIK allbTepHAaTHUBAa O-XBUJIMHHOMY TECTY XOIU
BUKOPUCTOBYETHCS 10-METpOBHII TECT XOIH.

MoTOpH1 MIKaau CJiJ OILIHIOBaTH MIOHaWMeHue | pa3 Ha pik, Mmig yac
MEJIMKaMEHTO3HOI Tepamii — KOXHI 6 MICSIiB, a Mall€HTH, SKI OTPUMYIOTh
TEparito, MatoTh OYTH BKJIIOYEHI JI0 IOBIYHOTO MAIIEHTCHKOT0 peecTpy. BaninyBani
«patient-reported outcomes» MOXYTb JOJATKOBO BUKOPUCTOBYBATHCS MOPSA 13
KJIIHIYHUMH [IKaJIaMH, 3aCTOCOBAaHUMHU y MeauuyHuX 3akianax (Osmanovic et al.,

2021).

MeaukamMeHTO3Ha Teparis

I. AaTucencosi onironykieornan — Hycinepcen

3 uepBHs 2017 poky 1 Teparmis J103BoJieHa 0€3 0OMEXEeHb 00 MOYaTKy
3aXBOPIOBAHHS, BIKY, CTYINEHS TsDKKOCTI 4 MOTOpHOI (yHkuii. Jlana Ttepamis
Osokye iHTpoHHUHU splicesilencer B iHTpoHi 7SMN2-pre -mRNA, mo crpuse
MiBUIIEHOMY BKJIIOUYCeHHIO ek30Ha 7 Y SMN2-mRNA Ta 30UIbIIeHHIO TMPOIYKIIiT
oiika SMN. BBeneHHS 3IIMCHIOETBCS IIUISIXOM ITOBTOPHUX 1HTpaTEKaJIbHHUX
1H’ €K111¥ (YOTUPH HACHUYBAJIbHI 03U MPOTATOM MEPIIUX JABOX MICSIIIB, MICJISI YOTO
— 3 IHTEPBAJIOM Y YOTUPHU MICHII1).

[HTpaTeKanbHe BBEICHHS CIIJ 3AIMCHIOBATH Y HEHUPOM'SI30BOMY IHEHTpi 3i
criemiasizaIliero B JikyBaHH1 namieHTiB 3 CMA:

1. nns 3abesnedeHHs O€3MEYHOTO JIIKYBAaHHS IAIIEHTIB 13 PECHIpaTOPHOIO
HEJIOCTATHICTIO.

2. Jlikapi MOBUHHI MaTH JTOCBIiJ MPOBEICHHS JIOMOAIBHOI MyHKIIII HaBITh y
HAII€HTIB 13 CKOJIIOTHYHUMU JedOopMallisiMu.

e JloBropHe iHTpaTrekanbHe BBelAeHHs HyciHepceHy MOXe CTaHOBUTH
TEXHIUHY cCKIaaHicTh (Stolte et al., ,2018).

e (CucremMHa aHanrocefalis JOpocaMM  He  moTpibHa.  Micuea
iHUTBTpalliiiHa aHecTe3is B 3aIUIAHOBAHIM TOYIl MYHKII MOXE PO3TIIAIATUCA Y
BUHATKOBUX BUTIAIKAX.

e Kowmm’torepra tomorpadis (KT) mms mmanyBanHs Ta/ab0 BUKOHAHHS
JOMOQIBHOT MYHKIIII MOTpiOHA JIMINE TAaIli€eHTaM 31 CKJIIQJJHUMH aHAaTOMIYHHMH
yMOBaMU (CTIOHIUIIO/E3, BUPAKEHUN CKOJI103).

e MarnitHo-pe3onancHa Tomorpadis (MPT) y Oaratbox marmieHTiB
HEMOJKJIMBA Yepe3 IMIUIAHTOBAHI METAIH. Y BHHITKOBUX BHUIMAIKaX aTbTEPHATHBOIO
MOXYTh OyTH TEXHIKH aIlIiKallli, HAMPUKJIaJ 13 BAKOPUCTaHHAM MOpT-cucteM (off-
label) (Strauss et al., 2018; Hagenacker et al., 2019).

