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Cxiaa MyJbTHAUCHUILIIHAPHOI p00040l Irpynu

3aCTYNMHUK JUPEKTOpa 3 OpraHizaliiHO-METOIUYHOL
pobot HaB4allbHO-HAYyKOBOTO MEIUYHOIO LIEHTPY
«YHIBEpCUTETChKA KJIIHIKa» 3arnopi3bKoro JAepKaBHOTO
MeUKO-(papMaleBTUYHOIO  YHIBEPCUTETY,  T0JIOBA
poOouoi rpynu;

3aBiayBay Kadeapu HEBPOJIOTi, mcuxiaTpii Ta Ppi3uyHOi

peaduTiTalii TPUBATHOTO BUIIIOTO HABYAJIBHOTO 3aKIady
«KuiBCbKMIT  MEIUYHUI  YHIBEPCUTET», 3acCTYIHHUK
roJIOBU poO0U0i TpyImu (3a 3roj1010);

3aBimyBay  Kadeapu  HeBposiorii  J{HIMPOBCHKOTO
JIEP’KaBHOT'O MEJIUYHOTO YHIBEPCUTETY;

B.0. 3aBiJlyBaya Kadeapu HeMpoXipyprii Ta HEBPOJIOTii 3
Kypcamu TcuxiaTpii, HapKoJIOTii, MEJUYHOI TICUXOJIOTI],
npodeciitHux XBOpOO HaBuanbHO-HayKOBOTO
MeIUYHOTO  IHCTUTYTY  CyMCBKOTO  Jep)KaBHOTO
YHIBEPCHUTETY (3a 3r0/I010);

3aBiAyBau Kadenpu HEpBOBHX XBOpOO, rmcuxiaTpii Ta
MEAMYHOI TCcHuXoJiorii ByKOBHHCBKOrO  JIep:KaBHOTO
MEJUYHOTO YHIBEPCUTETY;

3aBiyBay BIJIICHHS Kap10HEBPOJIOTIi IepKaBHOTO
HEKOMEPIIIITHOTO MiAnpueMcTBa «[HCTUTYT cepiis
MiHicTepcTBa OXOPOHU 310pPOB’ Sl YKpaiH», YiIeH IPyIH
ekcrepTiB MiHicTepCcTBa OXOPOHHU 310pOB’ s YKpaiHu 3a
HanpssMkoMm  «HeBposioriuna Ta  HeWpoXipypriuHa
JIOTIOMOTa;

3aBigyBay Kadeapu HEBPOJIOTIi Jep>KaBHOTO
HEKOMEPIIHOTO MiANprueMcTBa «JIbBIBCHKUI
HaIllOHAJILHUM METMYHUM YHIBEpCUTET iMeH1 [{aHmia
["anunpkoroy;

3aBigyBau Kadeapu HEBpoiorii Ta HeHpoxipyprii
TepHONiTBCHKOTO HAI[IOHAJIBHOTO MEJIUYHOTO
yHiBepcuTtety imeHi [.5. 'opbaueBcbkoro MiHicTepcTBa
OXOPOHH 3/10pOB'A YKpaiHu;

3aBimyBad Kadempum  HEBpoJorii, Tmcuxiatpii Ta
HapKoJjI0Tii XapKiBCHKOTO HAI[IOHATHLHOTO YHIBEPCUTETY
imeni B.H. Kapasina (3a 3romoro);

3aBiAyBad BIJAUTY ayTOIMyHHUX 1 JeT€HEpaTUBHUX
3aXBOPIOBAaHb HEPBOBOI CUCTEMU JEPKABHOI YCTAHOBU
«IHCTUTYT HEBPOJIOrii, MCUXIaTPii Ta HAPKOJIOrii IMEHI1
I[1.B. Bonommna HamoHansHOI akamemii MEIUYHUX
HayK YKpaiHu» (3a 3rojioo);
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ITMJIMIIEHKO 3aBiyBad BIAJAUICHHSIM aHECTE310JI0T1i Ta THTEHCUBHOT

Maxkcum Tepamii  Ne2  nepxkaBHOT  ycTaHOBM  «IHCTUTYT

MukonaiioBuy Heilpoxipyprii M.  akax. A. II.  PomonmanoBa
HarrionanpHOT akajeMii MeIMYHUX HayK YKpainu» ( 3a
3rof010);

AYIYKIHA JTiKap-aHeCTe310JIor  BIAJUICHHS  aHecTe3lonorii 3

CsitTiiana TbKKaMH JUIst IHTEHCUBHOI Tepamii Ne 2, 3aBimyBau

OnexcanapiBHa HAyYKOBUM IICHTPOM KOMYHAJIBHOTO HEKOMEPIIHHOTO
TOBapuCTBa «J/[HimpomeTpoBchka oONacHa KIIHIYHA
mikapas M. [. I. MeunukoBa» JIHiponeTpoBChKOi
obJacHOi paan» (3a 3roj1010);

XIMIOH 3aBiyBau Kadeapu Teparii, CIMEHHOI MEIUIMHHU,

Jlrommuna rematosiorii 1 TpaHcdy3zionorii  HarmionanpHOTO

BikTopiBHa YHIBEPCUTETY OXOPOHM 370pOB’S YKpaiHM iMeHi
[LJI.Iynuka,;

COJIOHOB1Y 3aBiyBay BIAAUTY  (YHKIIOHAJIBHOI  JIarHOCTUKH

Onekcanap Jep’KaBHO1 YCTaHOBH «[HCTUTYT HEMpPOXIpYyprii iM. aKa.

CepriiioBuu A. II. Pomonanosa HamionanpHol akameMii MeIUUIHHUX
HayK YKpaiHu» ( 3a 3rofom);

MAPKOBA 3aBigyBad Kadeapu CEKCOJIOrii, TcuxoTeparii Ta

Mapianna MEIUYHOI rcuxosorii  XapKiBCbKOTO HAaIIOHAJIBHOTO

BrnangucnapiBHa MEJUYHOTO YHIBEPCUTETY;

MAKCHUMOBA MeIUYHUN aupekTop briaromiiiHoro doHmy «CBOI»

305 [lenTp mamiaTUBHOT TOTIOMOTH (32 3T0JI010).

BonoaumupisHa

3anyueni cneniamicTu:

CEMEPJIK 3aBigyBay BIAIUIEHHSA ayTOIMyHHUX

0 HEHpO/IeTeHEPaTUBHUX 3aXBOPIOBaHb HEPBOBOI CHUCTEMH
pect JAEpP’)KaBHOTO HEKOMEPIIMHOro ToBapucTBa «JIbBIBCHKUI
Muxaninosuy HaI[IOHATbHHH MEIUYHUN YHIBEPCUTET iMeHi1

JI.Tanuipkoro», KepiBHUK peepeHTHOTO IEHTPY HEPBOBO-
M'SI30BHX 3aXBOPIOBaHb MIHICTEpCTBA OXOPOHH 370POB’S
VYkpainu (3a 3ro/i010).

MeToauunmnii cynposija Ta ingopmauiiine 3a0e3nedeHHst

I'VJIEHKO nupekTop JlemaprameHty ctaHAapTiB y cdepi 0XOpoHH

Okcana 3nopoB'ss I «JlepxkaBHuit exkcneptHuid uentp MO3

IBaHiBHA VYKkpaiHu», 3acTylHUK TOJIOBU poOodoi rpynu 3
METOJIOJIOTTYHOTO CYIIPOBO/Y.
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EnexTpoHHy Bepciio JOKyMEHTa MOXHa 3aBaHTaxuTH 3 llepeniky (Peectpy)
MEJIUKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHAApTU3allil MEAUYHOI JOMOMOTH, L0
po3MilIeHuI Ha caiiTi JlepakaBHOro mianpueMcTBa «Jlep»kaBHUI eKCIEPTHUNA HEHTP
MinicTepcTBa OXOPOHHU 3J10pOB’A Ykpaian»
(https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/).

Jlep>xaBHMIA eKciepTHUM LIeHTp MiHicTepcTBa OXOPOHU 3/10pOB’ A YKpaiHu €
YJIEHOM

Guidelines International Network es Ingy
=, K
(MixxHapo/iHa Meperka HaCTaHOB) 3;0 %
3 @
3
YOm12

Peuensenrn:

Bonomuna Hatamis mnpoBiaHMI HAyKOBUH CIIBPOOITHUK BIIAUTY ayTOIMyHHHX 1
[TeTpiBHa JETCHEPAaTUBHUX 3aXBOPIOBAHb HEPBOBOI CHCTEMH, IICHTP
PO3CISTHOTO CKJIEPO3Yy JAEpXKaBHOi yCTaHOBU <«IHCTUTYT
HEeBpOJIOTii, cuxiarpii Ta Hapkosorii imeHi [1.B. Bonomuna
HamionanpHoi akajgemii MeIWYHMX HayK YKpaiHwmy,
JI.MeJI.H., mpodecop, 3aciyKeHUuH Jisi9 HAyKH 1 TEXHIKH;
CoxkoJoBa npodecop kadenpu HeBposorii HamioHaIbHOTO METUIHOTO
Jlapuca IBaniBHA yaiBepcutety iMeH1 O.0O. boromosbis, 1.Me.H., mpodecop.

Ileperasia kiaiHidyHoOI HacTaHOBH 3amiaHoBaHo Ha 2031 pik.


https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
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NfL
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SMN

IlepeJtik ckOpoYeHb

O014uHMIt aM10TpO(IYHUI CKIEPO3
BEPXHI MOTOHEHPOH
Enexrpomiorpadis

1HT101TOp MPOTOHHOT MOMITU
KJIIHIYHA HACTaHOBA
71000BO-CKPOHEBA JIEMEHIIIS
HE1HBa3UBHA BEHTUJIALIIS JIET€Hb
HUKHIA MOTOHEUPOH

NIEPBUHHUN JTaTepATbHHNA CKIEPO3
nmporpecyroda mM’si30Ba aTpodis
NPSMHUX OpajbHUX AHTUKOATYJISTHTIB
cniHoOynp0apHa M’s130Ba aTpodis

CEJICKTUBHI 1HT101TOPH 3BOPOTHOTO 3aXOIUICHHS CEPOTOHIHY.
1HT10ITOpM 3BOPOTHOTO 3aXOIUIEHHS CEpPOTOHIHY Ta

CEJICKTHBHI
HOPAJIpEHATIHY
CriHajJbHa M’ g30Ba aTpodist

CIaJIKOBa CIMIACTUYHA CITiHAIbHA TTaparuieris
Yyepes3IKipHa eHI0CKOITIYHA TaCTPOCTOMIs

aMioTpo(1YHUH JIaTepalIbHUM CKIIEPO3

mkana ¢yukiionaasHoi ominku BAC (ALS Functional Rating Scale)

Himerpke TOBaprCTBO 3 HEBPOJIOT1i
HelpodiTaMeHTHUI
dbochopunboBaHNN BaXKKUH JTAHIIOT
I'CH BHKMBaHHS MOTOHEHPOHIB
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IlepeamoBa My IbTHAMCUHMILIIHAPHOI PO00Y0I IPyNH

L[a kninivna nacmanosa (KH) po3pobnena 6ionogiono 0o Memoouxu po3pobku ma
BNPOBADIHCEHH MEOUUHUX CIMAHOApMi8 MeOUu4HOI ma peabinimayitinoi 00nomocu Ha
3acaoax 00Ka3080i MeduyuHu, 3ameepodicenoi Haxkazom Minicmepcmea o0xopoHu
300pos’ss Ykpainu 6i0 28 eepecusa 2012 poky Ne 751 «llpo cmeopenus ma
BNPOBADIHCEHHS MEOUKO-MEXHON02IYHUX OOKYMEHMI8 31 cmanoapmu3ayii MeouyHoi
ma peabinimayitinoi oonomozcu 6 cucmemi Minicmepcmea 0XOpOHU 300p08 s
Ykpainuy, 3apeecmposanum 6 Minicmepcmai ocmuyii Yxpainu 29 nucmonaoa 2012
poky 3a Ne2001/22313 (31 3minamu) ma aoanmosana OJisi CUCHMEMU OXOPOHU
300pos’ss Vrpainu na ocnosi Ludolph A., Petri S., Grosskreutz J. et al.,
Motoneuronerkrankungen, S1-Leitlinie, 2021, in: Deutsche Gesellschaft fur
Neurologie (Hrsg.), Leitlinien fr Diagnostik und Therapie in der Neurologie., wo
oyna obpana mMynrbmuOUCYUNIIHAPHOIO POOOYOI0 2PYNOI0 SIK NPUKIAO HAUKPAUOi
NPAKMUKY HAOAHHS MEeOUYHOI 00NOMO2U OOPOCIUM NAYIEHMAM i3 3AX60PIOBAHHAM
MOMOHEUPOHI8, ma IPYHMYEMbCS HA OAHUX OO0KA3080i MEOUYUHU CMOCOBHO
epekmusHocmi  ma  6Ge3neku  OIACHOCMUYHUX,  JIKYBATbHUX  BMPYYAHD,
Gapmaxomepanii ma opeauizayiunux npunyunis ii HaoanHs. Kiiniuna nacmarnosa
boyna obpana Ha OCHO8I 00 €KMUBHUX Kpumepiie OYIHKU 3 GUKOPUCMAHHAM
Onumysanvruka 3 ekcnepmusu ma oyinku Hacmanoe AGREE I1.

Aoanmayis KH nepedbauac 6neceHHs 00 He3MIHHO20 MeEKCM) OpPUSIHATbHUX
pexomenoayi «Komenmapie pobouoi epynuy, y aKux 8i000padceno MONCIUBICb
peanizayii nojoxceHb npomomuny 8 ymo8ax CUCmeMu 0XOpPOHU 300pos aYKpainu,
oocmynHicms 0ia2HOCMUYHUX MA JIKYBAIbHUX 8MPYUaAHb, HASABHICMb 0EPHCABHOL
peecmpayii nikapcvkux 3acobis, wo 3aznaveni 6 KH ma 8ionosionicmes uuHHil
HOPpMAmueHo-npasosii 6azi oo opeanizayii meouuHoi oonomoeu. Iloenuii mexcm
KH oocmynnuii 3a nocunannusm https://register.awmf.org/assets/quidelines/030-
001l_S1 Motoneuronerkrankungen_2021-11.pdf.

L{n KH € pexomenoayitinum OOKYMEeHMOM, Wo 8i000padicac NPpuHYyunu Haukpauwoi
MeOUYHOI Npakmukuy, i He NOBUHHA PO32AA0AMUC K 0008 SI3K0GUI CMAHOApm
Meouynoi donomoeu. Jlompumanus nonoxcenv KH wne eapanmye ycniwnoeo
JIKYBAHHSL 8 KONCHOM) OKDEMOMY SUNAOKY i He MOJICHA po327s10amu, K NOCIOHUK,
wo exmouac yci HeobOXiOHI memoou NiKy8aHHs aOO0, HABNAKU, BUKIIOYAE [HULL.
Ocmamoune piwenHs Wooo subopy 0iacHOCMUYHOT MAKMUKU, IIKY8AHHS DO NIAHY
CHOCMEPENCeHHs NPUUMAE NIiKAp 3 Ypaxy8awHAM KIIHIYHOI cumyayii, nompeob
nayieHma, a maxkoxdc MOMCaugocmell 0 NPOBEOeHHS 3ax00i8 OIAcHOCMUKU 1
JUKYBAHHA V KOHKPDEMHOMY 3aKaadi o0xopoHu 300poe’sa. KH mue ckacogye
[HOUBIOYANLHOI BIONOBIOANLHOCMI JNIKAPS 34 NPUUHAMMSA KIIHIYHUX PilleHb,
ocobnusocmetl nepebicy 3ax80pIOBAHHSA MA HAABHUX PeCypCi8 3aKiady OXOpPOHU
300p0o8’s. Meouynuii npayi6HUK MaxKodHc Hece BIONOBIOANbHICMb 34 NepesipKy
akmyaibHocmi iHghopmayii wo0o 3acmocy8aHts NIKAPCbKUX 3ac00i8 | MeOUuyHUX
8UP006IB BIONOBIOHO 00 YUHHO2O0 3AKOHOO0ABCM8Ea YKpainu.

KH «3axeoprosanns momonetiponis. Kepieni npunyunu OiaeHOCMUKU ma
JIKVBAHHAY» MAE HA Memi O00nomMo2mu JiKapo ma NayieHmy 6 YX8aleHHI
PAYIOHAIbHO2O PIWEHHS U000 Be0eHHs NAYIEHMA 3 YPAXYBAHHAM KIIHIYHO20


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
https://register.awmf.org/assets/guidelines/030-001l_S1_Motoneuronerkrankungen_2021-11.pdf
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sapianmy, € IHQOpMAYiUHOW0 NIOMPUMKOIO Ol NIOBUWEHHS SIKOCMI KIIHIYHOI
NPAKMUKU HA OCHO8I OOCMYNHUX 00 UYb020 4acy O00Ka3ié egexmusHocmi
3ACMOCY8AHHS NEBHUX MEOUYHUX MEXHON02lU, NIKI@ ma Op2aHi3ayiuHux pecypcis
MeOUUHOI 00NOMO2U.

L]eti pexomenoayitinuti OOKyMeHm 3 HAUKpaujoi MeOuyHoi NPaKmuKu npU3HaieHul,
Hacamnepeo, 0Ol NPAKMUKVIOYUX JIIKAPI8, 5AKI HAOAOMb SIK NepeUHHy, makx i
cneyianizoeany MeouiHy 0onomozy.
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Motoneuronerkrankungen, S1-Leitlinie, 2021, in: Deutsche Gesellschaft fir
Neurologie (Hrsg.), Leitlinien flr Diagnostik und Therapie in der Neurologie

3actepexeHHs: MU HE HeceMO BIANMOBIAATBHOCTI 32 OMMJIKH B PEKOMEHAALISAX
DGNe. V.

Menuuno-HaykoBi HacTaHoBH HiMernpkoro ToBapuctBa 3 HeBposorii (DGN)e.V. €
CUCTEMAaTHUYHO pPO3POOJIEHUMH JAONOMDKHHUMM MaTepiajaMu JUIsl JIKapiB Mpu
OPUIHATTI pIlIeHb Yy CleUU(PIYHUX KITHIYHUX CUTyalisX. BoHM IpyHTYIOTbCS Ha
aKTyaJbHUX HAYKOBUX 3HAHHSX Ta MPAKTUYHO MEPEBIPEHUX MPOIEAYpaX, CIPUSIIOTH
MiJBUILCHHIO O€3MeKH y MEIUIIMHI, a TaKOXX MaloTh BpPaxOBYBaTH E€KOHOMIYHI
acnektu. «HactaHoBu» He MalOTh MOPUAMYHOT OOOB’S3KOBOCTI MAJiA JIIKapiB;
BUPIIIATBLHAM 3aBX/IU 3QJIUIIAECTHCS MEIUYHE OI[IHIOBAaHHS KOHKPETHOT'O BUMAIKY
oOcTexxeHHsT a0o JIiKyBaHHS. TOMYy HAacTaHOBM HE MAalOTh — Yy pa3l BIAXUJIEHb —
Mi7ICTaB JJIsi BAHUKHEHHS BIAMOBINAIBLHOCTI, a TAKOXK — y pa3i iX JOTPUMAHHS — HE
3BUIBHSIOTH B1J BIAIIOBIAAJILHOCTI.

UieHn KOXXKHOI poOouoi rpymu 3 po3poOJieHHs HacTaHoB, Poboue 00’eqHaHHS
HAyKOBHMX MEJUYHUX TOBAPUCTB €.V. Ta HayKOB1 MEIUYH1 TOBAPUCTBA, OPraHi30BaH1
B Horo ckuazai, taki sk DGN, 3 MakcUMainbHOIO PETENbHICTIO (OPMYIIOIOTH 1
nyOIiKyIOTh HACTAHOBU NPO(ECIHHUX TOBAPUCTB — MPOTE BOHU HE MOXYTh HECTH
IOPUINYHY BIIMOBIAQTBHICTD 3a IPABUIBHICTB iX 3MicTy. OCOOIMBO MpHU 3a3HAYEHHI
JI03yBaHHs JIIKAPCHKUX 3ac00iB a00 NEBHMX AKTUBHUX PEYOBHH CIII 3aBXKIU
BpaxOBYBaTH BKa3iBKM BUPOOHMKIB y (axoBUX 1H(MOpMAIIHUX MaTepiajgax Ta
THCTPYKIISIX IS TAIlIEHTa, a TAaKOX 1HAWBIAyaJIbHE CITIBBIAHOIICHHS KOPHUCTI Ta
PHU3HKIB JJIS MAIliEHTa 1 1Oro 3aXBOPIOBAHb Y KOYKHOMY KOHKPETHOMY BHIAJIKY, SIKE
Ma€ OIIHIOBATH Jikap! 3BUIBHEHHS BiJl BIAMOBIIAJIBHOCTI OCOOJHUBO CTOCYETHCS
HACTaHOB, TEPMIH JIii SIKUX MUHYB.