e KonTponboBaH1 KIIHIYHI JOCTKEHHS 3a y4acTIO HEMOBJAT 1 JITeH
MOKAa3aJIu MOKPAaIEHHs] MOTOPHOI (DYHKIIIT; €(DEeKTUBHICTh, BIAMOBIIHO JO HAABHUX
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JaHUX, 3HAYHOI0 MIPOI0 3aJE€KHUTh BIJ Yacy IOYaTKy JIKyBaHHS Ta CTajii
saxBoproBanHs (Finkel et al., 2017; Mercuri et al., 201 8a).

e BikoBiMOBIJHUN MOTOPHUN PO3BUTOK, Y HAWKpaIIOMy pa3i, MOKIMBUN
JUIIE 32 YMOBM MOYATKy Tepamii y npecumnromatuuauii nepiox (DeVivo et al.,
2019).

e JlokazoBa 0a3za 1100 JOBrOTPHUBAIOI Tepamii JAOPOCIMX Hapasl Ie
obmexxena (Walter et al., 2019; Hagenacker et al., 2020). 3Hauymioro nosirniieHHs
MOTOpHOi  (QyHKIIT Ta  crabumzamii  mepebiry  3axBOprOBaHHS  OyJo
MPOJEMOHCTPOBAHO Y MOHO- Ta MYJIbTHUIIEHTPOBUX CIOCTEPEKHUX JTOCIIIKEHHSX.

e KuiniuHo 3Hauyimie nokpauieHHs nokaznuka HFMSE (3poctanns na >3
Oanu) micns 14 micsauiB dikyBaHHa Oyno 3adikcoBaHo y 40% mairieHTiB, Mo0O14HI
edeKTH nepeBakHO OyJIM MOB’sA3aH1 3 MyHKLIEI, CEPHO3HUX MOOIYHUX €(EKTIB HE
cnocrepiranocs (Walter et al., 2019; Hagenacker et al., 2020). Bix narjieHra npu
NOYaTKy TEparii He € peJIeBaHTHUM MTPOTHOCTHYHUM (DaKTOPOM.

II. 'eno3amicHa Teparnis SMN1 — oHaceMHOreH-abemnapBoBeK

[Ticns 3aTBepmkenHs y uepBHI 2020 poxy B €Bporl reHO3aMICHOT Tepamii
OHACEMHOTeH-a0e-TIapBOBEK JIJIsl MAIIEHTIB 13 KIIHIYHO MIATBEPKEHOI0 MYTAIlI€I0
rena SMN1 Ta kimiHivHEM AiarHo3oM CMA 1 (He3alieskHO BiJ KUTbKOCTI KOITii TeHa
SMN2 a6o y mamienTiB 3 CMA 3 myraniero resa SMN1 13 1o 3 komiit SMN2) 1ie
BTpYYaHHSI MOK€ MPOBOAUTHUCS HezanexkHo Bif Ty CMA. OOMexeHHs 32 BIKOM
Ta/ad0 Macow TiUIa Hapa3l HE BCTaHOBJEHO. JlaHi MI0JAO0 JIOBrOTPHBAJIOI
edexkTuBHOCTI Ta Oe3meku € Bkpai oOmexeHumu; Ilamientn 13 CMA-1 13
peectpaiiitHoro  pochimkeHHs — (n=13) y  5-piuHOMYy  CIIOCTEpEKEHHI
IPOJICMOHCTPYBaJIM  cTabumizamiio abo TMojanbllle IOKPAIICHHS 3a 3arajoM
crpusATIuBOro mnpodiumo Oe3neku; 3adikcoBaHi cepio3HI MOOIUHI edekTH
CTOCYBAJIHCS TEPEBAKHO NUXATBHUX MO1H; PO UIh OE3MEeKH 3arajioM OILIHEHO SIK
cupustiuBuii  (Mendell et al., 2021). Jus ocTtaro4noi OIiHKH, OE3yMOBHO,
HEOOXITH1 TI0JaTKOB1 AaH1 peanbHOT KJIIHIYHOT MPAKTHKH Y OUTBIITNX KOTOPT.

e V npodeciiiniii inpopmariii moao OncemHoreH-Ao6ellapBoBexy MICTUTHCA
MOTIEPE/IKEHHS PO BIIICYTHICTH JTAHUX MO0 BEPXHBOT MEXi BIKYy (>2 pokKiB) Ta
Macu Tina (>13,5 kr).