Bepcis 1

Howmep Bepcii AWMF:9.0

[ToBHuicTio mepernsanyTo:13 ceprnust 2021 poky [idicHo 10:12 cepmas 2026
POKy

Poznin: JlerenepaTtuBHi 3aXBOPIOBAHHS

BkasziBka j1s1 TuTyBaHHS
Ludolph A., Petri S., Grosskreutz J. et al., MotoneiiponHi 3axBoproBanHs, KepiBHi
npuamunu  S1,2021, y: Himenpke ToBapuctBo 3 HeBposorii (pen.), KepisHi
MIPUHIIMIIN JIarHOCTHKH Ta Tepailtii B HeBpoJiorii. Ornmaiin: www.dgn.org/leitlinien

IIlo HoBOrO?

e OctaHHI pe3yNbTaTU TOCHTIIKEHb MIATBEPKYIOTh ICHYBaHHS T€HETHYHO,
MOJICKYJIIPHO-TIATOJIOTIYHO  Ta  MaTto(i3i0JIOTIYHO  MEPEeKPUBHOTO  CIEKTpa
JIETCHEPAaTUBHUX MOTOHCHUPOHHUX 3aXBOPIOBAHb, AaCOIIIMOBAaHUX 3 arperaiero
crienupiuanx 61nkiB (TDP-43, SODI1, FUS), cnagkoBuX CIaCTUYHUX CITIHATBHUX
naparuieriii (CCCII), cninoOyns6apuoi m’s30B01 atpodii (CBMA) Ta cniHanbHOi
M’s30B01 atpodii (CMA).


http://www.dgn.org/leitlinien
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e BusHaHo TicHMU 3B’si30k OiyHOro amiorpodiunoro ckieposy (BAC) 3
no6oBo-ckponeBuMu nemeHisiMu (JICJD), mo Mae niarHOCTUYHE Ta MOTEHIIMHO
TepaneBTUYHE 3HAYCHHSI.

o Kiiniuni ¢enotunu BAC (mepBUHHUN JaTepalbHUM CKIEPO3, CHUHAPOM
Flail-arm/Flail-leg, nporpecuBHa M’si30Ba arpodis, MporpecuBHUil OyibOapHUI
napaiid, BAC/JIC]l) € yacTHHOIO CIEKTpa 3aXBOPIOBAHHSI.

e [cHye kinacudikaiis 3a HEHPONATOJOTTYHUMHU KPUTEPIAMH Ha MigdOopMH
(«ctanii bpermHaiinepa-bpaaka»), sika, moaioHo 10 xBopoOu IlapkiHcoHa Ta
XBOpoOU AubIreiimepa, penpe3eHTye ctaAiiiny kiacudikamiro in vivo. L1 cramii
OynH 1 HaAall NATBEPIKYIOThCA HEUPOBI3yali3alliiHUMHU, eIeKTPO]i310J0TTHHUMU
Ta KITHIYHAMH JOCHIPKCHHSIMH, OJIHAK 3aJIUIIAIOTHCS MPEAMETOM IHTCHCUBHUX
JUCKYCiH 1 Hapa3l He MalOTh MPAKTUYHOIO 3aCTOCYBAaHHA B KIIHIYHIA mpakTuil. i
CTalii He BU3HAYAIOTh MPEKJIIHIYHOI (JIOKJIIHIYHOT ) — 3aJIEKHO BiJ 02)KaHOTO CTHITIO
¢azu npu BAC.

e BusHaueHHs Helpo(dIaMeHTiB, 30Kpema JETKUX JIAHITIOT1B
HeiipodinamentHiB (NfL) y cupoBartiii Ta ¢pochopuIb0BaHOTO Ba)KKOTO JIAHIIIOTA
(pNfH) y mikBopi, xoua 1 He € cnenudiuanm ana BAC, € nouiibHUM SK
nudepeHITiaIbHO-IaTHOCTUYHUH Ta MPOTHOCTUYHUHN MapKep.

e HeinBasuBHA JOMAIIHS BEHTWIAIIS JIETCHBb IOJOBKYE MKHUTTS, TOJICTIIYE
CUMIITOMH 1, BIJIMOBIAHO, MIJBHINYE SKICTh >XUTTSA (OCOOJHMBO Yy TAIlI€EHTIB 13
NEPBUHHO aKCIaJIbHOK CUMITOMATHKOIO).

e 1IMOBIpHO, IO BCTAHOBJIEHHS MEPKYTAHHOI EHIOCKOMIYHOI racTpocToMii
(ITET") — 0co61mBO 3 ypaxyBaHHSIM CIEHU(BIYHUX XapUOBUX CTpATETii — IMOB’s3aHe
31 3MEHIICHHSIM KaTaOoyi3My, MOKpAIIEHHAM SIKOCTI JKUTTA Ta MOJOBXKEHHIM
BUKUBAHHSI.

e Bu3HaHO 3HAYeHHS HAJCKHOI MaTIaTUBHOI Tepamii Ta 3a0e3nedeHHs
3aco0amMu JTOTIOMOTH.

e BHyTpIIIHHOBEHHE BBEJICHHS AHTUOKCHJIAHTY €1apaBOHY CXBaJeHE st
tepamii BAC y Anonii, CIIA, Kanani, [lIseitnapii ta [liBnenniit Kopei; 3asBy Ha
oTpuMaHHs 103Boay B EMA OyIo BiKIuKaHo.

e J[ns iuribitropa MAO-B pazarimiHy, a TakoXX IS BHCOKOKAJIOPIHHOI
Xap4yoBOi JOOABKH 3 MiIBUIIEHUM BMICTOM >KHMPIB Y ABOX AociimkeHHIX das3u I1b y
MOCT-XOK aHaji3ax Oyjau mpoJeMOHCTPOBaHI MO3UTHBHI eexTu y narieHTiB 3 BAC
13 MBUAKAM MPOTPECYBAHHIM 3axBoproBaHHsA. OcTaToyHa OIliHKA, OJHAK, 1€ HE
IPOBE/ICHA.

o J[nsa mixyBanHss CMA 3 myTarissmu Ha XpomocoMi 5q (5q-SMA) Teparis
AHTUCEHCOBUM OJIITOHYKJICOTHJIOM HYCIHEPCEHOM Oyiia CXBaJlieHa 03 BIKOBUX
oomeskenb 3 2017 poky Ta cipusie crabinizarii mepediry 3aXxBoproBaHHs Ta/abo Mae
MOKpAIyBaJbHUN BIUIMB HA CUMIITOMH .y TIOYaTKOBUX JOCIIHPKCHHSIX 32 Y4YacTIO
nopocaux mamieHTiB i3 CMA. Jlng mopocnux mamienTiB i3 CMA 3 1-4 komissMu
SMN2 Tepamis TEpOpaIbHAM MOIYJISITOPOM CIUTAMCHHTY PHU3IUIIAMOM €
BapiaHTOM. AHTHUCEHCOBA OJIITOHYKJIEOTUHA Tepallis TakoXK rnepedyBae Ha cTaili
MPOCYHYTUX KIIHIYHUX pO3pOOOK JyIs AesikuX reHeTuuHux ¢popm BAC.
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HaiiBasxiuBimi pekoMeHaanii OAHUM MOTJISIAOM

e Puny3on (2 x 50 Mr/neHs) ymoBUIbHIOE MIEpeOIr 3aXBOPIOBAHHS.

e Meroro cUMNTOMAaTHYHOI (MajJlaTUBHOI) Tepamnii € 30epeKeHHs SKOCTI
KUTTSI Ta ABTOHOMIi, CBO€4acHE I1H(OPMYBaHHS 1 CKJIaJlaHHA BOJICBHUSIBICHHS
Malie€HTa 3 YpaxXyBaHHSAM JIIKapChKOro 000B’SI3KY MIKJIyBaHHS.

e BianoBigHO 10 KIIHIYHUX 00MEXKEeHb, CYyNpoBiAHA (hi3l0Tepartis, JIOToneis
Ta eprorepartis € MOCTIMHO HEOOXITHUMHU U TOULTEHUMH.

e HeinBa3uBHA JOMAIIHS BEHTWJISLIA € CUMITOMAaTUYHO €(EKTHBHOIO Ta
MPOJOBXKYE KUTTSA MEpeBaKHO1 OUTbIIOCTI marieHTiB. JlOLUIBHUM € CBO€YacHe
1H(GOPMYBaHHS MAIIEHTIB Ta IXHIX POJUYIB MPO LI MOKJIUBICTb.

e Cuin npoBoAUTH NPODUIAKTUKY MHEBMOHII 13 3aCTOCYBaHHAM (I3UYHOI
Teparnii Ta paHHbO1 AaHTUOI0THUKOTEpaIii TpH IHOEKIIAX TUXATbHUX HUISXIB, 8 TAKOXK
3a0e3mnedyBaTy JIKyBaHHS Clajloper.

e [lepkyranna enmockoniyHa ractpocroMist (ITED), mpo siky maifieHTiB Ta
iXHIX poaudyiB ciif 1HGOpPMYBaTH Ha paHHIA cTajli, 3amo0ira€ BUHUKHEHHIO
HEraTUBHOTO MPOTHOCTUYHOTO (paKkTOpa — KaTadoui3mMy Ta, UMOBIPHO, — OCOOJIMBO
3 ypaxyBaHHSAM CHEHU(PIYHUX XapUOBUX CTPATETii — aCOIUIOETHCA 3 Kpalloko
AKICTIO XUTTS Ta TPUBATIIIUM BW)KHBAHHIM, OCOOJIMBO 32 YMOBH JOTPUMAaHHS
NEBHUX CTpaTerii xapuyBaHHsA. [lepini qocimipkeHHs CBiYaTh MpO €(PEeKTUBHICTh
aHTUKATa0OJIIuHOI ai€eTH y BCix mamieHTiB 3 BAC, 0co0auBO mpu OUIBII IIBUIKO
nporpecyrodux ¢popmax nepediry 3aXxBoproBaHHsI

e PexoMeHIOBaHO CHMNTOMATHYHY TEpamilo Au3apTpii Ta  IHIIUX
acoIlifOBaHMX 13 3aXBOPIOBAHHSAM CHUMIITOMIB, IO MOTIPIIYIOTh SKICTh >KUTTSI
(rimepcaniBaitis, CKym4eHHsI MOKPOTHHHS, JACTPECisl, CyJ10MH, OLIb).

e AjnekBaTHe 3a0€3MEUeHHs JOTIOMDKXHUMH 3aC00aMU 3 METOI0 MAaKCUMAaJIbHO
MOKJIMBOTO 30€peKEHHS aBTOHOMIi Ta 3amoOiraHHs BTOPMHHHUM YCKJIQJTHEHHSIM
CJIIJT pO3MIOYMHATH Ha PAaHHBOMY €Tarli.

e PekoMeHAYy€eThCS CKIIAJaHHS BOJICBHUSABICHHS MAIll€HTa, HOTO PETyJIsSpHUM
neperiisil, po3podka IJIaHy i Ha BUMAMOK HEBIAKIAAHUX CTaHIB g ciMT Ta
POIMUIB, a TAKOXK MPHUETHAHHS JI0 TATIaTUBHOT MEPEXKi.

e JlikyBaHHS MAJNITKIB 1 Mopociux mamieHTiB 3 5q-CMA mpenaparamu, siki
MIIBHINYIOTH BUpOOICHHS O11ka SMN, € okazaHuM.

1 Bceryn: cdepa 3acTOCyBaHHA Ta MeTA HACTAHOBH

1.1 OOrpyHTyBaHHS HEOOXiTHOCTI HACTAHOBH

BAC € 3axBOproBaHHSM 13 CEPEIHBOIO OYIKYBAHOIO TPHBANICTIO KHUTTA 2—4
POKH, 10 YaCTO Ma€ MIBUAKUAN mepelir 1 3ycTpidaeTses BigHOCHO yacTo. Y [1IBabii
MOBIJOMIIIETECA TIPO piBeHb 3axBoproBaHocTi 3,1/100 000, mo o3Havae, MmO
“MOBIpHICTH po3BUTKY BAC ctanoBuTh mpuban3Ho 1 : 400, i 110 MPOTATOM KHUTTS
cepen 80 MITBHOHIB HaceleHHS O4ikyeThcss Omm3pko 200 000 Bumagkis
3axBoproBaHHs (Rosenbohm et al., 2017). [Tonpu uto BigHOCHY wactoTy, BAC
BIIHOCUTBCSl 10 «PIAKICHUX 3aXBOPIOBaHbY», OCKUIBKM Ye€pe3 HU3bKY OUIKYyBaHY
TPUBAIICTh KUTTS MOTr0 MOUIMPEHICTh 3aJMIIAETHCSA HEBUCOKOKO (3a OLIIHKaMH,
6000—8000 marmienTtiB y HimeudnHi).
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CMA, 110 cripyurHEHa MyTaIisiMi B reHi «survival of motor neuron» (SMN)
Ha XpoMOocoMl 5, € ayTOCOMHO-PEUECUBHUM CHAaJKOBUM JIET€HEPATUBHUM
3aXBOPIOBAHHSAM 13 MomMpeHicTio npubnusno 1:7000 cepen HOBOHAPOIHKEHUX Y
Himeuuuni ta 1:10000 y cBiti (Groen et al., 2018; Wirth et al., 2020).

3 orsany Ha Il XapakTepHUCTUKH, BPaXxOBYIOUM BITHOCHO BEJUKY KUIBKICTb
MAIIEHTIB Ta arpecCUBHUMN Mepedir 3aXBOPIOBAHHS, IOLIUIBHUM € BIPOBAKEHHS
JIarHOCTUYHUX 1 TEepaleBTUYHUX KEPIBHMX MPHUHIUIIB; 3 IHIIOrO OOKYy, 4epes
HU3BKY TOIIMPEHICTh 1 TSHKKY IHBAIIM3allil0 0ararboX MAIllEHTIB HE 3aBXIU
MO>KJIMBO OTPUMATH JIaH1, o 0a3yloThcs Ha Jokazax. Tomy HacTtaHOBH 11070 BAC
1 CMA, 3 oiHOTO OOKY, € TOKa30BUMH, a 3 IHIIOTO — 3JIEKATh TAKOXK B1JI JOCBIAY
EKCTEPTIB («EKCIIEPTHA TyMKAY).

1.2 Merta HACTAHOBH

MeTtoro 11i€i HACTAaHOBU € TPEJCTABICHHS TIarHOCTUYHOTO, JU(EPEHIIIHHO-
JIarHOCTUYHOTO Ta  TEPaAleBTUYHOTO  IMIAXOAy JIO TPYIH  3aXBOPIOBaHb
MOTOHEHPOHIB, 30kpema BAC.

Xo4ya Mpu IUX MOPIBHSHO PIAKICHUX 3aXBOPIOBAHHSX (3 OTJISIAYy Ha iXHIO
MOIIMPEHICTh) y OarathoxX cdepax gOBOAUTHCA 00XOoAUTHCS 0O€3 JTOKa30BOi
iHdopMaIlii, 111 HACTAHOBU MalOTh BHUCOKY 3HAUYIIICTh JJISI MEIUYHOI JIOMTOMOTH.
Tax, nmpu BAC 3acTtocoByeTbcs BeUKa KUTbKICTh CHMIITOMATUYHHX 1 MaJlaTUBHUX
JiKapCchKUX 3ac001B, sIK1 Yepe3 00MeKeHY T0Ka30BY 0a3y BUKOPUCTOBYIOThCS “TI03a
nokazanasmu” («off-label»).

Ilst HacTaHoBa € moganbIIUM po3BUTKOM HacTtaHoB DGN 2003, 2005, 2007 Ta
2014 pokiB, BpaxoBye KJIIHIYHI HaCTaHOBH AMEPHUKAHCHKOI akajeMii HEeBPOJIOTii
(Miller Ta cmiBagt., 1999; Bradley ta cmiBast., 2001; Miller Ta cmiBagt., 2009) Ta
iHTerpye HactanoBu pooouoi rpymu EFNS (Andersen ta criBasr., 2005), a Takox iX
neperssia 2012 poxky (Andersen Ta cmiBaBt., 2012). HacraHoBy OyJi0 OHOBJIEHO Y
2021 pori 3a3HAYEHOIO HUXKYE pOOOYOI0 TPYIOIO.

1.3 IlinrboBa rpyna namieHTiB

VYci mamieHTH, sIKi CTpaXJAarOTh HAa OJIHE 13 3aXBOPIOBaHH MOTOHEUPOHIB,
3okpeMa BAC ta CMA. Jlna miarHoctuku Ta JikyBaHHa CMA y autsuomy,
MJTITKOBOMY Ta TIEpPEXiTHOMY Billl icHye okpema HactaHoBa (AWMF-SMA), na
Ky B KOKHOMY BHIAJIKy POOUTHCS MOCUJIAHHS; y IIBOMY OKYMEHTI J0JIaTKOBO
HaBEJICHO OCOOJIMBOCTI Teparnii y JOpOCIOMY BiIll.

1.4 Cdepa 3acTocyBaHHs

[ls HacTaHOBA CTOCYETHCS K CTAIIOHAPHOTO, TaK 1 aMOYyJIaTOPHOTO BEACHHS
MAaIi€HTIB Ta BKIIOYA€ MPUHIMIHN JIarHOCTHKH, JAUGEPEHIIHOT 11arHOCTUKH
(BKITIOYHO 3 PaHHBOIO [IarHOCTHKOIO), (hapMaKOJOTIYHOI, CHUMITOMAaTUYHOI, a
TaKOXX mManiaTUBHOI Tepamii. BoHa TakoX OXOIUIIOE NPUHIUIN 3a0e3MeUYeHHSs
MaII€HTIB JOIIOMDKHHUMH 3aco0aMu.
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1.5 KopucryBaui HacTaHOBH

PexomMennaniii npu3HaveHi st HEBPOJIOT1B; a TAKOXK JJIs1 IHPOPMYBaHHS 1HIITNX
JiKapiB 1 MNPEICTAaBHUKIB CYMDKHMX mpodeciid (MCUXOJOriB, COLIaJbHUX
MpaliBHUKIB, (I1310TepaneBTiB, JOrOMNEAiB, €proTrepamneBTiB), SAKI HaJIalOTh
JOTIOMOTY TaI[IEHTaM 13 3aXBOPIOBAHHSAMU MOTOHEUPOHIB.

1.6 Kuarouosi ciioBa

biunuii amioTpodiuyHUl CKIIEpO3, 3aXBOPIOBaHHS MOTOHEHPOHIB, CIiHAJIbHA
M’s130Ba atpodisi, JT0OOBO-CKpOHEBA JEMEHIIisl, HeIHBAa3WMBHA BEHTWJIALIIS JICTCHBD,
NepKyTaHHA EHJOCKOINIYHA TacTPOCTOMIsl, MaiaTUBHA Teparnis, 3a0e3neueHHs
JIOTIOMI>KHMUMHM 3aco0aMH.

2 BuznayeHHs Ta kjacudikamis

2.1 Bu3HaveHHs TepMiHa

BAC 0OyB onucanuii y XIX CTOMITTI SIK XapaKTepHUN KIIHIYHUM CHHAPOM,
SIKUHT HEHPOIATOJIOTTYHO TPaJHIIIITHO BHU3HAYAETHCS ypaXKeHHSAM
KOPTUKOCIIHAJIBHOTO TPAKTy, KJIITHH TIEPEIHIX pOTiB CIMHHOTO MO3KY Ta
OynpOapHUX siiep MOTOPHHX uepenHuX HepBiB. Lli ysBIEHHS HeN[0/1aBHO
4acTKOBO MeperstHyTi Ta aetanizoBani (Braak et al., 2013; Brettschneider et al.,,
2013). Ili HeiipoanaToMiuHi JaHi 3roJAOM OYJIM BIATBOPEHI W y KIIHIYHUX
JTOCHIPKEHHSIX 1 CTAJIM YaCTUHOIO YAaCTKOBO AMCKYCIMHOTO MUTAaHHA PO TE, YU €
BAC nepBuHHO KOpTUKaJIBHUM 3axBoproBaHHaM (Lulé Ta cmiBaBt., 2018; Gorges
ta cmiBarT., 2020). KniHiyHo cnoctepiratoThes (hokanabHO MOYaTKOBI aTpodivHi
nape3u SK MpOosSB YPaKEHHS HIKHBOIO MOTOHEHPOHA Ta O3HAKH YPAKEHHS
BEPXHHOTO MOTOHEHPOHA, K1 3 YaCOM T€HEPANI3YIOThCS 1 MPH KIaCU4HIN dopmi
gyepe3 3—5 poKiB MPU3BOSATH O PO3BUTKY JIUXaIbHOT HeJlocTaTHOCTI. HemoTopHi
CUMIITOMH BWHHUKAIOTh Yy 3HAYHOI YaCTKW TAaIll€HTIB, HAcaMIlepell y BHIJISII
MOBEIIHKOBUX 1 KOTHITUBHUX MOPYIIEHB, ax 10 MaHidecTtHoi JIC/] mpubnuzno y 5
% TaIli€HTIB.

2.2 Kaacudikamnis

BAC € yacTo WBHAKO  HOPOTPECYIOUMM  HEUpOJEreHEepaTUBHUM
3aXBOPIOBAHHSM, SIKE BU3HAYAETHCS K MYJITUCUTEMHA JIETEHEPAIIiS 3 MEPEBAXKHO
MOTOPHUMH CUMIITOMaMH. 32 KJIIHIYHUMU KPUTEPIIMH KIIaCU(PIKYETHCS SIK MOTOPHA
CHUCTEMHA JeTeHeparllisi, Mo 3aiiMae MPOMDKHE MiClle MDK CYTO MOTOPHHUMH
HEHPOIaTiIMH, CIIIHATLHUMHU M’ SI30BUMU aTPOQiSIMH Ta — PIAIIE —3aXBOPIOBAHHIMUA
3 TIEPEBAXHUM YPAKEHHSIM BEPXHHOTO MOTOHEHWpOHA. SIK cydacHI MOJEKYISIPHO-
TeHETHYH1, TaK 1 MOJIEKYJISIPHO-TIATOJIOT9H1 JJOCITIKSHHS PO3IIUPIOIOTH 111 KJIIHIYH]
MeXi. YPaKeHHS TaKOXX €KCTPAMOTOPHHX JAUISHOK TOJOBHOTO MO3KY HUHI T00pe
MiATBEPIKEHO HEHUPOIICUXOJIOTTYHUMU (Goldstein& Abrahams, 2013),
enekrpodizionoriuaumu (Seer et al., 2017) 1 neiiponatonoriuanmu (Braak et al.,
2013) pocnimkeHHsIMU, a TakoxXK Bizyanizauiianumu Mmetogamu (Kassubek et al.,

2014; Finegan et al., 2020).
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Komenmap pobouoi epynu: 1lio yac aoanmayii yici KiHiuHOI HACMAHOBU
pobouoto epynorwo Oyau 6paxo8ani 0coOIUBOCMI MEPMIHON02H ma KIIHIYHOL
NPAKMuKU, Wo 3acmocosylomscs 8 Ykpaini. 30kpema, y HiMeybKux peKoMeHO0ayisx
BUKOPUCMOBYEMBCS MEPMIHONI02IA “YPAdCeHHs nepuio2o i 0py2020 MOMOHeUpoHa”,
Mmool K 8 VKPAIHCObKIU KIIHIYHIU npakmuyi mpaouyiiHo  XHCUBAEMbCS
Gdopmynosannsn “ypasjiceHHs 8epXHbO20 MA HUNICHbO2O MOMOHeUpoHa ™. 3 Memoro
3abe3neuenHs yHighikayii meouuHoi 0okymenmayii, 8i0N08IOHOCMI HAYIOHAILHUM
nioxoo0am ma Kopexmuocmi paxoe020 nepekiady 8 YKpaincovKii 6epcii a0anmosanoi
KIIHIYHOI HACMAHOBU 3ACMOCO8AHO MEPMIH “8EPXHIU Ma HUNCHIU MOMOHEUPOH

Pi3ni kiHiyH1 ¢penoTun BAC BuU3HauYalOThCs YpakeHHSIM Ha Mo4yaTKy abo 3
nepedirom 3aXBOPIOBaHHS MIEBHUX JUTSTHOK TiIA
(OynwOapHUil/IepBIKATIbLHUI/TOpaKaTbHUM/TIOMOANIbHUI), a TaKoX CTyINeHeM
ypa)X€HHS BEPXHBOTO 1 HIKHBOIO MOTOHEHpPOHA Ta EKCTPaMOTOPHUX 30H
TOJIOBHOTO MO3KY.

KitiH19HO 3aXBOPIOBAHHS XapaKTEPU3y€EThCs y OUIBIIOCTI MAIlIEHTIB HASIBHICTIO
nporpecytodoro HapoctanHs mape3iB (Ravits&LaSpada,2009) ta xapakTepHOIO
kaptuHoto napesy (Ludolph et al., 2020b).

JlocTOBIpHO BCTaHOBIIEHO, 10 Omm3bko y 5% ycix mamientiB 13 BAC
PO3BHBAETHCS KITHIYHO BUpakeHa «ppoHTanbHa aemeHIlisn» (BAC-®/]). B inmux
BUIIAJIKaX, MECHIII BUPaXKeH1 AeHIIUTH MIPU HEHPOIICHXOJIOTTYHOMY T€CTYBaHHI, 1110
Bi10OpakaroTh (hpoHTaIbHI (DYHKINIT (JETK1 MOBEIIHKOBI po3iaau, adasudHi Ta —
pinko — cemantnuHi aedinutu g0 50% mnarmientiB 3 BAC (Lule et al., 2019)),
IPOrPeCcyOTh MEHII BHPAXEHO, HDK IMape3u. SKow MIpoio I MEepPeKpUTT
MOSICHIOIOTH 200 JIOTIOBHIOIOTH TOIEPEIHI Pe3yabTaTH, SKi caMe y TSIKKOXBOPHUX
NaIli€HTIB BKa3YIOTh Ha BIAHOCHO HEBHUCOKY YaCTOTY JCMPECid — IMONPH THKKUN
kaiHiuanid mepedir — (Lule et al., 2019), 3anuinaeTbes — Hapasi BIIKPHTHM.
Oco06MBO HA paHHIX CTAISIX 3aXBOPIOBAHHS 4acTOTa JACIPECii, 3rTHO 3 OUIBIIICTIO
JOCITIJKeHb, miaBuieHa (Pagnini, 2013).

CMA y nepeBaxHil OUIBIIOCTI BUMAAKIB OJHO3HAYHO JIarHOCTYETHCS Ha
MiZCTaBl TEHETUYHOTO BUCHOBKY - 50-CMA mposiBIsS€ThCA TPH HAPOIKEHHI, Y
TUTSYOMY, TIIJTITKOBOMY Ta JJOPOCJIOMY Billi 3 130JJbOBAHUM YPa’KEHHSM HUKHBOTO
MOTOHEUPOHY CUMIITOMATUYHO. JIuIie moBUIBHO MTporpecyrodi GopmMu y cTapiuiomy
Billi MOXYTh KIiHIYHO mepetuHaTucs 3 BAC y dopmi mporpecyrouoi M’s30BOi
atpodii ([IMA).

3a HagBHOCTI O3HAK TMOETHAHOTO YypakeHHS OympO0apHHX 1 CIIHAJBHUX
MOTOHEUPOHIB 0€3 03HAK YPaKCHHS IEPIIOT0 MOTOHEUPOHA Y YOJIOBIKiB HEOOX1THO
TAaKOX BPAaXOBYBAaTH MOXJIMBICTh X-34EIUICHOI PEIEeCHBHOI CHiHOOYIHOApHOT
M’si3oBoi atpodii (CBMA, cuaapom Kennenmi), sika BHUKIMKaHAa EKCHAHCIEIO
taageMHoro CAG-moBTopy y nmepuioMy €K30H1 TeéHa aHIPOTEHOBOTO perlenTopa Ha
xpomo-comi Xql1-12 (LaSpada et al., 1991). ITopsia i3 MOTOPHUMH CHMIITOMaMHU
TYT 9aCTO CIIOCTEPITraEThCS TAKOK TPEMOP CITOKOI0, MalKe 3aBKIH BiA3HAYAIOTHCS
dacuukysii, Hepigko — 1 B MiMiuHii myckynaTypi (Kuhlenbaumer et al., 1998).
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JlepekT  aHIPOTEHOBOTO  peUenTopa  OPHU3BOAUTH O  XapaKTEepPHUX
EHJOKPUHOJIOTIYHUX  CUMITOMIB  (KJIIHIYHO 3a3BUYail BU3HAYAJIBHUMU €
riHeKOMacTis, aTpodis siedok Ta ogirocnepmis; y 10-20 % naiieHTiB — LYKpOBUA
niadet (Kuhlenbaumer et al., 1998)).

VY cepennboMy Ta JniTHbOMY Bili CCCII Moxke OyTH crutyTaHa 3 NEpBUHHUM
natepanbHuM ckiepo3oM (I1JIC), ockinbku 00H1Ba 3aXBOPIOBAHHS MPU3BOJATH /10
MIPOTPECYI0UOro ypaxkeHHs nepiioro Motoneripona. [lpu npomy st CCCII b
XapaKkTepHa CUMETPUYHICTH ypakeHHs, ToAl Kk [IJIC Ha moyaTtky mepeBakHO Mae
(doxanbHUI XapakTep NposiBiB.

Hist BAC nHapasi 11eHTU(IKOBAHO JUIIE KUIbKAa €TIONOrIYHUX (PaKkTopiB —
HalBaxMBIIMM € Te, mo MyTtamii y reni COORF72 B €Bpomi BIANOBIAAIOTH
npubim3Ho 3a 25% cimeitHux BumaakiB 1 g0 10% «cmopaguuHux» GopMm
3axBoptoBanHs (Miiller et al., 2018). Sk HailBaXJIMBILIMA TeHETUYHHUN (akTop
pm3uky «crnopaauunoi» BAC Oymo imentudikoBano Polyglutamin-Expansionen
npoMipkHOT JoBkuHM B TeHl Ataxin2 (Elden et al., 2010). Myramii y reni
muTo3oibHoi  Cu/Zn-cynepokcuaau-cmytasu  (Cu/ZnSOD) y  Himeuuuni
3yMOBIIOIOTH Tpubau3no 10-15 % ayToCOMHO-IIOMIHAHTHO YyCHAaJAKOBaHUX
3aXBOpIOBaHb. [[JIs1 TEHETUYHOTO KOHCYJIBTYBAaHHS BOXKJIMBUMH € TaKOX 3a3BUYA
ayTOCOMHO-ZI0OMIHaHTHO ycmaakoBani myTalii FUS (fusedinsarcoma) (MoxyTh OyTH
BUSIBJICHI HaBITh y Iyke Mojoaux maiieHti) ta TDP-43 (TARDNP)-mytarii. V
Himeuunni BoHM BUSBIAIOThCS MeHII HiK y 5% cimeit (Muller et al., 2018). Iumi
piakicH1 MyTaitii, 110 3yMoB0r0ThE BAC 1 0yiu BUSIBIICH] TPOTATOM OCTaHHIX POKIB,
nokanizytoteess 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). JKoxna 3 nux myTalliid, 30kpema
mytaiii C9ORF72, He xapakTepusyeTbcs MOBHOIO TMEHETPAHTHICTIO YW 3aBXKIU
ayTOCOMHO-JIOMIHAaHTHUM THUIIOM ycnaakyBaHHs (Hiibers et al., 2014). Ila
o0CTaBUHA YCKJIAIHIOE TEHETUYHE KOHCYJIBTYBAHHS Ta CBIIUUTH MPO T€, 110 MyTaIlii
MOKYTh BUHUKATU HABITh Y Ha MEPIINH MOTJIS CIIOPaAMYHUX NaIie€HTiB. BusBummy,
mo MmyTamii B okpemux reHax (3okpema KIFla, SPG7, FIG1) acomitorotbes 3
PI3HMMH HEPBOBO-M SI30BUMU 4H HelipoereHepaTuBHUMU 3axBoproBanHaME (BAC,
CHaJKoBI cmacTW4dHi mapesu, xBopoOa Illapko-Mapi-Tyrta), 1m0 miATBEPIKYE
TrimoTe3y Mpo HasBHICTh TCHETUYHOTO Ta MOJIEKYJIIPHOTO KOHTHHYYMY (OSmanovic
etal., 2017; Brenner et al., 2018; Osmanovic et al., 2020).

2.3 AcnekTn, siki usg HacranoBa He po3risijae
i pekoMeHaIii MparHyTh OXOMUTH BC1 ACMIEKTH Ii€] TPy 3aXBOPIOBAHb Ta
noB’s13aHi 3 pekoMeHarisiMu moj0 CMA (AWMEF-SMA).

3 MiarHocTuka

3.1 Ilpeamoyaa

Hiarno3 BAC BCTaHOBIIOIOTH MEPEAyCIM 3TIIHO KIIHIYHUX KPHUTEPIiB.
JudepeHiiitno-11arHoCTUYHI MIJIXO0AU € 0COOJIMBO BAXKJIIMBUMHU Ha PaHHIX CTAIIAX,
KOJIA CTIOCTEPITaloThCA Jiniie (OKaIbHI CHMITOMH B OJIHIM a00 BOX AUISHKAX Tija
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1 BIZICYTHI O3HAKU ypa)KE€HHSI BEPXHBOr0 a00 piiie HUKHbOI'O MOTOHEHPOHA.

Knacnunuit BAC xapakTepu3yeTbcs NOE€AHAHHSAM O3HAK YPaXKEHHs MEPIIOro 1
JPYroro MOTOHEHWPOHIB B OAHINA a00 KUTbKOX JUIsHKaxX Tiaa. e Mmoxe mpusBoautu
70 PpI3HOTO CTYNEHS BHPAKEHOCTI NPOrpPECYOUMX OOMEXEHb 3aJeKHO Bl
nokanizaiii. O3Haku ypakeHHS BEpXHbOTO MOTOHEMpOHA KJIIHIYHO YacTO BaXKKO
BUSIBUTH, TOMY CJIiJl HUIECOPSIMOBAHO iX IIYKATH.

['enepanizoBani pacuuKysLii Ta M'I30B1 CyJJOMH € XapaKTEpHUMH 1 4acTo
3yCTpIYalOThCs, MPOTE BOHU HE € aHl crenudpiyHUMH, HEe € O0OB’SI3KOBUMHM IS
BCTaHOBJICHHS JiarHo3y. [laTtojoriuHa BTOMJIIOBAHICTh € YacTHUM CHMIITOMOM,
0COOJIMBO Ha Mi3HIX CTAJIAX 3aXBOPIOBAHHS, Ta TAKOXK ACOIIOETHCA 3 SKICTIO CHY.
Bona, y cBoIO Wepry, 3alleXuTh Bij rinepkamnHii. YacTo XapakTepHUM €, TIO0 MicIs
MOYaTKY YpaXXE€HHS OJIHI€T KIHI[IBKM 200 JOBracToro MO3Ky y CYMDKHUX JUISTHKaX
TiJIa PO3BUBAIOTHCS TOJANBIIT CUMIITOMH.

[TopyiieHHs 9y TAMBOCTI Ta O1J1b HE HaJekKaTh A0 epBUHHUX cuMnToMiB BAC,
OJTHAK iX HAsBHICTh HE BUKIIOYAE 3aXBOPIOBAHHSI.

3a3Buyail He CIOCTepIraloThes MOpyHIeHHs (YHKIIT CeYOBOro Mixypa Ta
npsimoi kumiku. L1 poznaam yacto 3yctpivarorses npu CCCII (Shribman et al.,
2019).

[lepernsnyTa Bepcis [kanu ¢yukionansHoi ominku BAC (ALS Functional
Rating Scale (ALSFRS-R)) € mpoctuM y 3acTOCyBaHHI KIIIHIYHUM iHCTPYMEHTOM,
10 BigoOpakae mporpecyBaHHs (yHKIIIOHAIBHOTO Me(IUTy MpH 3aXBOPIOBaHHI 3
MeTroaoJoriyHuMHU oOMexkeHHsIMU. ALSFRS-R € iHCTpyMEeHTOM NPUUHSTTS PillleHb
y BEJICHHI MMaIlIEHTIB, @ TAKOXK KpUTEPieEM €(DEKTUBHOCTI Y KITHIYHUX JTOCTIHKCHHSX.
[ls mkama MOXE€ TaKOXX 3aCTOCOBYBATHUCS CAaMHMH TMallieHTaMH Yy ¢opMari
CaMOOI[IHIOBAaHHS, SIK y ITAllEPOBOMY BHUTJISA/II, TaK i B oHnaiH-popmati (Maler et al.,
2012), mpote BiANOBiMHICTh OHIAWH-300py manux BuMoram GCP Hapasi He
HiATBEPKEHA.

KimiHI9HO pO3pi3HSIOTE:

o Knacuunuii BAC (Defizite des ersten und zweiten Motoneurons) (o3HakH
ypakKeHHSI BEPXHBOT'O Ta HYKHBOI'O MOTOHEHPOHIB) 3 OyIb0apHUM a00 CIiHATBHUM
1e0I0TOM.

e LAC 3 nepeBa)XHUM ypaK€HHSIM BEPXHbOT'O MOTOHENPOHA.

o [IJIC, sk 13010BaHUI CHHAPOM BEPXHHOTO MOTOHEHPOHA, IO TAKOK MOXKE
CaMOCTIMHO ypaxkatn OynpOapHy MycKynaTypy (TiceBIoOympOapHU mapaiiv).
Mexi MK 3a3HadyeHUMH (OpMamMu € yMOBHHMH, IO BimoOpakae KIIHIYHUN
KOHTHHYYM Ta 3Ha4Hy reteporeHHicTh GperotuniB BAC (Turner and Talbot, 2020).

e Cunmpom, pimme cunapom flail-leg, sxi wacTo Ha3WBaIOTh BapiaHTOM
Bynwniana-bepuapa, y OiTbIIOCTI MAaIi€HTIB CIIOYATKy MPHU3BOISTH MEPEBAKHO 10
MIPOKCHMAJIHLHO BUPAKEHOTO Maparape3y BepxHix KiHIiBok (cuuapom flail-arm) abo
710 TIEPEBAYKHO AMCTAIBHOTO Mapamnape3y HWKHIX KiHIiBoK (cuuapom flail-leg), 6e3
MIJABUIIIEHHS PedIICKCIB.

e [IporpecuBHuii OynpOapHUl Mmapaniy 13 MNOYATKOBUM, a NOACKYAU U
TPUBAJIUM 130JIbOBAHUM MOPYUIEHHSIM (YHKIIT MOBJICHHEBOTO Ta KOBTaJIbHOTO
amnaparis.
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e AkcianpHa (opMa 3 MEPBHUHHOIO TIMOBEHTUIISLIEI0 Ta CIAOKICTIO M’S31B
Tynyoa.

o [IMA, npu K1 KJIIIHIYHO YaCTO CIIOYATKY HE BAAETHCA BUSBUTH 3aIyUCHHS
MepIIoro MOTOHEHpoHa, a Takox y 5—10% mnarieHTiB cocTepiraetTbes cnenudiuna
nindopma, mo noeanye o3Haku JICJ[, mepeBa)kHO MOBEMIHKOBI Ta KOTHITHBHI
po3naau, 1 BAC — tak 38ana BAC/JIC/I.

V pa3si nino3pu Ha giarno3 BAC nauieHT noBuHEH OyTH 00CTEKEHUH JiKapeM-
HEBPOJIOTOM. Y pa3l BCTAaHOBJICHHS JlarHO3y HEOOXiJHE paHHE 1H()OPMYyBaHHS
naijieHTa Ta wieHiB poauHu. DopMyBaHHS MPOTHO3Y 3aXBOPIOBAHHS MOTpeOye
3BKEHOTO MIAXOAy Ta Mae 0a3yBaTHCs BUKIIOYHO Ha pE3yibTaTax TPHUBAIOTO
MOHITOPUHTY KJIIHIYHOI JUHAMIKHM Y KOHKpEeTHOro naiienTta. [1i1 yac BCTaHOBJIEHHS
JiarHo3y CJiJ BpaxoBYBaTH iCHyBaHHA BapianTiB BAC 13 BIIHOCHO CHIPUSTIMBUM
nporHo3oM. Jlo HuX HamexaTh (PEHOTHUNH 3 130JbOBAaHMM a00 TEPEBAKHUM
ypa)XEHHSM BEPXHBOTO MOTOHEHpPOHA, a TaKOX CETMEHTapHI (GopMu (CHHIPOMH
"flail-arm" Tta "flail-leg"). BUHUKHEHHS AaTUNOBHUX CHUMITOMIB IMiJBHIIYE
WMOBIpHICTh XMOHOTO JiarHO3y, TOX TAIllEHTa MOTPIOHO TOBTOPHO PETEIBHO
obocrexxutn. [lepermsinyTi kputepii El Escorial (Brooks et al., 2000) npu3znadeHi
NepPEeBaXHO I  CTaHAapTH3allii BUOIPOK Yy KIIHIYHUX JOCHDKEHHSX; IX
3aCTOCYBaHHS y peajibHIN KIIHIYHIA MPaKTUIl OOMEXeHE Yepe3 HU3bKY YyTIUBICTh
Ha paHHIX CTaisAX 3axBoproBaHHA (Agosta et al., 2015).

Y 2015 pomi BcecBiTHbOIO (enepaiiero HeBpoJiorii Oyno iHiliOBaHO
neperisia kputepii El Escorial, skuit MaB Ou Kpaiiie iHTErpyBaTH HOBITHI HAYKOBI
nani Ta crienudiuai perorunu (Ludolph et al., 2015).

byno 3ampomonoBano mnpaBwio 1+1, ske o3Havae, MO AN PaHHBOI
miargoctuku BAC:

® a00 nopymieHa GyHKIIS BEPXHOTO Ta HIPKHROTO MOTOHEHPOHIB Ha OHIN
KiHIIiBII (aHAI0ri9HO 10 «MOKIuBOro BAC» 3a crapumu kputepissmu El Escorial);

® a0o0 nopymieHa (PyHKIliS HI’KHROTO MOTOHEHpPOHA Ha JIBOX KIHI[IBKAX;

® TIiTBEP/KYETHCS HAIBHICTH IMATOI€HHOT MyTallii B ITO€THAHH] 3 e IIUTOM
B OJIH1I1 KIHI[IBI(.

OO0OB’SI3KOBOI0  YMOBOIO € BHKJIIOYEHHS IHITUX MOXJIMBUX 3aXBOPIOBAHb,
HAIPUKIIA/, EPBIKAIBHOI PaJUKYyIOMIETOMNATI].