e (OnacemMHOTeH-a0enapBOBeK €(PEKTUBHHUI JuIIe y oci0, HEraTUBHHX 3a
AAV9, ab6o npu xouueHrtpaiii antutin <1:50. Buznauenns antutin 1o AAV9 e
000B’SI3KOBUM TIEPE]T MOYATKOM TEpaItii.

e Bgeenenns: TosapuctBo Heiwponemiatpii (GNP) 3a yuactio MenuuHo-
HAyKOBOT KOHCYJIBTaTUBHOI paau HiMenpKkoro ToBapucTBa M’SI30BUX XBOPHUX
(DGM)e.V. onybmikyBano pekoMmeHaarii go aiit (Ziegler et al.,2020).

e 3actocyBaHHs TeHHOI 3amicHOi Tepamii CMA wMae TpOBOAUTHCS Y
CHEIiaTi30BaHUX JIIKYBaJbHUX IIEH-TpaX Ta 3a CYBOPUX BHUMOT OE3MEKH IS
KOPEKTHOTO TMPOBEJEHHS 3 PETEIbHUM OOJIKOM 1 JOKYMEHTYBAHHSIM MOOIYHUX
e(heKxTiB, a Takoxk (ikcalliero nepediry 3aXBOPIOBaHHS.

1. RG7916—Pi3anmiam
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RG7916 € «SMAIl molecule», cucteMHO aKTUBHUM MEPOpPaIbLHUM CIUIAC-
EHXAaHCEPOM, SKUU NUIAXOM MOAYJsALii craicuary SMN2 migBuIlye eKCIpecito
(G yHKITIOHAJIBHOTO OuIKa SMN. Tpu KJIIHIYHUX IOCIIIKEHHS
RG7916:SUNFISH(CMA 2 ta CMA  3),FIREFISH(CMA 1) Ta
JEWELFISH(nonepeauro nposikoBani nauieHTd 3 CMA 2 ta CMA 3) npussenu
1o roro 3atBepmkeHHs B €C mist nopocnux naiieHTiB 3 CMA 3 1-4 komistmu SMN2
3 6epe3nst 2021 poky. YV LMX TOCHIKEHHAX PI3AUILIAM IPOJEMOHCTPYBaB 3HAUHUM
KIiHIYHUN edekT npu iHpanTwibHii CMA, menm Bupaxenuit npu CMA 2 Tta 3
(Mendell, 2018; Ratni et al., 2018; Sturm et al.,2019).

IV. KombinoBani tepanii: SMN-3anexHi Teparii
Ha panuii yac KOHTpOJIbOBAaH1 JaHi IIOJ0 KOMOIHOBAaHUX Teparnii
BificyTHI. JIJ1s1 1IuX miAXO0/1B Hapa3i HEeMae YiTKOoi JOKa30BOi 0asu.

8 dinancyBanus HactanoBu
i Pexomenpaiiii ctBopeHi 6€3 BIUTMBY YH MIATPUMKH 3 OOKY TPOMUCIOBOCTI.

9 Metoauka po3podaennss Hacranosu

9.1 Cxaan I'pynu 3 po3po0JieHHsI KePpIBHUX NPUHLMIIIB, Y4aCTh
3aliKaBJIEHUX CTOPiH

Koopannanisa KepiBHuX npuHiumis

Cexrop BAC: nmpod. a-p Ans6ept Jlymoned, Yaem, npod. n-p Cycanna
[letpi, 'annoBep Cektop, He noB’s3anuit 3 BAC/MH3/CMA: npod. a-p FOmian
I'pocckpoiin, JIro0ek

Yoaenu I'pynu 3 po3po06aeHHs KepiBHUX NPUHIMIIIB

I-p Topcten I'pens (HeBpomoris, Jlikapas imeni Anbdpina Kpymnma, Eccen)

npod. n-p IOmian I'pocckpoiiny (Hesposoris, YHiBepcUTeTChKa KiliHiKa
Ine3ir-I'onpimreitn, kammyc Jlrobek) Ilpod. a-p Maprin I'ext (Hesposoris,
Paiionna nikapus Kaydo6oiipen)

[Tpod. Annpeac I'epmann (HeBposoris, YHiBepcuteTchka Mmeauiimaa Poctox)
I1JT ni-p Capa HMecce (Hesponoris, VHiBepcuter VibMm)