OCKITbKM KOTHITHBHI YW TOBEIHKOBI MOPYIICHHS Bi JETKOTO O TSYKKOTO
CTYIMEHS CIIOCTEPIraroThCs 3 4acToToro A0 50% BHMaaKiB, HAsSABHICTH JEMCHIII HE
MMOBHHHA OYTH KpUTEPIEM BUKIIOUYCHHS, TaK CaMo SK 1, 0COOIMBO Ha Mi3HIX CTaIIfAX,
MO>KJIMB1 CEHCOPHi, OKYJIOMOTOPHI 4u C(HiHKTEpHI AePIITUTH.

Cnig 306epiraTd BUAUICHHS MIATHIIB 3 TOTEHIIMHO PI3HUMH TPOTHO3aMU
(mepBuHHMM OynbpOapHUII Mapaiiy, mporpecyoda M’ s30Ba atpodis, cuaapom flail-
arm). I'enetnano odymonennit BAC miarHocTyeThes, SIKIIO Y WieHa CiM’ 1 IepIioro
abo napyroro cryrens cropimaeHocti HasBHUN BAC a6o JICJl; fALS o3nHauae
no3utuBHUM ciMeiinuit anamue3 (BAC/JIC]]) mpoTsiroM TphOoX MOKOJIHb Ta KO-
cerperaiiito MyTailii 3 ((€HOTUIIOM.

BignosigHo no cyuacaux kputepiiB Gold Coast (Shefner et al., 2020), miaxin
1o piarHoctuku BAC Oyiio paagukaibHO cripolieHo. MibKHapoiHa eKCepTHA rpyna
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MOBHICTIO BIAMOBWJACS B 3acTapuUIMX PIBHIB JIarHOCTUYHOI BIIEBHEHOCTI
(«MOXTUBHIY, «AMOBIpHUN» a00 «1ocToBipHUI» BAC), 1110 BUKOPUCTOBYBAINCS B
kputepisix El  Escorial. HaromicTe 3anpoBajXeHO €IMHE BU3HAYEHHS
3aXBOPIOBAaHHS, AK€ 0a3yeTbcs Ha MOENHAHHI O3HAK YpPa)XEHHS BEPXHBHOI'O Ta
HIKHBOT'O MOTOHEUPOHIB.

3.2  Bbaok-cxema
JIUB. KIATHIYHUI MapuIpyT Y OKPEMOMY JIOKYMEHTI.

3.3 JiarHocTuka

PaHHE BCTaHOBJICHHS JiarHO3Y CITIT 3A1MCHIOBATH 3a JOIIOMOTOIO TaKHX
3ac001B:

3.3.1 O60B’s13K0BO

o KIIiHiKO-HEBPOJIOTIUHE OOCTESIKCHHS 3 ypaxyBaHHSAM THIIOBOTO MATEPHY
NOLIMPEHHS! CUMIITOMIB 1 Mape3iB.

e Enexrpomiorpadis (EMI') Ta neitporpadis.

e KpanianbHa Ta cmiHanbHa MPT-Bizyamizaris, SKIO 1€ JOUUIBHO JJis
nudepeHIiiiHoT  11arHOCTUKK  (HAampUKIaJ, TpH Mia03pl HAa  MIEJIOMNATiio,
MOJIICETMEHTapHY PAJUKYJIONATIIO).

o KIIiHIKO-HEHPOIICUXOJIOT1YHE TEeCTyBaHHS (MPOBOAUTHCS HEBPOJIOroM abo
HEHPOTICUXOJIOTOM; PEKOMEHJO0BAaHO BHUKOPHUCTaHHS HiMelnbkoi Bepcii Edinburgh
Cognitive and Behavioral ALS Screen (ECAS) (Loose et al., 2016)).

o DyHKIIis JeTeHb (KUTTEBA EMHICTD JiereHb, SNIP) (mepBuHHaA qOKYMEHTAIIis
IiCJIs BCTAHOBJIEHHS JiarHo3y), HIYHA KalHOMETpPIis Yy JAWHAMIIl 3a HasBHOCTI
KJIIHIYHUX O3HAK PECIIPaTOPHOI HEOCTATHOCTI.

e Maca Tina, iHJAeKC MacH Tijia (IepBUHHA JOKYMEHTAIIIS TICJIs BCTAHOBJICHHS
Jiar’Hosy).

e Perynspre oriHoBanHs 3a mkamoro ALSFRS-R (y cnemiamizoBanux
LEHTpax).

Komenmap pooéouoi cpynu: 6 VYkpaiui euxopucmogyromvcsi mepmiHu
eonuacma  enekmpomiozcpagis  ma  cmMuMyIAYIUHA — eleKmpoHelpomiocpagis
(OocniddicenHs npoBedeHH NO Hepaax).

3.3.2 JlonaTkoBi 00cTEKEHHS

o Jlocmimxkenus  JikBopy  (uTo3, OUIOK, mpoTeiHoeIeKTpodopes,
OJIITOKJIOHATTLHI CMYTH, TIIOK03a, JakTat, Hehdpodimamentn (NfL, pNfH y mixBopi
Ta CUPOBATIIi)).

e 3ajeXHO BiA KIIHIYHOT Ta HEHPOo(Di3i0NOriyHOT KApPTHHH, a TaKOXK
3YMOBJICHUX HEIO MOMJIMBUX AUGPEPEHITINHUX qiarHO031B, JabopaTopHa J1arHOCTHUKA
Mmae BritodaTh Bu3HadeHHs [IIOE, CPb, 3aranpHuil Ta po3ropHyTHI aHai3 KPOBI,
nokazHuku ACT, AJIT, TTI, T3 Ta T4, Bitamin B12 (MeTunmanoHoBa KHCIIOTAa,
TOMOIIMCTEIH), elleKTpodope3 OUIKIB CHUPOBATKH KPOBI Ta IMYHOENIEKTpOoQopes,
K@K, kpearunin, enexrpositu (Na+, K+, Ca2+, Cl-, PO4) ta piBeHb TJIFOKO3H.

e Posmupena naboparopHa JIarHOCTMKA B  OKPEMHUX  BHUMAJKax:
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aHrioTeH3MHIepeTBoproounii pepment/AllD, rekcoszamininaza A i B).

e (CeponoriyHi JOCHIKEHHS Tpu AUGEpPEeHIIHHOMY J1arHO031 aHTHUTLI-
OITOCEepPEeIKOBAaHOI0 3axBoproBaHHs (Hanpukiaa, ANA, aatu-DNA, Anti-Hu, anti-
MAG, Anti-AchR, anti-MUSK, aututima po K+-kamaniB, aHTHTIIA 10
noreHmiamsanexkaux Cat-xanamiB, MUSK-, anTHTUIa 10 alETWIXOJIHOBUX
pELEnTOopPIB).

e YV pasigemenmii: Very Long Chain Fatty Acids VLCFA (m1oBrosjaHiorosi
KUPHI KUCIIOTH) Y CUPOBATIIL, apwicyiabdaTaza A y cupoBartiii.

e M’sg30Ba OioncCis 3a BIICYTHOCTI HEMPOT€HHHMX 3MiH 3T1IHO pe3yJbTaTiB
EMI' (Hacammepen mjis AUQPEPEHLIMHOrO A1arHO3y MIO3UTY 3 BKJIIOYEHHSIMH,
JIMCTaJILHOT MI0TIaTil, XBOPOOU HAKOIIUYEHHS TJIKOTeHY TUIly 4 AHJIEpCOHA).

o JlocmimxkeHHsa QyHKIIIM KOBTaHHS (32 HEOOX1HOCTI — B1ICOCHIOCKOTIIs ).

e JIOP-o6cTexenns (y pa3l BUKIIOUHO Oyiab0apHOi abo nceBao0ynbp0apHoi
maHipecrauii, s AUQPEpeHIIMHOl JIarHOCTUKM MOPYIIeHb MOBJEHHS Ta
MOPYIICHHS] KOBTAHHSA).

3.3.3 daKyJabTATUBHA FeHETUYHA JiarHOCTHKA

['eHeTHuHE TECTyBaHHS Hapas3i JOIUIBHE JIUIINE IMAIliEHTaM i3 TO3UTHBHUM
CIMEHHUM aHaMHE30M, IO BKJIIOYAE JCMEHIIIIO Ta MCUXIYHI pO3Jaau, ajie He JJIs
criopaanunoi popmu BAC.

3a HasSBHOCTI MO3UTHBHOTO CIMEMHOro aHamHe3y B HimeduwHi Bce dacTire
3aCTOCOBYETHCS TlaHeNbHA aiarHocTuka. OpHak mpu 1bomy Mytailii COORF72 ne
BUSIBIIIIOTHCS; JUIsl BU3HAYEHHS JOBXHHHU TIOBTOPIB HEOOXiTHE MPOBEICHHS
Southern Blot.

['eHeTnuHe TecTyBaHHS MOXIIMBE JIHIIE 3a HASBHOCTI MHUCBMOBOI 30U
malie€HTa TiCcias TPOBEJAEHHS T'eHeTHYHOi KoHcynbTallii. I[lokpokoBuit migxina
BUTITHUN MPU HASIBHOCTI JETATbHUX 3HAHb KIHIYHOI KAapTHUHHU.

Ili pexomenparii MOXyTh OyTH 3MiHEHI Yy pa3l ycmimHOi Teparii
AHTUCEHCOBUMHU OJITOHYKJICOTUIUAMU. Y TAKOMY BUIAJKy T€HETUYHE TeCTyBaHHS
TaKoXK OyJe MOIUIBHUM JUIS TAIll€HTIB, sKi, 37aBajocss O, MalOTh CHOpPaJUYHI
BUIAJIKA, OCKUIbKM HE MOKHA TMPUIYCTHUTH TOBHY IMEHETPAHTHICTh, HE MOXKHA
BUKTIOUNTH de novo myTallii, a ciMeHHUN aHaMHE3 HE 3aBXKIW MOXKHA BBaXKATH
JocTOBipHUM. Teparis € mepcrnekTuBHOI Hacammepen npu myTarisx COORF7 2,
SODI1 ta FUS y nHaitommxkuyomMy MailOyTHEOMY.

[IpornocTrune TecTyBaHHS O€3CHMNTOMHHX YJIEHIB CIMEH, Y SKUX BiIOMUMN
reH, mo Bukimkae BAC, ciif, B MPUHIIUIT, TPOBOAUTH JIAIIE MICIS MOMEPETHbOT
KOHCYJIbTAIII]l 3 JIIKAPEM-TEHETHKOM a00 HEBPOJIOTOM i3 BiAMOBIAHOIO (HaxoBOIO
MIATOTOBKOIO 3 TEHETUKU. Take 00CTEKEHHS MAa€ MPOBOIAUTHCS JIHIIE 32 MPSIMUAM
Oa)kaHHSIM TaIliEHTa/TAIlIEHTKH.

Amnaniz Ha aHaporeHoBui pementop Ta TeH SMNI1 AOHUTEHO MPOBOAUTH 32
HasIBHOCT1 BIATOBIIHOT KJIIHIYHOI M103pHu Ha cuHapoM Kenneni abo 5q-criHanbHy
M’30BY aTpodito (ypakeHHsS! BUKIIOUYHO APYroro MOTOHEHpPOHA).
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3.4 IngopMyBaHHS PO AiarHO3

[HpopMyBaHHA TpO JlarHO3 TOBUHHO 3[IMCHIOBAaTHCS OCOOUCTO, 3a
HEOOXITHOCTI y MPUCYTHOCTI poAMYIB, 0€3 OOMEXeHb y 4aci, 3 ypaxyBaHHSIM
nonepeaHboi 0013HAHOCTI, OTPUMAHOI MIJ 4Yac TMONEpPeNHIX OOCTEeXEHb Ta 3
IHTEpHETY, 3pO3yMUIOI0 1Jisl MalieHTa MOBOIO. [losicHeHHs aiarHo3y Mae OyTu
azanToBaHe A0 1HpopMaliiiHuX OaxkaHb Ta MOoTped mamieHTa. [lomupene 6axaHHs
MAIIEHTIB OTPUMAaTH MPOTHOCTUYHY OLIHKY BHMAara€ CTPUMAHOCTI, OCKUIbKH
MPOTPECYBaHHs 3aXBOPIOBAHHS MOXXHA OLIHUTH JUIIe Yy AuHamimi. baxkaHHs
OTPUMATH APYTY AYMKY CIIIJ] TOBAXKATH.

4 Tepamnist

4.1 3aranbHi pekoMeHaANil 010 Tepamii

Y npuHIMOl, CHiJl TMOEAHYBATH NPUYMHHO OpPIEHTOBAHY, CHEIUPIYHO
dapmakonoriuny Tepamito pizHux ¢enotunie BAC Ta namiaTUBHY MeIMUYHY
JIOTIOMOTY, BKJIIOYAIOYHM CHMITOMATHYHY TEpallifo ¥ aJantoBaHe 3a0e3medycHHS
3acobamMu IOMOMOTH. 3 I[I€I0 METOI0, 3 OISy Ha PIIKICHICTh 3aXBOPIOBAHHS, CIIJT
NParHyTH 0 aKTUBHOTO i CBOEYACHOTO JIIKyBaHHS JOCBIIUCHUMH TeparieBTaMu B
CKJIaJll MDKIUCHUIUTIHAPDHOT KOMaHAM Yy CIEIiali30BaHUX HEHPOM’ sI30BHX
amOynaropisix (aapecu MoxkHa oTpumatd dYepe3d Deutsche Gesellschaftfiir
Muskelkranke (DGM) a6o Deutsches Netzwerk fiir Motoneuronerkrankungen
(MND-Net)) (Rooney et al., 2015). Ile m03BoJIsg€ MOKPAIIUTH 5K SKICTh YKUTTS
(Creemersetal., 2014), Ttak 1 ouikyBaHy TpuBamicTh HUTTsA (Rooney et al., 2015;
Martin et al., 2017; Paipa et al.,, 2019). Bapricth JikyBaHHS TaKOX MOXE
3MEHIIYBAaTUCS IIUIIXOM CKOPOYEHHS CTpPOKIB JIarHOCTUYHOI EKCHEepPTH3U Ta
3ano0iraHHs 3aiBUM BTpy4yaHHsIM 1 mporeaypam (Galvin et al., 2017). BaxxauBy
poJib, WMOBIPHO, BIIIrpae TakOX ONTHUMI30BaHE I CBoe€yacHe 3abe3IeueHHs
iATPUMYBaJIbHO BeHTHIALIEO, a Takox [IEI" (Paipa et al., 2019).

MynbTUANCIUTUTIHADHUMA IMAXIJ BKIIFOYAE JIIKYBaHHS 3 y4acTIO HEBPOJIOTiB,
raCTPOCHTEPOJIOTiB, TYJbMOHOJOTIB Ta AaCHCTCHTIB 3 JHMXaHHS, JIOTOMEIIB,
criemianizoBaHux  (izioTepaneBTiB,  eprorepamneBTiB,  (HEHPO-)ICHUXOJOTIB,
JTIETOJIOTIYHOT CaykOHM, a TaKoX, HaNpHuKiIad, CTOMATOJIOTIB, CHEIIaJbHO
MITOTOBIICHOTO MEIUYHOTO MEPCOHATy H ONTHMIi30BaHE 3a0e3nedeHHs 3aco0amu
JIOTIOMOTH.

BtiM, OCHOBHUM KOHTAaKTHHM (axiBlleM IS TMAIIEHTIB Ma€ 3aJIMIIATHCS
CIEIiaTi30BaHUN HEBPOJIOT, SIKUH KOOPJUHYE Teparmito.

3 oruisAy Ha CTieliani3oBaHe JIIKyBaHHS, TEIEMEINYHI MiTX0U TaKOK MOXKYTh
y MailOyTHphOMy HaOyBaTH Outbiioro 3HadeHHs (Hobson et al., 2019). 3anexHo Bif
JTUHAMIKH TIepe0diry 3aXBOPIOBaHHS pEKOMEH/I0BAHO MPOBOAUTH BI3UTH KOXKHI 3 a00
6 MiCAIIiB.

Komenmap pooouoi epynu: Ha cvocooni 6 Yxpaini eiocymwus mepedica
Cneyianizoeanux Heupom sa3068ux amoyramopii ma yenmpis, ananociynux Deutsche
Gesellschaft  fiir Muskelkranke (DGM) a6o Deutsches Netzwerk fiir
Motoneuronerkrankungen (MND-Net) y Himeuuuni. V 36 513Ky 3 yum diacnocmuka,
JIKY8aHHS ~ma nooanvuie 6edeHHs nayicumie i3 BAC  30ilicnioembcs
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MYTbMUOUCYUNTIHAPHOIO KOMAHOOK (Daxisyie y 3axKiadax 0XOpoHUu 300p08's, ujo
Haoarmov cneyianizosamy meouury oonomoz2y nayienmam iz BAC ma y pepepemnux
YyeHmpax 3 numausb pioKiCHUX (opghannux) 3axeopioamnv 3a HANPSIMOM HEPEOEO-
M ’a3081 3axeopioganns’”.

4.2 ®apmaxorepanisa BAC

4.2.1 XBopooomoaugikyrwua repamis

®dapmaxosioriudi  xBopoOomMoaudikyroui BapiaHTH JikyBaHHi mnpu BAC
3aJIMIIAIOTHECS HE3aJ0BUIBHUMH Ta CTAHOBJISTH BAXKJIMBY HE3aKpUTY TOTPeOy B
Tepamnii 1[bOro 3aXBOPIOBaHHs. Po3poOka HOBUX XBOPOOOMOIM(IKYIOUHX Tepamil,
BIJMOBIAHO, € OJHUM 13 TOJIOBHMX NPIOPUTETIB aKaJeMIYHUX 1 MPOMHCIOBUX
JIOCJII)KEHD.

Puiy3zon

Ha  cporogni B  HiMewyunHni  numie  puiy30i  CXBajeHO  sK
xBOpoOomoaudikytounid Jkapchkui 3acid6 mis jikyBanHs BAC. 3okpema, BiH
0JIOKye TIOTCHIlIaN3aJIe)KHI HATpi€Bl KaHaW, IO NPHU3BOJIUTH 1O 3HUKEHHS
BUBUIbHCHHS TIyTaMaTy Ta 3MEHIIIEHHS €K3aHTOTOKCHYHOCTI. Y go3yBaHHi 100 mr
Ha 100y pWIy30J1 Yy TOABIHHO CIINOMY KOHTPOJIBOBAHOMY PEECTPALIMHOMY
JIOCJIIJDKEHH1 JIOCTOBIPHO TIiJIBHINYBaB WMOBIPHICTh BMIKHMBAHHS 0e€3 TpaxeoTomii
yepe3 12 wmicsamiB. Y Cochrane-aHanizi (BKJIIOYeHO 4 He3aJEXHI1 JOCHIIKEHHS)
JKYBaHHS PUITY30JI0M MPOJAEMOHCTPYBAJIO Me/laHHE TIOJIOBKEHHS BUYKUBAHOCTI HA
3 micsi, a Takox Ha 9% BUIly HMOBIPHICTh MEPEKUTH MEPIIUNA PIK 3aXBOPIOBAHHS
(Miller et al., 2012). Ognak y3arampHeHi gaHi 3 10 kmiHiYHEUX peectpiB BAC
JIEMOHCTPYIOTh O3HAKU MEIaHHOTO MOIOBXKEHHS TPUBAJIOCTI )KUTTS 110 19 micsiiB
(Hinchcliffe&Smith, 2017; Andrews et al., 2020). 3a npsimoro nopiBHsHHS 703 (50
mr VS.100 mr vs.200 mr Ha 100y) 3acTtocyBanusa 100 Mr Ha 100y MPOAEMOHCTPYBAJIO
Halikpamuii mpodias moao edextuBHOCTI Ta pusuky (Lacomblez et al., 1996).
PerpocniekTuBHMI aHami3 TOKa3aB, IO MAIlI€EHTH, SKI OTPUMYBAIM PHIY30JI,
TpuBajilmie mepedyBald Ha MEHII TSKKHX CTaAiiX 3aXBOPIOBaHHsI. TaKoX
PETPOCTIEKTUBHUI aHai3 CBIAYUTH MPO e(HEKTUBHICTh PUITY30Jy Ha MI3HIX CTaHisX
3aXBOPIOBAaHHA, X0ua MEPCIeKTUBHI aHani3u BiacyTHi (Fang et al., 2018).

Jlitoua pedoBWHa MOCTyMHA K y ¢dopMi Tabmetok (50 mr), Tak 1 y BUTIIAII
cycniensii (5 mr/mi). OctaHHIN crociO MIAXOAUTH IJIsl 3aCTOCYBAHHS MEPOPATLHO
a6o ugepe3 IIEI'-308a. Pumy3on 31e0inbIoro n100pe MepeHOCUTHCS, OJHAK MOXKE
MPU3BOAUTH JO 3HAYHOTO ITIJBUINCHHS TpPaHCaMiHa3, TOMY BIIPOJIOBXK MEPIIHX
TPHOX MICSIIB PEKOMEHJOBAaHWUN IIOMICAYHUNA KOHTPOJb, a Hamam —
IOKBApTadbHUM (1HGOpMALIA 111 MEIUYHOTO 3aCTOCYBAaHHS PUITY30.Y).

Komenmap pooouoi epynu: ¢ Yrpaini na momenm po3pooaenns KH nikapcoxuil
3aci6 3 MIJCHAPOOHOK HEeNnameHmoBaAHO HA36010 PULY30/ Y 8u2iali CycneHsii (5
me/mn)  He  3apeecmpogano. [lna  3acmocy8aHHs  OOCMYNHA — NepopaibHA
(mabnemosana) hopma nikapcokoco 3acoby puiy3o. 3 003y8anHam 50 me.
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Pexomennauis

VYcim nanientam 3 BAC ciig npusHadatu puity30i y go3yBanHi 2x50 mr/go0y
nepopanbHo. Ilim wac Tepamii pUIy30J0M TpaHCaMiHA3W CIHIJ PETYJISIPHO
KOHTPOJIIOBATH.

Enapason

AHTHOKCUJIAaHT €JlapaBOH Hapa3i He 3apeecTtpoBaHuili y €C, oIHaK Mae
peectpauito B CIIIA, Kanani, Anonii, IliBnenniii Kopei ta llBeiiuapii.

PannomizoBane nochimkeHHs 3 I1ane00-KOHTPOJEeM HE BUSIBUIIO CYTTEBOI
nepeBaru 1010 BWXHMBAHOCTI y 3MimaHid nomynsuii [lamientiB 13 BAC, ki
OTPUMYBAJIM €JapaBOH MOpiBHAHO 3 Tuianebo (Abe et al., 2014), omnak Oyno
OTPUMAHO CBITYEHHS €(EKTUBHOCTI B MIATPYMi, sKa cTaja MIACTaBOIO IS
HACTYIHOTOo peectpariiitnoro gocmimpkenns (Writing Group; Edaravone (MCI-186)
ALS19 Study Group,2017). ITnarie00-KOHTPOJIBOBAHI, TIOABIHHO CITiITi TOCITIYKSHHS
I10/10 BIUTMBY €JJapaBOHY Ha BI)KUBAHICTH BiJIcyTHI. [Ipemapat noOpe nepeHocuthbes,
NpOTE CJIJI 3BEpTAaTU yBary Ha ajepriyHi peakilii, 3yMOBIIeH1 OicynbdiTamu, 1110
MICTSITBCSL Y TIpETnapaTi, a TAKOK Ha BEHO3H1 MOpa3HEHHS.

Komenmap pobouoi cpynu: na momenm pospoonenns KH nikapcoxuii 3acio 3
MIHCHAPOOHOIO HEeNameHmMOBAHO0 HA36010 e0apasoH 3apeccmposanuil 6 YKkpaiwi
ons sacmocysanus y nayienmie i3 bBAC. Hasaeni kKniniuni 00C1i0NHCeH s He HA0armb
NEepeKoHIUBUX 00KA3i6 epexmugHocmi eo0apagoHy w000 KIIHIYHO 3HAYYUUX
pe3yabmamie nikyeanns nayienmie i3 BAC. HeobXxiOni noodanvuii He3anexiCcHi
bazamoyenmpogi paHoomizo8awni KIiHiuHI Oocnioxcenus. Tomy piuenus wooo
NPU3HAYEeHHs e0apasony Cli0 npuimamu iHOUBIOYAIbHO 3 YPAXYBAHHAM KAIHIYHUX
Xapakmepucmuxk nayieHma, o4iky8aHoi KOpucmi ma nOMeHyiuHux pusuKis.

Pexomenaauis
3 ornsAny Ha €PEKTUBHICTD, MOOIYHI €PEKTH Ta CKIAIHICTh 3aCTOCYBaHHS
3araJibHa TepareBTUYHA PEKOMEHAIIisS 1010 e1apaBOHy HEe MOXKe OyTH Ha/TaHa.

ExcnepumeHTaNbHI Migxoau

Huzka dapmakonoriyaux cyOcTaHIlid Hapasi mepedyBae Ha PI3HUX CTaIifgX
kiniHiyHuX Bunpooysanb mpu BAC (Cordts, 2020). OkpiM MaIuX MOJEKYISIPHUX
CHONyK (HAampWKIaa, MaCUTUHIO, pasaruiiH, paByjizymad, apiMOKIOMOII,
(b eHLTOyTUpaT/TaypOoyPCOIe30KCUX0JIEBA KUCI0Ta Ta 6araro iHIIMX), Hapas3l TaKoX
OITIHIOIOTHCSI AaHTUCEHCOBI OJITOHYKICOTHAM TSl JTIKYBaHHS CIMEHHUX TMAIlIEHTIB 3
BAC 3 maTonoriyHuMu TeHETHYHUMH MyTamissMu (Hampukiaaa, mytaii SOD1 a6o
myTarii COORF72).

VYci mamieatn 3 BAC mMaioTh oTpuMaTi MOXKJIMBICTH OpaTH y4acTh y KIIHIYHAX
JOCJIIJIPKEHHSIX, 32 YMOBH BIIMOBIAHOCTI HEOOXITHUM KPUTEPISIM BKIIFOUCHHS.

Pexomenaauis
3a HasgBHOCTI KJI1HIYHOI mino3pu Ha BAC namieHTIB ciij sSIKOMOra paHiiie


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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HaIpaBJSITH /0 CIHELIaJi30BAHOIO LIEHTPY MJs OL[IHKM MOJKJIMBOCTI Yy4yacTi y
KIIIHIYHUX TOCHIIKEHHSX.

Komenmap pobouoi cpynu: na momeHm po3poOneHHs yici KIHIYHOL
HACMAHOBU  JIIKAPCLKI  3aco0U 3 MIJDCHAPOOHOIO HENnameHmoB8aHol HA36010
MacumuHio, apiMoKIOMON, (eHinbymupam Hampilo ma maypypcooe30KCUxonesd
Kucioma 6 Yxpaiui ne 3apeecmposai.

4.3 CumnroMaTu4Ha (MajJiaTUBHA) Tepamist

MeToro CMMITOMATUYHOI Teparii € MOJErmeHHs CKapr MAalll€eHTiB 1, TAKUM
YUHOM, 30€pEeKEHHsI 1XHBOI SKOCTI JKHUTTS. bararo acnexkTiB CUMITOMATUYHOI
Tepanii naimiedTiB 3 BAC BiIMOBiAaI0Th MPUHITUIIAM MMATIATUBHOT METUIIMHHU.

4.3.1 i cuMnToMaTU4HOI (MAaJiaTUBHOI) Tepamii

e 30epeXeHHs] aBTOHOMIT 3 YpaxyBaHHSM JIIKapChKoi J0AMITUBOCTI.

® 30epeKeHHS SIKOCTI )KUTTS.

e PanHe iHPOPMYBaHHS MICIS BCTAHOBJICHHS /1arHO3Y, TAKOXK Y IPUCYTHOCTI
YJIEHIB POJIMHU

e KoHCyNnbTyBaHHS 010 MOKIMBOCTEH 1 MEX HEIHBA3UBHHX Ta iHBA3UBHUX
METO/IB JIIKYBaHHS, 30KpeMa Xap4oBoi Ta pecripaTopHoi Tepartii.

o KoHCynbTyBaHHA IIOJO0 MOXJIMBOCTEH 1 MEX CHUMITOMAaTUYHOI Ta
najgiaTUBHOI (papMakoTeparii.

e BusHaueHHs Ta JOKYMEHTYBAaHHS IHIWBIAyaJbHUX IIUJIeH JIKYBaHHS 3
ypaxyBaHHSIM KJIIHIYHOTO CHHIPOMY, IIBHUIKOCTI TPOTPECYBaHHSA, a TaKOX
MICUXOCOIIAIBHUX PECYPCIB 1 0COOUCTUX IIIHHOCTEH.

e Po3po0IieHHs BOJIEBUSBICHHS MAIlIEHTA.

4.3.2 ®i3znuHa Tepanmisi Ta eprorepannisi

Meroro  ¢izioTepamii Ta eprorepamii € miATpUMKa (PYHKIIOHATBHOL
CIIPOMOKHOCT1 Ta, BIAMOBITHO, CaMOCTIMHOCTI, 3a0e3MeYeHHs COIlaJbHOI
AKTHUBHOCTI Ta 30€peKCHHS SIKOCTI JKUTTS; TAaKOX IUIIMHU Teparii MOXYTb OyTu
MIBHUINCHHS BUTPUBAJIOCTI, M S30BOI CHJIM Ta TOKpamIeHHS (YHKIII CepIeBo-
cynuanoi cucremu (Lui& Byl, 2009; Merico et al., 2018a). OcobnuBy yBary Takox
MO>XHA TPUIUTSITH 3MIITHEHHIO Ta PO3TATHEHHIO M S31B, SIK B YPAXXECHUX M’ SI30BUX
rpynax mpu mapes3ax 1 IMiIBHIIEHOMY M’Si30BOMY TOHYCI, TaK 1 B HEYypaKeHHUX
M’SI30BUX Tpynax Juisl MiIBHINEHHS (yHKIIOHaIpHOTO pe3epBy (Bello-Haas et al.,
2007; deAlmeida et al., 2012; Kato et al., 2018; Lunetta, 2016). JlomaTkoBUMH
MiAX0AaMU MOKYTh OyTH HaBYaHHS YCBIOMJICHHIO BJIACHOTO TiJia, OMITHMi30BaHe
BUKOPHUCTAHHS Ta I[UUIECHIPSIMOBAHE 3aly4yeHHsI 30epekeHuX (PYHKIINA 1 HasABHUX
(GYHKITIOHATBHUX PE3EPBIB, PETYJIAIIS IMiIBUIIEHOTO M’ S30BOTO TOHYCY, a TaKOX
3aJIy4eHHsI KOMIIEHCATOPHUX MeXaHI13MiB. BTOpMHHO MOKHAa TaKoOX 3amnodiraTu
TaKUM YCKJIQJTHEHHSIM, SIK KOHTPAKTYpH Ta OUlb.

HeliponerenepatuBHuii mpoiiec HE MOKe OyTH 3yNHHEHUN IIEI0 TepaIi€ro,
OJIHAK, Ha BIAMIHY BIiJ M'S30BHX 3aXBOPIOBaHb, (DI3MUYHE HABAHTAKCHHS y BUTJISAII
CUJIOBOT'O TPEHYBaHHA a00 JOJAATKOBOTO a€pOOHOT0 TEPANIEBTUUHOTO PEXKUMY M1
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HarJIA/I0M TaKOX HE Mae HEraTMBHOTO BIUIMBY Ha mnepedir 3axBoproBaHHs (Bello-
Haas et al., 2007; Clawson et al., 2018; van Groenestijn et al., 2019). Pi3u1 Buau
Tepamii (CUJIOBE TPEHYBaHHS, aepoOHE TPEHYBaHHSA, TPEHYBAHHS BUTPHUBAJIOCTI,
TPEeHYBaHHsI OOCSTY PyXiB, PO3TATHEHHS) 3a JAHUMH HOBITHBOTO JIOCTIIKEHHS
JEMOHCTPYIOTh MMO3UTHBHI epeKTH Ta 700pe nmepeHocsTbes namientamu (Clawson et
al., 2018). IlepeBaxxuuii epext cunosoro TpenyBanus (Bello-Haas et al., 2007) a6o
BUCOKOIHTeHCHBHOI Tepamnii (Zucchi et al., 2019a) onucyeTbest okpeMo, TOAI SIK 1HIT
JOOCHIDKEHHST 00  IHTEHCHUBHOCTI  PEKOMEHAYIOTb HE  MEepEeBHILYBaTH
cyomakcumanbhuii piserb (Merico et al., 2018b). Mexi MOXKIIHBOTO TPEHYBaJIbLHOTO
e(eKTy TaKOX JIEMOHCTPYIOTBCS Y JTOCIIDKEHHSX TMPUCBIYCHUX CTUMYIISIT
nmiadpparmu (McDermott et al.,, 2016). Ha miacTaBi HasBHUX Ha 1€l yac JaHHUX
HEJIOCTaTHBRO  MmiacTaB Uil  (QopMyBaHHS  CHCIIAIBHUX  TEPAIeBTHYHHUX
pexomeHaiii. Eprorepamisi, 30kpeMa, Ma€e 3aCTOCOBYBATHCS TPU TOPYIICHHSIX
(GyHKIIT KUCTI Ta NUCEK3eKYTUBHMX cuMmrnromax. Kopekiis xananbHOi (DyHKIIIT
3MIIHCHIOETHCS, 30KpEMa, IUITXOM PO(]ITAKTHKYA KOHTPAKTYP, a TAKOXK aIarTarii i
HaBYaHHS KOPUCTYBaHHIO JOMOMDKHUMHU 3acobamu (Arbesman&Sheard, 2013).
KpiM TOro, pOBOJSATHCS HABUYaHHS CTPATETisAM IOJOJaHHS BTPATH MaHYyaJlbHOI
¢GyHKIIT Ta KOTHITUBHI TPEHYBaHHS.

JlonatkoBi (pizioTepaneBTHUHI 3aX0AU MOKYTh OyTH TTOKa3aHi BIATIOBITHO 10
[[IJIbOBUX CUMIITOMIB:

o Jlimdboapenax - mpu JiMdaaeMi, acoliioBaHii 3 mape3om.

e TemnoBi nporeAypu Ta MaHyallbHa TEpamis - JUIsl peryJssili TOHyCy M’ 31B
1 TP MiaJTisX.

e Macaxx TOBCTOI KHIIIKH - TIPU 3aKperi.

e JluxanbHa Teparis Mpu MOYaTKOBUX O3HAKAX PECTPUKTUBHOI TUXATBHOI
HEJIOCTAaTHOCTI, 32 HEOOXITHOCTI 13 3aJTly4eHHSAM TpEHa)kepa JJIsl TUXaJbHUX M’ SI31B.

Jloroneanuna repamnis

JloroneauyHa Teparisi Ha pPaHHBROMY e€Talll JIKyBaHHS (OKYCYeThCS Ha
au3apTpii. Y MojanblioMy CIiJl MPOBOAWTH (DYHKIIIOHAIBHY Teparito aucdarii
(Rogus-Pulia&Plowman, 2020) Ta BmpoBaKyBaTH W CYNpPOBOKYBATH 3aXO/IH
niaTpuMyBaibHOI KoMmyHikaii (Korner et al., 2012).

[Tpu nmporpecyBaHH1 3aXBOPIOBAHHS COIiAJIbHI 1 TTATIaTHBHI 3aCO0U JTIKYBaHHS
HaOyBatoTh Ounbinoro 3Hadenns (Wilson et al., 2016), ski, mompu 3pocTaHHS
GyHKITIOHAIBPHUX JIe(IIUTIB, 13 TMOTJISAAY MAIIE€HTIB aCOIIIOIOTHCS 3 MOKPAICHHIM
axocti xuTTs (Meyer et al.,, 2018). ToMmy, He3BakalouMm Ha BIACYTHICTh Hapasi
JIOKa3iB TepeBard IHTCHCUBHUX TEPAMEBTUYHMX 3aXOJMIB IOJ0 BUKMBAHOCTI Ta
nporpecyBanHs 3axBoproBaHHs (Braga et al., 2018; Zucchi et al., 2019b), nikyBanHs
MOXK€ 3IIMCHIOBATHCS 3 BHUCOKOIO YacTOTOK BXKE NPH TMOMIPHUX MOTOPHHX
nedinurax. OgHAK 3 TOYKH 30pY MaTiaTUBHOI MEAUITMHU YacTOTa Teparii MOBUHHA
OyTH IHAMBITYaITHHO aTalITOBAHOIO JIO TTOBCAKIACHHOTO YKUTTS TMAIlI€HTIB.

Pexomenaauis
Bubip 3aco6iB Ta ix yacToTa MOBHUHHI 0a3yBaTHCs Ha CHUMIOTOMax Ta
IHAMBINYaTbHUX MOTpedax MalieHTIB. 3 OrJsAIy Ha 3MIHY MOTpPeO MNPOTIroM
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nepediry 3axBOPIOBaHHS, MEPEBAarol0 € TEPaneBTUYHUN JIOCBIN Yy JIIKyBaHHI
XPOHIYHUX MPOTrPECYrOYMX HEBPOJIOTIYHUX 3aXBOPIOBAHBb, @ TAKOX MajlaTUBHUX
TMAII€HTIB.

4.3.3 Tepanisi XpoHi4YHOI pecipaTOPHOI HeIOCTATHOCTI

PecnipaTopHa HEJZOCTATHICTh € HACHIJKOM M'A30BOi  ciabKoCTi, W10
MPU3BOAUTH JO XPOHIYHOI aJIbBEOJISIPHOI TINOBEHTHIIALIL. ['OCTpO BHHHMKarOua
pecripaTopHa HEIOCTATHICTb CIIOCTEPITA€ThCA TMPU  PO3BUTKY aTEICKTa3iB
(acmiparriss) Ta OpPOHXONMHEBMOHINM, a TaKOXX BHACIHIJOK JIETCHEBUX eMOOJIH.
BaxxauBOo peryisipHO Ta 3aBYacHO JOCTIDKYBaTH (PYHKIIFO JIETEHb, a TaKOX
3a37aeriib 00rOBOPIOBATH 3 TAIlIEHTAMU MOJKJIMBI YCKJIQJIHEHHS, 11100 MEIUYHO
HEOOX1IH1 3aX0JM BIANOBLAAIM MoOakaHHsAM nalieHTiB. [loBTopHe 0OroBopeHHs
L1€1 TEMH € JOLJILHUM 1 HEOOX1THUM. METOr0 HEe1HBAa3UBHOI JOMAIIHBEOT BEHTHIIALIT
JIETeHh € SK TMOJIIIICHHS CUMIITOMIB, TaK 1 ITJABUIICHHS SIKOCTI JKHTTS Ta
nooBkeHHs TpuBajocti kutTs (Bourke et al., 2006; Mustfa et al., 2006; Radunovic
et al., 2017). [amienTH 13 CiHAIBHUMH CUMIITOMaMHU OTPUMYIOTh OLIbIIE KOPUCTI
BiJl HEIHBA3MBHOI JOMAIIHLOT BEHTUJIAIIl JIETeHb, HIK TAIlIEHTH 3 OyIb0apHUMH
cUMIITOMaMH. B oCTaHHIX 4acTO BHHMKAIOTH MPOOJIEMH 3 MiAOOPOM MacKH, SIKi
BUMAramTh Yy4YacTi JOCBIAYEHOrO JIKaps, a TaKoXX TEXHIYHOI IMiJATPUMKH.
[HauBinyanizoBaHe HAJIAIITYBAaHHS apaMeTpiB BeHTHIALIT € qomiasaum (Vrijsen et
al., 2017; O’Brien et al., 2019). BctanoBneHHs aiadparMaibHOTO CTUMYIISTOpA HE
noka3zano (Gonzalez-Bermejo et al., 2016; McDermott et al., 2016).

TunoBi cUMOTOMH XPOHIYHOI T1MOBEHTWIISAIIT BKIIIOYAIOTh MOPYILIEHHS CHY,
HECIIOK1¥, paHKOBUY TOJIOBHUM O17b Ta JIEHHY BTOMY a00 COHJIMBICTH, a Ha MI3HIX
CTamisiX — 3amuInKy npu (I3MYHOMY HaBaHTAXXEHHI Ta Y CTaHl CIIOKOIO.
JlaGoparopHa oIliHKa TPOBOJMTHCS MIITXOM BU3HAYCHHS JKHUTTEBOT EMHOCTI JICTCHb
ta HiuHOi karmHoMeTpii (Prell et al., 2016; Tilanus et al., 2017), MOXIHMBO, TaKOXK
okcumeTtpii, BumiptoBanHs SNIP (tucky Bauxy npu Bauxy) ta PCF (mikoBoro
KaIllJIbOBOT'O TOTOKY). [Ipu OmiHIlI KamHOMETpii TaKOK KOPUCHUMH € peKOMEHAIii
ITyJIBMOHOJIOTB 111010 TIOYaTKy HEIHBa3WBHOI BEHTWIISIIIT JIETCHB; AUB. TaOiuIo 1

(Windisch et al., 2017).

Taoaunsa 1

[Toxazanus s nepexoxy va HIBJI (nacranoBa S2K «HeinBa3uBHa Ta iHBa3MBHA
BEHTWJISIIIS SIK Teparisi XpOHIYHOI pecmipaTOpHOi HETOCTATHOCTI — PEIAKITis
2017»):

e PaCO2 Baenb >45mmHg

e Hiuynanit PaCO2>45mmHg(3BepHiTh yBary: Ha Ie BKa3y€ MMiIBUIICHHS PIBHS
OikapOOHATY MPOTATOM JTHS)

e Hiunawmii PtcCO2>50mmHg npotsirom 30 xBunuH

e HopwmoxanHis BaeHsb 31 30uibiieHHsM PtcCO2na >10mmHg y HiuHui yac
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o [lIBuake 3umxennss FVC>10% Bix nouatkoBoro 3HaueHHs ripu BAC abo
THIIMX [MIBUAKO MPOTrPECYI0UHMX 3aXBOPIOBAHHIX MOTOHEHPOHIB MPOTATOM 3
MICSIIIIB

[IpoTe cig miaKpecauTH, IO 3a BIICYTHOCTI TOCTIIKEHb 11010 PEJIEBAHTHOCTI
napaMeTpiB (QYHKIIIT JIETeHb JJIs1 BU3HAYCHHS TTOKa3aHb 10 HE1HBA3UBHOT BEHTUJIALIIT
nerenb (HIBJI), kniHiuHA OLiHKA € BUpimanbHUM (pakropoM. Cnpoba po3nouyatu
HIBJI 3aBxau moka3zaHa 3a HassBHOCTI KJIIHIYHAX CUMIITOMIB.