[Tpod. n-p IMayns Jlinrop (HeBposnoris, Texniunuii yHiBepcuTET MIOHXEH)

npod. n-p Bombdranr Jlsomep (Hesposoris, Menuunuii yHiBEpCUTET
Iacopyka,OGN) Ilpod. n-p Amnsdept K. Jromonsd (Hepomoris, YHiBepcuter
VYapMm)

JI-p Augpe Maiiep (Hespomoris,Charité— VHiBepcuTeTChbKa MeAHMIIMHA
bepmnin)

IIpod. n-p Cycaunna Iletpi (HeBpooris, Meanuna Buia mikosa ['aHHOBepa)
npod. a-p benenukr lozep (HeBponoria, LMU, Kininika MionxeHa)

npod. 1-p Mapkyc Bebep (M'sizoBuii nentp, KantonanpHa jikapHs CaHKT-
INannen,SNG)
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9.2 Ilomyk i Bia0ip HayKOBUX /J10Ka31B

ApnanTariisi €BponeWChbKUX Ta aMEPUKAHCHKUX HACTAHOB, CUCTEMaTHYHMI
nomyk oHoBiieHb y Medline Ta Cochrane, BUKOpUCTaHHS BU3HAYEHUX KPUTEPIiB
BKJIIOYEHHSI Ta BUKIIOYEHHA. Ll KepiBHI HACTAHOBHU € MOJAIBIIUM PO3BUTKOM
kepiBHux npuHiunie DGN 2003, 2005, 2008, 2011, a takox 2014 poxis,
BIIPOBAKYIOTh KJIIHIYHI HACTAHOBH AMEpUKAaHChKOT akaaemii HeBpouorii (Miller et

al., 1999; Bradley et al., 2001) Ta iHTerpytoTh KepiBHI HacTaHOBU PoGouoi rpynu
EFNS (2006, 2011).

9.3 Ilpouenypa popMyBaHHSI KOHCEHCYCY

[licns nmpencraBieHHS TMOMEPEAHIX KEPIBHUX HACTaHOB 1 MEperisiay
BIANOBIAHUX ©0a3 JaHuX OyJlo MpOBEACHO NUCHbMOBE Ta YycHE (HOpPMYBaHHS
KOHCEHCYCY HUIIXOM PO3MOBCIOKEHHS Ta KOperyBaHHs aBTopaMu. Lli kepiBHI
npuHIMnK Oynu cxBaieHi Komiciero 3 kepiBHUX HacTaHOB Himelbkoro ToBapucTsa
3 Hepojorii (DGN), a Takoxk mpaBIiHHAMU ABCTPINCHKOTO TOBapHCTBA 3
nespostorii (OGN) i Ilseiiapcskoro Hesponoriunoro tosapuctsa (SNG). Inmi
npodeciitHi TOBapuCTBa y4acTi He Opasu.

10 lexnapauisi inTepeciB i BperyJJloBaHHs KOH(QIIIKTY 1HTepeCiB

VYci ydyacHUKM MIATOTOBKM KEPIBHUX IMPHUHIUIIIB CBOEYACHO Ta B MOBHOMY
o0cs31 mojanu cBoi nexnmapaiii intepeciB (hpopma AWMEF,2018, nis 3asBu mpo
IHTEpeCH y MekaX IMPOEKTIB KEPIBHUX MPUHIIMUITIB) KOOPAUHATOPY a00 B peaKIlito
KepiBauux npunnumnie DGN. Lli nutanHs Oynu oOIiHEH! HE3aJIeKHUM, aHOHIMHO
NPAIOIOYUM 1 KOMIETEHTHUM YIOBHOBaXEHUM 13 3amoOiraHHs KOHDIIKTY
iHTepeciB. DGN Ha mpeaMeTr MOTEHIIHHO TeMa-TUYHO PEJIEBAaHTHUX IHTEPECIB 1
BIJIMTOBIIHO BpaxoBaHi y cdepl BIAMOBIAAIBLHOCTI 3a KEpiBHI MPUHIUMH. Po3mip
HAJXOKEHb, 30KpEeMa, OIIIHIOBABCS 3TiITHO 3 YITKO BU3HAYCHUMHU ITOPOTOBHUMH
3HaueHHaMH (mpaBusia COIDGN), ski OyiM YMHHUMH Ha TOYAaTKy POOOTH Haj
KEPIBHUMH NMPUHIIUIIAMHU Y TIOTOMY 2020 poKy.