VY pasi B’SI3KOro CIM30yTBOPEHHS 3a HEOOXIMHOCTI CIiJi 3aCTOCOBYBAaTH
MYKOJITHKH (32 YMOBHU JIOCTaTHHOTO HAJXO/DKEHHS PpIAMHU), 3a MOTpeOu
IHTaJsALiiH] OeTa-cCUMIaTOMIMETUKH a00 TeouliH Y BUMaAKaX ryCTOro CIU3y CIijl
PO3TJISHYTH THUTaHHS TPO TMPU3HAYEHHS MYKOJIITHUKIB (32 yMOBHM 3a0e3leueHHs
JIOCTaTHLOTO CIIOYKWBAHHS PIAWHU), @ TAKOXK MOYKHA BUKOPUCTOBYBATH THTAISIIINHI
0eTa-CUMIIaTOMIMETUKH/TEO(PLIIH PHU HasIBHOCT1 OOCTPYKTUBHOTO KOMIIOHEHTY.

Mexaniuauii 1HcydasTop/ekcyusarop sk 3acid BiJ KalUllo y BHUIAJIKaX
3HIDKEHOT CHITH KaIIlUTio Ta 00CTpyKIIii OponxianbHoro cekpety (Sancho etal., 2017)
a0o0 TexHiKa IUXaHHs 3 HakiaagaHHaM quxanbHux nuiixiB (Rafiq et al., 2015) moxke
OyTH KOPUCHOIO Ta Ma€ OyTH JIOCTYITHOI, OCOOJIMBO Yy BHITQJIKy PECHipaTopHOT
iHdekii. [lamieHTa MOBMHHI MPOIHCTPYKTYBATH OO0 MOr0 BUKOPUCTAHHS
MyJIBMOHOJIOTH 200 HEBPOJIOTH, SIK1 MAIOTh JIOCBIJ Y pECIIPATOPHIA METUITUHI.

[Tpu apunreanbHiil Ta TpaxeabHINH 0OCTPYKITIT CEKPETOM ISl MEHEIPKMEHTY
CEKpeTy LUISAXOM acmipallii MO)e 3aCTOCOBYBATHUCS MajlaTUBHA TPaxeOCTOMIYHA
KaHwooIA. TpaxeoToMiss 3 MEXaHIYHOI BEHTWIALIEI JIET€Hb Ta TMOJAJBIINM
JIOMAIITHIM JIOTJISIZIOM MOJXKE PO3TJsjaTucs y pazl Hee(eKTHBHOCTI HEIHBa3UBHOI
BeHTWIALII. [Ipy 1TboMy HEOOXiqHE CyBOpe BU3HAUYCHHS IMMOKAa3aHb 3 ypaxXyBaHHIM
IHAUBINYaTbHOTO  TIEpediry  3aXBOPIOBAHHS, MOXIJIHMBOTO  IPOrPECYHOYOro
MOPYIIEHHS KOMYHIKaTHBHOI 3/IaTHOCTI, CHUCTEMH I[IHHOCTEH maIli€eHTa Ta
NICUXOCOIIAIBHUX PECYpPCiB, a TAKOXK MOTPEOH y CIEIiai30BaHOMY MOIAbIIOMY
JOTJISIAAI M TIOB’ s13aHUX 13 UM pu3uKiB (Spittel et al., 2021).

YroponoBx rmepediry 3axBOpPIOBaHHS CIiJ PEryJsipHO OOrOBOPIOBATH 3
MAIiEHTOM MHUTAaHHS (OPMYBaHHS BOJICBHUSBICHHS II0JI0 MPOBEIEHHS 1HBa3WBHOI
BEHTHJIALIT JiereHb. HeoOXimqHO YHMKATH HEBIIKIAIHOI 1HTYOAIlii 0e3 HaJe)KHOTO
iHbOPMYBaHHS Ta OTPUMAHHS 3TOJU MallieHTa. BimmydeHHs Bin amapaTy IMITYy4HOI
BEHTWJIAIII JIeTeHb («weaning»), ocoONMBO 3a OakaHHSAM TMAIli€eHTa, TICIS
HEBIIKJIaAHOT 1HTYOAIIT 9aCTO € MOYKJIUBHM.

Pexomennpanis

[lokazanns no HIBJI icHytoTh y BUIAJKaX TUIMOBUX CUMIITOMIB XPOHIYHOT
rinoBeHTWIALIT a00 migBumenoro piBHs PCO2, 3rimHo 3 pekoMennpamismu S2K
«HeinBa3uBHa Ta IHBa3WBHA BEHTHIISALIS JISTEHD SIK TEpaIis XpOHIYHOT TUXaIbHO1
HEIOCTaTHOCTI — peaakilisa 2017 poxky».

[HcydasTop/excydasTop ciiijl 3aCTOCOBYBATH K TOTTOMKHUM 3aC10 MPU KallLIi
y pa3i 3HMKEHHS KallUTbOBOTO MOIITOBXY Ta OOCTPYKIIil OpOHX1aJTbHUM CEKPETOM.

TpaxeoToMito Ta IHBa3WBHY BEHTHIISIIIO JIET€Hb CI1J] IPOBOJUTH 32 CYBOPUMHU
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MOKa3aHHAMU Ta, NEpUl 3a BCE, 3 YpaxXyBaHHSAM IHJMBIIyaJIbHOTO Mepediry
3aXBOPIOBAaHHS, LIIHHOCTEN MallI€EHTA Ta Oro MCUXOCOLIAIbHUX PECYPCIB.

Komenmap pooéouoi epynu: Kpumepii iniyiayii HIBJI nagedeno unenamu MPI”
3 pekomenoayiti 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/.

JIna iniyiauii HIBJI 0ocmamnuo 6i0nogionocmi xoua 6 00Homy 3 Kpumepiie
Y HACMyRHUX 2pynax:

1. Kniniuni cumnmomu (cy6'exmusni ckapeu nayicHma,):

OpmonHoe (3a0UKa, Wo NOCUTIOEMbCI 8 NOJIONCEHHI JIedHcadll);

3a0uwka (Oucnroe) nio 4ac MiHIMAIbHO20 (PI3UYHO20 HABAHMANCEHHS AOO0 Y
CNOKOI,

O3HAKU HIYHOI 2INOGeHMUNAYII MA NOPYUEHHS CHY. PAHIWHI 20108HI 0O,
OeHHA COHIUBICMb, YACMI HIYHI NPOOYOIHCEHH, BIOUYMMA PO3OUMOCMI NICAs CHY,
SHUMNCEHHS KOHYeHmpayii yeacu.

2. Kniniuni o3naxu (06'exmusni oami 02ns0y):

yuacms OONOMINCHUX OUXATNbHUX M'S318 Y aKmi OUXAHHSL,

napaooKcanbHull pyx YepegHoi CmiHKU nio 4ac OUXAHHsL,

maxinnoe (cmitike 30i1bUeHHs YacCmomu OUXAIbHUX PYXie);

OCNIabNeHHsT  KAWIb08020 — NOWMOBXY  ma  YMpYOHeHe  BI0X00NCEHHS
MOKPOMUHHSL.

3. Jlabopamopni ma pynkyionanvHi Kpumepii:

@opcosana sxcummesa emuicmo gecenb < 50% 6i0 nanescHoi (abo < 80% 3a
HAABHOCMI YIMKUX CUMNIMOMIB 3A0UULIKU),

weuoke abo 3HAUHe 3HUNCEHHS JICUMMEBOI €EMHOCMI JleeeHb nio  uac
OUHAMIYHO20 CNOCMEPEN’CEeHHs NayieHma (Hasimo AKWO abCONOmMHe 3HAYEHHS e
> 50%);

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

MaxkcumanbHuil incnipamoprui muck < - 60 cu H20;

OeHHa abo HiYHa 2IinepKanuis. NapyialbHull MUCK BY2lleKUCI020 2d3Y 8
apmepianohiu yu kaninapuit kpogi PaCO: > 45 mm pm. cm. yoens abo > 50 mm pm.
Ccm. YHOUI,

HIUHa Oecamypayis: NAMON02IYHI 3MIHU 3a OAHUMU HIYHOI OKCUMempii uu
noaiepagii (nanpukiao, SpO: < 90% npomsecom nonao 5% uacy cHy).

bynvoapuuii cunopom HE € npomunoxazauuam: cinio npusuadamu HIBJI
HEe3aNeHCHO 8I0 HASABHOCMI YU MAMNCKOCMI 0Y1b0apHUX NOpYuieHb (RopyuieHHs
KOBMAHH3L, MOBIEHHS), Npome Cli0 8paxyeamu, wo maki nayiecumu nompeobyromo
pemenvHiuo20 niobopy Macok ma pelcumis.

Cman pecnipamoproi @yukyii nayiecuma ma ooyinvHicms novamky HIBJI
nosunni oyinrweamucsa M/[K koscui 3—6 micauis.


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

3aiydeHHs creniaiizoBaHoi aMOyIaTOpHOI MaTIaTUBHOI MEIUYHOT JOIIOMOTH
4acTO € JOLUIBHUM 1 HEOOXIIHUM, HE3Ba)Kalouu Ha OOMEXEHY KUIbKICTb
CUCTEMATUYHHMX JOBFOCTPOKOBUX JOCHIIKEeHb. OOcAr moTpedu y IOrisal npu
bOMY € BKpall 1HAUBiNyanbHUM. PaHHe OOroBOpeHHs Ta IJIaHYBaHHS MAalOTh
KJIFOUOBE 3HAYEHHS [IJIsl SIKOCTI JKUTTSA TAalllEHTIB Ta iXHIX poaudi. lle ciia
MOYMHATH BXKE TiJ Yac BCTAHOBJICHHS J1arHO3y, OCKUIBKM caMe Ied mepiof
HaIfieHTy Ta IXHi ¢iM’T 9acTo CpuiiMaroTh K 0co0auBo o0TspKkuBHiA (Flemming et
al.,2020). [Monepeani OCTIKEHHS 30 UTBIIOT0 30CePEKYBAIKCS HA MaliaTUBHIN
normomo3i  Hanpukinmi okutts  (Flemming et al.,2020), xoua, HampukiIa,
aMOyJiaTopHa majgiaTUBHA MEJMYHA JOTIOMOTA 3HWKY€E KUIBKICTh MAIlIEHTIB, 5Kl
NOMHPAIOTh Y JIIKAPHI, @ TAKOK TPUBATICTH NepeOyBaHHS y BIJAUICHH] IHTEHCUBHOL
tepamii (Zwicker et al.,, 2019). PekomeHnpariii 1moa0 mMagiaTUBHOI MEIUYHOT
JIOTIOMOTHY TPUHITUIIOBO HE BIJIPIZHSIOTHCS BiJl PEKOMEHJAIM ISl OHKOJIOTTYHHX
[NamienTiB; cnig 3BepHYTHCS A0 BiAnoBinHUX KepiBHUX npuHnumiB. BoHn Takox
nepeadavaroTh HEOOXITHICTb OOTOBOPEHHS TICUXOJIOTTYHUX, JYXOBHHX Ta
CK3UCTCHIIIMHUX AaCTeKTIB 3 METOI 3HMKCHHS TPUBOXHOCTI, CIPUSHHS
MOBCPHEHHIO BiTUYTTSI KOHTPOJIIO, CCHCY, Haii Ta MOJICTIICHHS TATapsI 11 POAUYIB.
Baprto, oHak, 3a3HaYUTH, IO KOHTPOJIb CHMIITOMIB CTAHOBUTD JIUIIIC YACTHHY
JOTIOMOTH, TOJ1 K NMUTaHHS W MpoOsieMu, MOB’S3aHl 3 JOTJISAIOM, YacTO €
nepriodeproBuMu. Ilim dvac aMOylaTOpHMX BI3HTIB HEOOXIJHO BPaxoOBYBATH
OuiKyBaHUH MporHo3 kutTTs mamientis (Brizzi et al., 2019).

PecnipatopHi mpoGieMH € OCHOBHOIO MPUYMHOK TOCIITaNli3allii, ajge He
000B’s13k0BO  MpuunHOO cMmepTi (Sancho et al., 2011). Opnak TepMiHaJIBHA
pecripaTopHa HeJJOCTaTHICTh — 3aJIeKHO B1Jl YK€ 3alI04aTKOBAHOI Teparii — 4acTo
CTAaHOBHTH 3HAUHy TMpoOJeMy ISl TMAalli€HTIB, IXHIX PpOAMYIB 1 MEIMYHUX
NPaIiBHUKIB.

Pexomenaauis

Crig toTpuMyBaTHUCS TAKMX OCHOBHHX IMPUHIIUITIB:

e 3aByacHe iHGOpPMYBaHHS MPO WMOBIPHICTH CIIOKIHHOT CMEPTI K TUIIOBUHN
nepedir y mamientiB 3 BAC (ouikyBanHs «3anuxanns» BincyTHe) (Ilse et al.,2014)

® 3aBYACHE Ta MOBTOPHE MOTOKEHHS MOKIIMBHX 1 0a)KaHUX TePaNieBTUYHUX
ormixi (HIBJI, IBJI, IIEI" 6axxani un HeOakaH1) /sl BU3HAYCHHS 1HAWBITYaTbHUX
IiJIeH 1 MUIAXiB Tepartii

e bopoTrba 3 MPUUMHOIO — JIMIE JOKU JOCSKHA METa Teparii; B IHIIOMY
BHITQ/IKy — 3a Oa)KaHHSAM MaIll€HTa/MaiEHTKY BUKIIOYHO CHMIITOMATHYHA TepaITis.

e (CuMnTOMAaTHYHI MOXKJIMBOCTI TepaIlii MPH TUXaAIbHIN HEIOCTATHOCTI:

- iHTaNISIIs (32 HEOOXIAHOCTI 3 OPOHXOIMIIATATOPAMHU, TAKIMH SIK ITPATPOTiyM
Opomij/canbOyTamon) - MopdiHoTepanis (HaNpuKIad, MOYMHAKOYU 3 2,5-5 Mr
KOXHI 4 ronuau P.0. a6o 1-2 mr S.C./1.V., peHTaHI0BUI Ha3aIbHUI CTIpEl ) 3aJICKHO
Bill eeKTy;

- MOXJIMBE MIABMINCHHS 03U, 3a HEOOXITHOCTI Jiopazemam/Mina3onaM sk
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ankciomiTuk. Ciig BpaxOBYBaTH MOKJIMBE IPUTHIUEHHS JTUXaHHS.

-TIpY  TINEPBEHTWIALII NpW BUHUKHEHHI MaHIYHUX aTaK, HalpUKIa],
jgopazenam cyoOmiHrBaibHo (1 wmr). 3actepexxenHs: JlapuHrocmazmm - K
audepeHIlaIbHAN 11arHO3.

Komenmap pobouoi 2pynu: na momeHm po3poOnenHs yici KIiHIYHOL
HACMAaHo8U JNIKAPCbKULl 3acib 13 MIJDCHAPOOHOI0 HeNnameHmoBaAHOK HA36010
Genmanin y popmi HazaneHo2o cnpero 8 YKpaiui He 3apeecmposaHull.

4.3.5 IlpodinakTuka nHeBMOHII

KitouoBuMu acniekTamu NpoQUIAKTUKH MHEBMOHIT € KOHTPOJIb OpOHX1aJIbHO1
CeKpelli Ta MaKCUMaJIbHO MOKJIMBE 30epekeHHs (PYHKIIIT JUXaTbHOT MYCKYJIaTypH.
Kontpons ciamopei Takox cropusie mnpo@iIakTUIll MHEBMOHII. 3a3HayeH1
MEIMKaMEHTO3H1 MIAXOAN 0 Tepamii MOXYyTh OyTH IHAUBIIYyaIbHO KOPHU-CHUMU;
OJIHaK BOHHM HEJIOCTATHHO BUBYECHI.

Pexomengauis

[IpodinakTuka THEBMOHII 3a JOTOMOTOK) HaBEJACHUX HIDKYE 3aXO/IiB
MPAKTUYHO 3aBXIM HEOOX1IHA Ha CEPENIHIX 1 MI3HIX CTa 11X 3aXBOPIOBAHHS:

e dizyyHa Tepamis (MPOBEAEHHS JUXAJTbHOI TIMHACTHKH, TEPKYCIHHOTO
Macaxxy TpyAHOT KJIITKH).

e 3MEHIIICHHS  YTBOPEHHS  BHCOKOB'SI3KOTO  MOKPOTHHHS 332  yYMOBH
3a0e3neYeHHs IOCTaTHROTO CTIOKUBAHHSI PIAMHHU, 32 MOTPEOU - Yepe3 raCTpoCTOMY).

e Tepamis ciayopei.

e MexaHiuyHUN 1HCYDAATOP/EKCYQIISITOp T CTUMYJIIOBAaHHS KaIlTbOBOTO
nomtoBxy (Sancho et al., 2004).

4.3.6 Cianopes

Cianopes y narieHTiB i3 BAC € mposiBoM nopyiieHHs1 KOBTaHHS. BoHa He nuiie
CTBOPIOE COIlIabHI TPYAHOIIl /Ui TAIli€HTa, a W MiJBUIIYE PHU3UK PO3BUTKY
nHeBMoHii. Ciajopes HaJEKUTh 10 OCHOBHUX TMOKa3aHb JUIsI CUMITOMATHYHOI
dapmakotepaii nmpu BAC.

VY 2019 pomi Inko6oTynorokcud A OyB oQiIliiHO CXBaJCHUN ISl JIIKYBaHHS
XpoHI4HOI Tinepcanibariii (Jost et al., 2019), mo gae 3Mory mpoBOIUTH JIKyBaHHS
OO0TYJIOTOKCHHOM 3T1IHO 3 MOKa3aHHSIMHU.

JlocnmimpKeHHsT peecTpy, MPOBEACHE uepe3 HU(PpPOBY MEpPeKy METUIHOTO
3a0e3MeUeHHs], 3acBiq4ye, MIO [JII KOHTPOJIO CHMIITOMIB ciajmopei dYacTo
3aCTOCOBYIOTH TAKOX IHIII JIIKAPCHKi 3aco0u B pizHUX (hopmax BBeaeHHs (Meyer et
al., 2020). 3a3naueHi mpemapaTd MaloTh TOMIpHY abo A00py €(QEeKTUBHICTH.
BaxxnmBuM € TUTpYBaHHS 03U Y 3B’SI3KYy 3 YaCTUMHU CKapramMu Ha CyXICThb y POTI

(Young et al., 2011).

Pexomennauis
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Teparist mOBUHHA 3/11CHIOBATUCS MIPU HASIBHOCT1 CTPAXKIaHHS MALIIEHTA, a
TaK0X 3 METOI0 NPO(DUTAKTUKY THEBMOHII.

Jlo Tepamnii cianopei MOKyTh 3aCTOCOBYBATHCH TaKi JIIKapChKi 3aCO0U:

e [lipensenin (50 mr; 10 3 pa3iB Ha 100Y)

e Impatpomito 6pomizn, crpeit 1 potoBoi nopoxHuHH 0,25% (10 20
HaTHUCKaHb Ha J100Y)

e (CkomnosaMmiH, TpaHCAepMalbHUM MacTUp (KoxkH1 1-3 11H1)

® AMITPUNTHIIH (MOYMHAIOYH 3 HU3bKOI 103U (10—25 Mr Ha Hiv), 3a
notpedu a03a Moxe 0yt 30uTbIIeHa 10 25—50 Mr g0 3 pasiB Ha 100Y)

e Arponinosi kparuti 1% cyOmninrBanbHo,1—-2 kparii 10 3 pa3iB Ha JICHb.

e [HKOOOTYNIOTOKCHMH A: Hampukias, nmoyaTkosa go3a 100 MO, po3noaiiena
MDXK MTHMKHBOIICJICITHUMHU Ta TPUBYIITHUMHU 3aJ103aMU (BIJIMOBIHO 0 KITHIYHUX
NOKa3aHb) (MOXJIMBA 1H'€KIIIS M1]] YIbTPa3BYKOBUM KOHTposieM). Y nanieHTis 3 BAC
3actocoByBaii 10 50 MO Ha KOXHY NpHUBYIIHY 3a103y, 0 25 MO Ha KOXHY
HiIHIDKHBOLIENENHY 3aJ03y TpH IOMY CYTTEBUX MOOIYHUX e€(EeKTIB He
cnocrepiranock (Paracka et al., 2019).

® 3aTBepIKEHOI0 ATbTEPHATUBOIO € (DPAKIIIOHOBAHE OMPOMIHEHHS CIIMHHUX
3ano3 (7-8 I'p). MoxnuBi noOiyH1 epeKTH OMPOMIHEHHS: epuTeMa, HyJI0Ta Ta
CYXICTh Yy TOpJii; OUTBII CeIEKTHBHE ONTPOMIHEHHS MOKE 3MEHITUTH NT0O14H1 eheKTH
(Assouline et al., 2014). Onpominenns 3 103010 7 I'p Oyi10 0AI0HO €hEKTUBHUM 10
HU3bKOJI030BaHOi Teparii abo OOTYJIOTOKCMHOM - A [JIs TPUBYIIHUX 327103
(Weikamp et al., 2016).

Komenmap pobouoi epynu: misichapoona Henamenmosana Ha3ea JikapCcbKo2o
3acoby inkobomynomoxcun A ma abobomynomokcurn A - OOMYMIHIYHUL MOKCUH
muny A (Botulinum toxin);

Ha MOMeHm po3pobaeHHs Yi€l KIIHIYHOI HACMAHOBU JNIKAPCLKI 3acobu i3
MINCHAPOOHUMU HEeNAMeHMOBAHUMU HA36AMU CKONOIAMIH mMa -  NipeH3eniH 8
Vkpaini ne 3apeecmpoeani, amponin 3apeecmpo8aHuiti MilbKU V JIKAPCbKUX
Gopmax ouni kpanii ma po3uur 015 iH'eKyill.

4.3.7 JlapuHrocnasmMu

JlapuHrocmasmMu — 1€ TOBTOPHI €Mi30JM PanNTOBOIO MHUMOBLIBHOTO
CKOpPOYEHHSI M SI31B TOPTaHI 3 TPAH3UTOPHUM 3MHKAHHSM TOJIOCOBUX CKIIAIIOK 1
PO3BUTKOM €Mi30/iB YTPYJHEHOTO TUXAaHHS Ta BIAYYTTS 3aAuIIKH. BoHU 3a3BUuait
MPOSIBISIIOTECSL IHCIIPATOPHUM CTPUIOPOM, TPUBAIOTH BiJl KUIBKOX CEKYHI MO
MaKCUMyM 2 XBWJIMH Ta MOKYTh BHHHKATH KUTbKa pasiB Ha n00y. [leski Hamagm
JAPUHTOCTIa3MY TAIIEHTH CHPUUMAIOTh SK TaKi, M0 3arpOXKYIOTh JKUTTIO, MPOTE
Hapasi JeTATHHUX BUMAAKIB y 3B A3KY 3 II€I0 TUCHYHKITIEIO TOTOCOBUX 3B’ 30K HE
OTIMCAaHO.

[Tpu cunapomi Kennesai Bonu crnoctepirarotbes y 10 50% marieHTiB, TOA1 SK
npu BAC iX MOXHa BUSBUTH y MEHILIOI YaCTKH XBOPUX. MOXIMBUMH TPUTEPAMU €
ractpoesodareaqbHuil pedIroKC, eMOIiifHI CTUMYJIH, CUJIbHI 3alaxoBl M CMaKoOBI
BiIUyTTs ab0 XoyoAHe noBiTps 1 auxanus (Gdynia et al., 2007).
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[lepBuHHa Tepamiss mojsirae B 1HGOPMYBaHHI MHAIIEHTIB MPO BIICYTHICTh
IIKO/IM, a TAKOX Yy CBIIOMOMY Ta PIBHOMIPHOMY JMXaHHI IiJ yac Hamamy. Y pasi
BUPQXEHOI0  CTPaXJaHHS Ta 4YacTOr0  BUHUKHEHHS  CIHIJ  IPOBOIUTH
MEJIMKAMEHTO3HY TEPAIIIO 32 TAKUM MOETAITHUM aJITOPUTMOM:

e HeinBa3uBHAa MeJMKAaMEHTO3HA Tepamis 13 3aCTOCYBaHHSAM 1HTIOITOpa
nporoHHoi nomnu (II1IT) abo mpoKiHETHKIB JJIsi CTUMYJIALIT BEPXHBOIO BIAJLTY
IUTYHKOBO-KHUIIKOBOI'O TPAKTY, TAKUX K METOKJIONPaMIJ] Y4 €PUTPOMILIHH.

e |HBAa3UMBHO-MEAMKAMEHTO3HA OMIl 1H €KUIi OOTYJIOTOKCHHY a0o mix
koHTposieM EMI' depe3mikipHO y roiocoBi 3B’SI3KU JOCBITYEHUM Yy 3aCTOCYBaHHI
OOTYJIOTOKCUHY HEBPOJIOTOM, a00, SIK allbTepHATUBA, JIIKAPEM-OTOJIAPUHTOJIOTOM
opodapuHreaqTbHUM IIISIXOM Yy TOJOCOBI 3B’si3kM. OOHMIBa MIAXOIU MOXJIHMBI B
amOynaropuux ymoBax (Faham et al., 2021).

Pexomengauis

Y pa3l BUHUKHEHHS JIApUHTOCIA3MIB TMEPIIOYEProBO CJiF MPOBECTH
iHGOPMYBaHHS TPO I1XHIO Oe3neuHicTh. Jluie mnpu BUpaKeHOMY CTpa)<aaHH1
naiieHTa Moke OyTu mpu3HaueHa wmeaukamis 13 3actocyBanHsam IIIIT a6o
NPOKIHETHKIB, a Ha JIPYroMy eTami — I1HBa3MBHA Tepamisi OOTYJIOTOKCHHOM Y
rOJI0COBI 3B’ SI3KHU.

4.3.8 IlpodinakTuka TpoM603y

3amexHO Bim CTymeHs TsDKKOCTI mapesiB, BAC  cympoBOIKYeTbCS
IHAUBINYaTbHO YK€ PI3HUM PU3HKOM PO3BHUTKY TJIMOOKOT'O BEHO3HOT'O TPOMOO3Y
Ta BUMarae qudepeHIiioBaHOTO MIX0AY A0 HOro NMpoiIakTHKU, 3 YpaxXyBaHHIM
nonatkoBux crernudiyaux QakropiB pusuky. Ockinpku mon0 bAC He icHye
Benukux nociimkenb (Gladman et al., 2014), mokHa, 3 ypaxyBaHHSIM HEIIOJAaBHO
oHoBneHoi HactaHoBU S1 «IIpodinaktuka TpoMOOeMOONii MPU TMOMEPEUHOMY
napaiivi», 3p0OMTH BUCHOBKH CTOCOBHO TPYNHU PH3UKY, IO XapaKTEPU3YETHCS
immoo6itizartiero (Weidner et al., 2020).

OkpiM 3aragbHUX 0a30BUX 3aXO0JiB, TaKUX SK JOCTATHSA TiapaTaiis Ta
dizioTepaneBTHYHA MOOLTI3AIlS 32 TOTIOMOTOI0 PYYHHUX 1 allapaTHUX METOIIB, CEPE.l
HEMEJIUKAMEHTO3HUX BapiaHTIB Tepamii MoCTymHi (i3u4HI 3ax0au, 30Kpema
MeauyHi kommpeciiiai nandoxu (MKC) ta meauuni maH4oxu st mpodiIakTUKU
tpoM603y (MTIIC). Bonu € epextuBHUME y npodTaKTUIIl BEHOZHOTO TPOMOO3Y,
MPOTE y MOPIBHSAHHI 3 MEIMKAaMEHTO3HUM 3aCTOCYBaHHSM T'€IIapUHIB MCHIII JTi€B] i
94acTO aCOIIOIOTHCS 3 PHU3UKOM IMOAPA3HEHHS IIKipH. Y TMAaIi€HTIB 13 TOCTPUM
MTOTIEPEYHUM IapajiiueM, MEPeKOHINBI JOKa3u e(PEKTUBHOCTI IUX METO/IIB BIICYTHI,
TOMY BOHU MOXYTh PO3IJISIIATHCS JUINE SIK aJIbTEPHATUBHUN BapiaHT y pasi
HAsSIBHOCTI IPOTHUIIOKA3aHb 10 MenukameHTo3Ho1 nmpodimaktuku (Encke et al., 2015;
Weidner et al., 2020).

Sk MeauKamMeHTO3Ha Tepamisi JTOCTYHMHI HHU3bKOMOJIEKYJSpHI TemapuHu Yy
CTaHJapTHOMY TmpoduIiakTUYHOMY nao03yBaHHI (Zee et al.,, 2017). 3araibnHa
pEeKOMeHallisl 1I0JI0 3aCTOCYBaHHS MEpOpajbHUX AHTAroHicTiB Bitaminy K abo
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npenapariB 13 rpynu DOAK s mnamieHTiB 31 CHIHAJIBHOIO MATOJIOTIEID
IIOHalMEHIlle Hapa3l BIACYTHA. BOHM MOXyTh 3aCTOCOBYBaTHCS SIK IEpPBUHHA
npoduIakThKa y Mexkax o(-1eidsa BUKOPUCTAHHS TPU HASIBHOCTI MPOTUIIOKA3aHb J0
renapuHiB, a TAKOXK JI03BOJICHI SK JIOBFOTpUBaia BTOPUHHA MpodilakThKa s Xa-
1HT101TOpiB: Amikcaban (2x2,5 mr) ta PuBapokcaban (1x10 Mr) y 3HUKEHOMY
JTI03yBaHHI.

Pexomengauis

[amieHTH 3 BUpaXXEHOIO IMMOOUIBHICTIO MaIOTh MIABUIIEHUI PU3UK PO3BUTKY
TpoMOO03y Ta, OKpiM 0a30BHX 3aX0JiB, TAKUX SIK TiApartalis Ta ¢izioTepaneBTUYHA
MOOLTI3allisl, TOBHHHI  OTPUMYBAaTH  MEIUKAMEHTO3HY MpOQUIAKTUKY 13
3aCTOCYBaHHSM  HU3BKOMOJICKYJSIPHUX  TIemapwHiB. Y  pa3i  HasABHOCTI
NPOTHITOKa3aHb 3acTocoBYl0ThCs DOAK mo3a 3apeecTpoBaHMMH TIOKa3aHHSIMHU Y
3HIKEHOMY JI03YBaHHi.

4.3.9 JlikyBaHHS MOPYLIIeHb KOBTAHHS Ta KaTa00/1i3My

XapuoBuii craryc namieHTiB 3 BAC € He3aie)KHUM (DaKTOpOM PH3UKY IS
BmxuBaHHA (Dupuis et al., 2011). [lopymenHss koBTaHHa mnpu OyiabrOapHOMY
noyatky bBAC BHHUKAOTh paHO 1 3aKOHOMIPHO, aJIe TAKOXX YaCTO 3yCTPidarOThes i
IPU CMIHAIBHOMY MOYATKY Yy NoJiaibiiomy nepediry. Ockiibku 8% He BiT4yBaloTh
NOpYILEHHS] KOBTaHHS, eHI0CKomiuHe A0 ciikeHHs koBtanHsa (FEES) moxe 6ytu
KOPUCHUM JIJIs ajianTaiii joroneanaHoi teparrii (Onesti et al., 2017).

Karabonizm 00yMOBIeHUI HE JHINE MOPYIIEHHSAMH KOBTaHHS, aje TaKOX
MOXKe OYTH CIPUYMHEHHUM ITIIBUIIICHOI0 POOOTOI0 TUXAHHS MPU PECIipaTOpHin
HEJIOCTATHOCTI, 301JIBIIIEHOI0 MOTPE0O0I0 B KAJIOPiSAX BHACIAOK IIIepMeTaboIIgHOTO
CTaHy OOMIHY PEYOBHH, HEMOKJIMBICTIO BUKOPHUCTAHHS BEPXHiX KIHIIIBOK, a TAKOXK
adeKTUBHUMHU pO3TaJlaMU Ta BTpaTO0 anetuTy. Ha meil yac mpumyiieHHs 11010
MO3UTUBHOTO BIUIMBY BHCOKOKAJOPIMHOT Mi€TM Ha BIWKUBAHICTh Y 3arajabHIN
nonyssamii namieHTiB 3 BAC mintBepautu He Baanmocs (Ludolph et al., 2020a).
BoaHodac mocT-XOK aHami3 Mmoka3aB IMOJOBXKEHHS TPUBAJIOCTI KHUTTS B IMIATPYIT
NaIie€HTiB 31 IMBUAKUM  TNPOTPECYBaHHSAM  3axBoproBaHHA.  [lieTnune
KOHCYJIbTYBaHHSI TIPU BHCOKIH YacTOTI 0OCTEKEHb, HAMPHUKIAA, 32 JOIMOMOTOIO
3aCTOCYHKY, MOK€ TUMYAacOBO MO3WUTHUBHO BIUIMBATH HA Macy Tijla, MpPOTE AaHi
MIJIOTHOTO JOCTIKEHHS HE MPOJEMOHCTPYBANIM BIUIMBY Ha (DYHKIIIOHALHUN CTaH
gyn BkuBaHicTh (Wills et al., 2019).

Takok y UMX TMaIi€HTIB YacTO CIOCTEepiraeThCs nerigparamis. [octpa
HeJl0cTaTHICTh BiTaminy B1 3 po3Butkom enredanomnarii Beprike onmucana mpu
HemocTaTHROMY xapuyBaHHI (Jesse et al., 2015). IligBummeHoi cMEPTHOCTI MiCs
BcranoBieHHs [1EI" He cnoctepiranocs (Dorst et al., 2015; Fasano et al., 2017; Cui
etal., 2018).

BoaHouac B ogHOMY 3 IOCHIKEHb OYJI0 MPOJIEMOHCTPOBAHO MEPEBary L1010
BwkuBaHocTl (Cui et al.,, 2018). IlinBumiene HagxomkeHHa Kamopii udepe3 IIEI,
rimoBipHO, € goribHuM (Wills et al., 2014; Dorst et al., 2015).

st YHUKHEHHS YCKIIaTHEHD PEKOMEHIYETHCS OJTHOpa30Ba
aHTUOIOTUKOTEpaIlisi Ta MOBUIbHE 30UIBIIEHHS KaJIOPIAHOCTL. PekomeHayeTbes
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paHHe mpu3HaueHHs; npore BcraHoBieHHs I[IEIT Oe3neyHe HaBITH 3a yMOBHU
3HmkeHol Qynkuii quxanug (Dorst et al., 2015). [Ipu XUTTEBIA €MHOCTI JIETEHb

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

Pexomenaauis

[lokazanHs 10 Tepamii ICHYIOTh IPU HAsIBHOCTI CTpaXKJaHb, 3HWKEHH1 Macu
TL1a, JeriapaTanii, pu3uKy acmipaii.

[lepenymoBamu € (cBoevyacHe) iH(PpOpMYBaHHS MallieHTa/NAIEHTKU Ta HOTO/11
pPOJINYIB, @ TAKOXK PEryJsipHa OLIHKA Xap4yOBOIrO CTATYCYy.

Cnoyarky ciiJi NpPOBECTHM KOHCYJbTAllll0 3 MHTaHb XapyyBaHHS Ta, 3a
HEOOX1THOCT1, MPU3HAYUTH BUCOKOKAJIOPIHHY MUTHY TKY, a TAaKOX JIOTONEAUYHY
Tepamnito; y pasi nocusieHHs nucdarii abo noganwiioi BTpatu macu Tita —IIED 13
JOTPUMAHHSM  Tep IHTEPBEHIINHOT aHTUOIOTUKONPO(IIAKTUKH, TMOCTYIOBOTO
HapOUIYBaHHS KaJOPIHHOCTI M, 3a MOTpeOu, Mep’IHTEPBEHIIHHOT pecIipaTOpHOi
niATpUMKH. Bucoke kaiopiiiHe HaBaHTaXEHHS OCOOJIMBO PEKOMEHIYETHCS MpPH
IIBUIKOMY MPOTPECyBaHH1 3aXBOPIOBAHHSI.

4.3.10 Auzaprpis

JuzapTpis € IpUIMHOK KOMYHIKaTUBHUX MpoosieM y naifieHTiB 3 BAC.

Sk mpaBuiio, namieHTH 3 BAC nyxe BASYHO CIIPUIMAIOTH MPOTO3UIIIT 11010
TIOKPAIIICHHS CBOIX KOMYHIKATHBHHX MOJKJIMBOCTEH, a CBO€YacCHE BIIPOBAKCHHSI
MIBUIIYE SIKICTh )KUTTS K MAaI€HTIB, TaK 1 gorisaayiB (Londral et al., 2015). Oxpim
MPOCTUX 1 CKJIQJHUX 3ac001B KOMYyHiKalii (ayipaBiTHa TaOMUIS, 3aCTOCYHKU JIJIsI
CHHTE3y MOBHM Ha IUTAaHIIETaX/MOOUTBHUX TejedoHax, KOMYHIKaTOpH, KEpOBaHi
pyxam oueid), iHmi Meroau, Hanpukiaan Brain-Computer-Interface, napasi
3acTocoBYBaHcs e ekcriepumentansHo (KochFager et al., 2019). Toit daxr, 1o
BAC € MyIbTHCUCTEMHOIO JETCHEpaIli€l0, MpH IMPOrpecyBaHHI 3aXBOPIOBAHHS
IPU3BOJIUTh JI0O YAaCOBMX OOMEKEHb HaBiTh IS HEBEPOATBHUX MOMKJIMBOCTEH
KOMYHiKaIfii.

PannmomizoBane gociimkeHHs, Xoya ¥ TpuBano gmme 70  OHIB,
MIPOJIEMOHCTPYBAJIO TO3UTUBHUM BIUIMB X1HITUHY/AEKCTpoMeTOphaHy Ha MOBIICHHS
(Smith etal., 2017). JIekctpomeropdan Ta XiHIAHMH JOCTYITHI — HA OCHOBI CKJIQTHUX
pElEenTiB — y CHEeMiali30BaHUX aNTeKax 1 MOXYTh OyTH YaCTHHOIO CTaHAAPTHOI
crnerianizoBanoi MmeauuHoi qomomoru (Meyer et al., 2020).

Pexomennpanis

[TokazanHs mo Tepamii Hacammepen BUHUKAIOTh 33 HASBHOCTI BHPaKEHOTO
CTpaXkXJaHHS y MaIli€HTIB:

® JIOTONEANYHA TEPAIis (3 METOIO PAIIOHATTEHOTO BUKOPUCTAHHS Ta
MIATPUMKH 3aJTUIIKOBUX PYHKIIIH);

e andaBiTHa  TaOIUUSA,  3aCTOCYHKM  JJI1  CHUHTE€3Y  MOBM  Ha
IJIAHIIETaX/MOOUTBHUX Tesle(OoHAX, KOMYHIKATOp (paHHE 3aCTOCYBAHHS).
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Komenmap pobouoi epynu: Kombinosanuii nikapcokuii 3acio, 00 ckiaoy aKo2o
8X00Mb 0eKcmpomemopan/Xinioun 8 Ykpaiuni ne zapeccmpoganuii. Oxpemi Oitoui
PevosuUHU MOXNCYMb Oymu OOCMYNHI HA (GapMayesmudHOMY DPUHKY, OOHAK iX
0OHOUACHE 3ACMOCYBAHHS HE De2laMeHmMO8ane IHCMPYKYIAMU Ol MeOUYHO20
3acmocy8amHs, He MAae 3ameepoHCeHUX 003Y8ATbHUX PEHCUMIE I He € eKBIBANeHMOM
3apeecmposanoi Qikcosanoi kombinayii. ¥ 36’°sa3Ky 3 yum poboua epyna 3a3Hauac,
Wo Oana mepanesmudHa ONYis He Modce OYMuU DPEeKOMEHOO8AHA AK CMAHOapm
JUKYBAHHA ~MaA MOXMCe pO321A0amucsa Jauue 6 KOHMEKCMI MINCHAPOOHUX
pexkomeHoayitl abo anbmepHaAmusHUx nioxo0ie 00 KOpeKkyii cumMnmomis i3
BUKOPUCMAHHAM OOCMYNHUX JIKAPCLKUX 3ACO0I8.

4.3.11 Nenpecis

[MamienTn 3 BAC MatoTh MiBUILIEHUN PU3UK PO3BUTKY JEMPECii, 30Kpema Iiie
1o BcraHoBieHHs AiarHo3y BAC. Oco6nMBO y mepiiuii pik miciask BCTAHOBJICHHS
niarHo3y ued pusuk 3HayHo 3pocrtae (Roos et al.,2016). Pusuk cyiuuaiB Takox
BUIIMI TOPIBHSHO 13 3arajbHOI0 MOMYJALIEI0, OCOOJMBO Ha paHHIX CTaaisgx
3axBoproBanHs (Silva-Moraes et al.,2020).

SIKiCH1 KOHTPOJIBOBAaH1 AOCITIKEHHS 1010 €(PEeKTUBHOCTI (hapMaKOIOrTYHUX
inTepBeniii y narientis 3 BAC Biacyrni (Gould et al., 2015; Gnanapragasam et al.,
2016). Hesenuki paHAOMI30BaHI KOHTPOJIBOBAH1 JIOCTIIKEHHS 3aCBIIUMIN
e(hEeKTUBHICTh MEIUTAIIIl Ta KOPOTKOCTPOKOBUX ICUXOJIOTIYHUX IHTEPBEHIIIH 11010
nenpecii y narienTiB 3 BAC (Diaz et al., 2016; Pagnini et al., 2017).