Byno npoBeaeHo knacudikaiiiro Ha He3HAYHI, TOMIpPHI Ta 3HaYH1 KOHMIIKTH
1HTEpeCiB.

3a ocHOBY OyJIM B35Ti TaKi KPpUTEPii OIIHIOBAHHS

e orauyBaHa po0OOTa pEIEeH3eHTa/KOHCYIbTaHTa ab0 y4acTh y HAayKOBiH
pani/AdvisoryBoard: orradyBaHa qisTbHICTB TSI IPOMUCIIOBUX KOMITaHIH;

® JIOMOBIiJIi: OTUTaYCHI MPOMHUCIIOBICTIO;

® aBTOPCTBO 200 CIIBAaBTOPCTBO: JIMIIIE SKIO KEPYETHCS 1HIYCTPIEIO;

® JIOCHIMHUIIBKI TIPOEKTH/TPOBEICHHS KIIHIYHUX JOCTIKEeHb: MpsiMo abo
YaCTKOBO (P IHAHCYIOTHCS MPOMUCIIOBUMH ITiITPUEMCTBAMU,

® BIIACHMIIBKI iHTEpecH (TAaTEHTH, BOJOJIHHS aKI[isIMH), MO CTOCYHOTHCS
pEeKOMEH1aIlii;

® HemnpsiMi IHTEPECH, 1110 MAIOTh PEJIEBAHTHICTb.

Ouinka mogaHux iHTepecis
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V¥ 10 3 12 yyacHukiB He OyJiO BUSIBJICHO a00 OyJiO BUSBJICHO JIMIIE HE3HAYHI
KOH(JIIKTH 1HTEPECiB, TOMY 10AATKOBUX 3aX0/11B HE BxkHUBanocs. Cepes HUX € aBTop,
AKUU BOJIOJIE MATEHTOM Ha 3acTocyBaHHs (acyauny ais jdikyBaHHs BAC: HaBiTh
AKIIO TATEeHTOBaHWH mpemapaT y KepiBHUX MNPUHIMIIAX HE PO3TIAAAETHCA, LU
aBTOp 3 MPEBEHTUBHUX MIpKyBaHb HEe OpaB ydacTi B po3auti KepiBHUX NpUHILIUITIB,
npucssiueHomy Tepanii BAC.

VY oaHOro KoOpAMHATOpa Ta OAHIET KOOPAMHATOPKU OYyJiM BUSABICHI IHTEpECH
nomipHoi peneBaHTHOcTI y He-BAC-/MH3-/CMA-cdepi, a Takox I1HTEpecu
He3HauHoi peneBaHTHOCTI B cpepi BAC. I'pyna 3 po3poOieHHs KepiBHUX TPUHIIUIIIB
TaKUM YMHOM BUKOHANa HacTymHy pekoMeHpaanito IKB: «3 ormsmy Ha BUAaTHY
eKCIIEPTU3Y MPOMOHYETHCS JOPYIUTH 000M ydacHUKaM, HE3BAKAIOUM Ha 3asBJICHI
He3HauH1 iHTepecu y cheplt BAC, BukoHaHHs QyHKIIT KOOpAUHATOPIBY. OCKUIBKH
oOuaBa MaroTh NOMIipHi i1HTepecu y He-BAC-cdepi, nns wmiei cepu mnorpidben
IIOHAIMEHIIIe i€ OAMH, HeYNepeKeHNH KOOPAMHATOP.» byIo 3aIy4eHo TpeThoro
KoopauHaTtopa 6e3 iHTepeciB y He-bBAC-/MH3-/CMA-chepi.

[IpaBuna 50% Himernpkoro toBapucTBa HEBpOJoOrii Oyno morpumano. lle
o3Havae, 1m0 mioHaiMeHme 50 BiACOTKIB 0ci0, K1 Opajiu ydacTb y po3poOiii
KepiBHuX mpuHIUIIB, HE TTOBUHHI MaTH 200 MOXYTh MaTH JIUIIE HE3HAYHI JIJIs IIUX
KepiBHUX MpUHIUIIIB KOH(IIIKTH THTEPECIB.

3asBieHI IHTepeCH YYacCHUKIB Ta BIAMOBIAHI BHUCHOBKH, 3pOOJIEHI IS
3a0e3NeyeHHs] MPo30pOCTi, HABEACHO y TaOJMYHOMY pe3toMe (AMB. OKpeMui
JTOKYMEHT).
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