Pexomengauis

Y pa3i HagBHOCTI KJIIHIYHMX O3HaK JCMPECHBHOIO pO3Jaay IMOBUHHI
IIPOBOJIUTHCS TIarHOCTHUKA Ta TepaIris BiAnoBiaHO A0 HamioHaIbHUX peKoMeHaaIii
3 yHinouspHoi aenpecii (Schneider et al.,, 2015). 3anexxHO Big TIKKOCTI
3aXBOPIOBAHHS  MOXYTh  3aCTOCOBYBAaTHCS  IICUXOTEpamneBTHYHI  Ta/abo
dapmakosoriuni crparerii Tepamii. [Ipu BUOOp1 aHTHICTIPECAHTIB CITiJT BpaXOBYBaTH
CrieKTp moOIYHMX egeKTiB, HacaMIepe] II0J0 OCHOBHOTO 3aXBOPIOBAaHHS.
AHTHUXOJIIHEPTIYHA Jis TPUIUMKIIYHUX aHTHACTIPECAHTIB MOKe OyTH BUKOpHCTaHA
npu ciamopei. IlamienTn 3 TeHepanmi30BaHUM OOJBOBUM CHHIPOMOM MOXKYTh
OTpUMATH KOPUCTh BiA Tepamii TPUIUKIIYHUMHU aHTUJENpecaHTaMu ado
nyJoKceTHHOM. MipTa3arid Moxe OyTH TOMUIBHUM JIJIS TAII€HTIB 13 MOPYIICHHIMH
3aCMHAHHS YW BTPATOK MacH Tila 3aBOSKA CENAaTHBHIA Jii Ta BIUIMBY Ha
30UTBIIICHHS Bary.

4.3.12 Emouiiina 1a0ijibHiCTH

[linBumena emolliiHa YyTIHUBICTh («3BOPYIIEHICTH») ab0 MATONOTIYHUHN
CMIX/TUTad 4acTO CIIPUHUMAIOTHCS SIK TPUBOXKHI OUTBIIE WICHAMH CiM'l, HDK cCaMUM
naieHToM. ToMy TepmuM KpPOKOM Mae OyTu i1HGOpMAaTHBHE OOTOBOPCHHS
MIJABUIIIEHOT €eMOIIMHOT YUY TIUBOCTI, 110 YACTO POOUTH MPUIOM JI1KIB HETOTPIOHUM.
Bbyno mnokazaHo (piBeHb J0Ka3iB 4), 10 IHTOITOPH 3BOPOTHOTO 3aXOIJICHHS
CEpOTOHIHY, TaKl sIK [uTanonpam (rno3a nokazanusamu/off-label) abo amitpuntunin
(mo3a mMoOKa3aHHSMHU), 3MEHIIYIOTh CHUMITOMHU TMpPU JIIKYBaHHI €MOUIAHOI
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na0buUTbHOCTI (MOTOPHOI po3rajlbMyBaHHs1). BOHM TakoX 4acTo mMokazaHi (mpu
aenpecii abo X aHTUXOIIHEPriyHii €(PeKTUBHOCTI IIPHU Claiopei) 1, 3rAHO 3 JaHUMH,
3i0paHuMU Yepe3 mIaTGopMy OXOPOHH 30POB's, 4ACTO BUKOPHCTOBYIOTECS (Meyer
et al., 2020). EdexktuBHicTh Oyna nOpoAEMOHCTpOBaHa i KOMOIiHaii
xiHiguny/nekctpametropdany (Brooks et al, 2004); omnak wacTtoTa MOOIYHUX
edexTiB Oyia BUCOKOIO.

Pexomengauis

ko maimieHT (a B OKpEeMHUX BHMaJKax 1 WOTro poaudl) BiqUyBa€ 3HAYHUUN
JTUCTpEC, CI1Ji BUKOPUCTOBYBATU 1HT1OITOPU 3BOPOTHOTO 3aXOIJIEHHS CEPOTOHIHY,
Taki sK 1urTamonpam (mo3a mnokazaHHsMu/off-label) aGo amiTpunTuiin (mosa
MoKa3aHHsAMM), ab0 XIHIIMH Yy TO€AHaHHI 3 JekcTpameTopdanHoMm (mo3a
MOKa3aHHIMH).

4.3.13 Tepamnis 60110

bine mpu BAC € HegocTaTHRO AlarHOCTOBAaHUM CUMITOMOM. [Ipu 1iomy 011k
OIMCYETHCS HE JIUIIE B IIEpeOiry 3aXBOPIOBAaHHS K BTOPUHHUN CUMIITOM, aJie TAKOXK
MOJKE MPOSABJISATUCS IO TIOSIBU MOTOPHUX MOPYIICHB, HAIPHUKIIA, Y BUTJISII CYJIOM,
oomo B tuiedax 1 crimHi (Chio et al., 2017).

Knacudikaris 3apeectpoBaHoro 0010 32 HOTO XapaKTepoM BaKIuBa [IJIs
BiZIMOB1IHOT Tepamnii. MokHa kiacu(iKyBaTH HEHPOIATHYHUHN, HOITMIIENITUBHUM Ta
M’S30BO-CKEJIETHUH  OUIh, a TakoX OuIb, TIOB'I3aHUN 13  CYNYTHIMHU
3aXBOPIOBAHHAMHM, TAaKUMH fK Jierpecis. ToMy OCHOBHUN KOMIOHEHT 0OJII0 Ciij
BU3HAYUTH TMepe]l IOYaTKOM Tepalrii, a TOoTIM JiKyBaTH (apMaKoJOTI4HO Ta
He(apMaKoIOriyHO BIAMOBIAHO J0 pekoMmeHmamii Himernpkoro ToBapucTBa
MEIUIINHU OOJTFO.

Pexomenaauis

HasBHicTh 60110 Ta HOT'O XapaKTepHUCTHKA IIOBUHHI OyTH OIIHEHI Y TAI[I€EHTIB
3 BAC.

Tepamis mpoBoguThcsi BinmoBimHO 10 KepiBHux mnpuniumnis Himernbkoro
TOBApUCTBA 3 BUBUCHHS 0OJII0. MEIMKAMEHTO3HA Ta HEMEIMKAaMEHTO3Ha.

4.3.14 M'si30Bi cynomu/@acuuKyasiuii

M's130B1 cynmomu Ta ¢GacuuKyJAIii 4aCTO € THMYACOBOIO CKJIIAJIOBOIO PAHHBOT
KIIIHIYHOT KapTHHH 3aXBOpIOBaHHSA. HeoOXiMHICTh MEIMKAaMEHTO3HOTO JIIKyBaHHS
BU3HAYAETHCA PpIBHEM CTpaKIaHHA (HAMpUKIAK, OONMOUIiCTh abo  HIYHI
npoOyKkeHHs). MarHiid Ta rifgpartamis (y BUMaAKaX HEJOCTATHHOTO CIOKUBAHHS
PIIMHN) MOXXYTh BUKOPHUCTOBYBATHUCS OKPEMO, alie I0Ka3iB e(hEeKTUBHOCTI HEMAE.
XiHiHYy cynbdar ePEeKTUBHUN NMPHU «IJIONATUYHUX» M SA30BUX CyJ0Max, aje Horo
3acTtocyBaHHs 1ie He BUBUaiocs y manieHTiB 3 BAC (El-Tawil et al., 2010). Xininy
cyJb(aT Npu «IJ10MaTUYHUX» M'SI30BUX ClIa3Max € eEeKTUBHUM, OJHAK Y MAIIEHTIB
3 BAC e nocnipkyBascs (EI-Tawil et al., 2010). HatomicTh, eeKTUBHICTD 1HIIOTO
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0JI0KaTopa HAaTPIEBUX KaHaIIB, MEKCUWJIETHHY, NpU M s130BUX cyfgomax npu BAC y
no31 2 x 150 mMr Oyna mpoJeMOHCTpOBaHAa Yy JBOX PaHIOMI30BAaHUX KIIHIYHHUX
nocaimkeHnasx (Weiss et al., 2016; Oskarsson et al., 2018). Bumi q1o3u mos’s3aHi 3
Ooutbin yactumu noOiunumu edexramu (Weiss et al.,, 2016). Panonasun, Takox
0JIOKaTOp HATPIEBUX KaHAIIB, € aJlbTEPHATHBOIO, ajl€ J0CI BUBYABCS JIMIIE MPH
mioToHii (Lorusso et al., 2019).

dacuukymsii piAKO € MPUYMHOIO BHpPa)XEHOTo JuckoMdopty. BincytHi
JOCIIIKeHHS, K1 O MATBEPAXKYBaJIu e(PeKTUBHICTb OY/b-sK0i peuoBUHHU. [lanienTn
MOBIIOMJISIFOTE TIPO 3MEHIIEHHS (aCUMKYJSIINA MPU 3aCTOCYBaHHI PUIIY30Jy, a
TaKOX KaHAO1HOII1B.

Pexomenpauis

Qdacuukynsmii Ta CyAOMH CHIA  JIIKyBaTW MarHieMm, XIHIHCYJIb(aToM,
MEKCHJIETUHOM, PaHO3aJIHOM; 3a BIACYTHOCTI €(eKTy ajibTEpPHATHUBOIO MOXKYTh
Oytu kaHaOiHOiTW (AUB. TakoX po3aT 4.3.15 «CacTUYHICTDY ).

4.3.15 CnacTu4HicTh

CnacTuyHICTh y TMAllI€HTIB, $KI MEPEBAXKHO CTPAXKIAIOTh BiJ ypaKeHHS
nepuoro (ersten) MOTOHEHPOHA, € TEpPaneBTUYHOIO MPOOIEMOI0, OCOOIHMBO Y
NaIieHTIB 3 TMEePBUHHUM JaTepalbHUM CcKiepo3oM. OKpiM  KOHTPAKTYP,
CHACTUYHICTh MPU3BOJUTH IO HIYHOTO M’SI30BO-CKEJIETHOrO OO0JII0 Ta OOJICHUX
M'SI30BUX CYAOM, OCOOJIMBO B aJJIyKTOpax CTerHa. byno mokaszaHo, 10 crpei
nenbTa-9-rerparigpokanabinony ta kanHabigiony (TI'K/KB/: 50:50) 3menmye sk
CIaCTUYHICTh, Tak 1 00mboB1 cymomu (Riva et al., 2019). [lani, 3i0pani udepes
udpoBy miIatGopMy OXOPOHH 3A0poB's Bix maiieHTiB 3 BAC Ta crnacTHYHICTIO,
noKaszaiu BHUCOKY 3ajmoBojieHicTh JikyBaHHsAM TI'K/KB/[ (Meyer et al., 2019).
[TopiBHSJIBHI MOCTIPKEHHS 3 IHIIUMH aHTHUCIACTUYHUMM 3ac00aMHu, TaKUMH SIK
Tizanigua a6o Jliopecan, BiacyTHI. Y Bunagkax (HOKaIbHOI CHACTHYHOCTI Ta
PE3UCTEHTHOCTI J0 Teparrii Mo)kHa crpobyBaTu 6otynotokcuH A (Marvulli et al.,

2019).

Pexomennpanis

VY Bumaakax 3HAYHUX CTPaKJIaHHS, 3aTPO3U BUHUKHEHHS KOHTPAKTYP 1
MOPYIICHHS Tri€HU MOKHAa BUKOPUCTOBYBATH TaKi 3aX0/H Ta JIIKaPChKi 3aCO0U:

e (dizioTeparis,

e (dizioTepaniss 3 BUKOPUCTAHHSM arapariB, 30KpeMa 3 BUKOPUCTAHHIM
JKYyBaJbHOTO TPEHAXKEPA,

® aHTHCMACTHYHI IpemapaTtu, 30kpema Jliopecarn,

e jnenbTa-9-TeTparinpokaHabiHOI Ta KaHAO1M10J mpy OOTICHIN CIACTUYHOCTI
Ta CyJ0Max.

Komenmap pobouoi zpynu: nHa momenm po3poOneHHs OaHOi KIIHIYHOL
HACMAaHOBU JIKApCcobKi 3acoou y ¢hopmi cnpero, wo micmumes KomoOinayiro A
9-mempaciopoxanabinony (TI'K) ma kanab6ioiony (KB/]) 6 Vkpaini wue
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3apeecmposani. Jliopecan - ye mopeoa Ha3ea JiKApCbKo2o 3acoby 3 MidiCHAPOOHOKO
HenameHmo8aHo HA368010 OAKILOEH.

4.3.16 TpuBora

JlaHuX TIpO TOIIMPEHICTh TPUBOXKHUX posnaniB npu BAC HemgocTaTHBO.
BonHoyac HeBenMKi JOCHIIKEHHS CBi4YaTh, 10 TPUBOXHI pO3JIaJd HE
TPaIUISIIOThCS 3HAYHO dYacTimie y mnaiieHTiB 13 BAC mopiBHSHO 3 BiAMOBIIHUMHU
KoHTpoJpHUMU Ipynamu (Pagnini, 2013; Grabler et al., 2018).

BucokosikicHux KOHTPOJIbOBAaHUX JOCITIIKEHB e(heKTUBHOCT1
dbapmakosioriuHuX BTpydansb y naiieHTiB 3 BAC Opakye. HeBenuki paHaoMi3oBaHi
KOHTPOJIbOBAaH1 JIOCHIIPKEHHS TPOJEMOHCTPYBajdu €(PEKTUBHICTh MEIUTallli Ta

KOPOTKOTPHUBAIMX TICUXOJIOTIYHUX BTPYUaHb IIPH TPUBOXKHKUX pO3J1aJaxX y NaIli€HTIB
3 BAC (Diaz et al., 2016; Pagnini et al., 2017).

Pexomengauis

3a HaAABHOCTI KIIHIYHMX O3HAK TPUBOXKHOTO PO3JIaLy CJiJ TPOBOIUTH
JTIarHOCTUKY Ta Tepamito BianoBigHo g0 HacranoBu AWMF  «JlikyBanHs
TpUBOXKHUX po3naaiBy (Bandelow et al.,, 2014). 3anexHo Bia TAKKOCTI po3jiany
MOXXYTh 3aCTOCOBYBATHCSl TICHUXOTEpaINeBTUYHI Ta/abo ¢apMakoJoTiuHi cTpaTerii
JIKyBaHHS.. Y TOCTPUX BHIIQJIKaX MOXKYTh 3aCTOCOBYBAaTHUCS KOPOTKOMAIIOYI
O6eH3o/1a3eninu (HapUKIal, JJopa3enaM; 3aCTePEeKeHHs: IUXaibHa Jenpecis), npu
XpoHIUHMX po3nafgax BuxkopuctoByroThes CI33C, CI3H3 1 TpunukiivHi
antugenpecantd. CrnenudidyHi aclMeKTd TPUBOXKHUX CTaHIB Yy KOHTEKCTI
TEPMIHAIBHOI TUXAIbHOI HEJJOCTATHOCTI PO3TISAAIOTHCA Y 3a3HaueHiil HactaHoBi.

4.3.17 3abe3nevyeHHs JONOMI:KHUMH 3ac00aMu

3abe3reueHHs] CyYacHUMH JIOMMOMDKHMUMH 3aco0aMyd Ta aCHUCTUBHHMU
TEXHOJIOTISIMH € Ba)KJIMBOIO CKJIQJIOBOIO HEBPOJIOTIYHOI'O JIIKYBaHHS IMAIlIEHTIB 3
BAC nns miarpuMky pyXxoBHX (YHKIIH, KOHTPOJI OOTSDKIMBUX CHUMIITOMIB 1
MIATPUMKH  COITIaJIbHOI aKTUBHOCTI. JIOCTYIIHI BapiaHTH JAOTJISAAYy 3HAYHO
PO3IIMPUITUCS 3aBISIKA HOBUM TEXHOJOTTUHUM po3poO0Kkam.OUiKyeThCs TOabIIHIA
mporpec y i ramy3i (Hampukiam, y cgepi J0moMiKHOI poOOTOTEXHIKH). 3araiom,
CJIIT 3aCTOCOBYBATH IPHUHIIAI IPOAKTHUBHOI JOMOMOTH. J[omoMikHI 3ac00HM CIif
PO3MOYMHATH 3aCTOCOBYBATH Ha PaHHIX €Tanax — 3 ypaxyBaHHSM MPOTPECYIOYOTO
nepebiry BAC Ta 3aTpuMoK y 3a0e31eueHHi, 0COOIMBO MO0 CKIATHUX TEXHIYHUX
3aco6iB (Funke et al., 2018).

3abe3reueHHs CKJIaJJHUMH JOTIOMIKHUMH 3ac00aMHU JTOLUIBGHO 3A1IMCHIOBATH Y
CIeliai3oBaHUX IIEHTpaX Ha 3acajgax CHUIBHOTO TPUHHATTS pIillleHb, IO
nependayvae nedIiuT-OpiEHTOBaHUH, peCypCHO-OpIEHTOBAHMI Ta
IHIMBIAYyATI30BaHUM MIAXiA A0 BHU3HAYCHHS MOTpeOM B JOMOMDKHHUX 3aco0ax
(Majmudar et al., 2014). Oxkpim kommeHcalli OOMEXEeHb KUTTEMISIBHOCTI,
MPU3HAYECHHS JOMOMDKHUX 3ac00iB Ma€ Tak0X BPaxOBYBaTH 3MEHIICHHS
HaBaHTaXEHHA Ha (OpMaJIbHUX 1 HePOpMalbHUX OCIO, SIKi 31HCHIOIOTH JOTJIST

(Hwang et al., 2014).
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3 oISy Ha CKJIQJIHICTh 3a0€3MeUYeHHs IOMOMIXXHUMHU 3ac00aMu, TOILIBHUM €
3HAHHS X OCHOBHHUX KaTeropiil 1 THIOBUX NpHUKJIaAiB. BonHoyac KOHKpeTHHI BUOIp
JOTIOMIPKHUX 3aC001B 4aCTO MOKJIMBHI JIMILIE MICIIA OLIIHKK YMOB iX 3aCTOCYBaHHS
(HampuKiaJ, po3IIUPEHOr0 )KUTIOBOT'0 CEPEI0BHUINA) crieliaTi3oBaHuM (daxiBIEM 13
3abesrneueHHs. Jlo mporecy 3a0e3nedyeHHs TOMOMDKHUMU 3ac00aMHU, 3aJI€KHO BIJT
piBHSA crienianizalii, CJiJl 3ajlydaTd NPeJCTaBHUKIB IHIIUX npodecii (Hanpukiai,
¢daxiBUIB 3 OPTONEAMYHOI TEXHIKM Ta (I3UMYHUX TEpamneBTIB Mpu Minodopi
nepoHeanpHUX oprte3iB). Ha mnepmmit mornsa HagiaumkoBe albo ay0iorode
3a0e3MeueHHs] MOKe OyTH OOIpYHTOBAHMM Yy pa3i BUKOPHUCTAHHS JOMOMIKHHUX
3ac00IB y pI3HUX cepax MOBCAKACHHOIO KHUTTS (HANpUKIad, MOEAHAHHS PI3ZHUX
CUCTEM MITHOMHUKIB a00 3aCTOCYBaHHS CIIEI1alII30BAHUX €JIEKTPUYHUX BI3KIB IS
BUKOPHUCTAHHS B MPUMIIICHH] UM 11032 HUM).

Tadauusa 2 PeseBaHTHI KaTeropii J0OmoMikHHUX 3ac00iB NpH BeJeHHI
nanienTiB i3 BAC i3 npukiaagamu

Kareropii nonomickaux  I[puknamu

3aco01B
JonomixHi 3acobu myist @ [luitHui opTe3 mpu HECTAOLIILHOCTI TOJIOBH
MOOLIBLHOCTI (Dropped-Head-Syndrom) (Baxter et al., 2016).

e [leponeanbHuii opTe3 Npu Mapesi po3ruHaviB
CTOTIH; OopTe3 13 (hiKcalliero KOJIIHHOTO CyTiio0a mpu
HECTaOLILHOCTI KOJIiHA (13 3aCTOCYBAHHSM JIETKHX
MaTepiaiiB, HampuKiIag kapoony) (Mnatsakanian et
al., 2017).

o [lonermenuii/ckiaHUI BI30K MPU MOYATKOBUX
MOPYIICHHSIX XOAu (OCHOBHA MeTa 3a0e3MeYeHHS:
MACUBHE TPAHCTIOPTYBAHHS MAII€HTA).

e EnexkTpuuHMii BI30OK 13 crierialbHUMK QYyHKITISIMU,
30kpema 3 QYyHKIIISIMHU TiIH0MY, JISKaHHS Ta CTOSHHSI,
a TaKOXK CYMICHICTIO 3 JIOTIOMDKHHMH 3ac00aMu IS
KOMYHIKaIlii, yIpaBIiHHSI OTOYCHHSIM Ta aCUCTHBHOIO
pOOOTOTEXHIKOIO (OCHOBHA METa 3a0€3CUCHHS:
MOOUTBHICTB, aBTOHOMIS Ta yuacTh) (Ward et
al.,2010).

e EnexTpuuHuii Bi30K JUIsi BUKOPUCTAHHS B
npumimeHas X («Indoor»-Bi3kn) 13 creriaTbHUMHU
byHKIIAMHE, 30KpeMa 3 QYHKITISIMH TiTHOMY, JISKAHHS
Ta CTOSTHHSI (IIUTh 3a0€3MeUeHHs : MO3UITIOHYBaHHS Ta
3MEHUIEHHS CUMIITOMIB).

e PoOotu3oBaHa pyka (1[i1b 3a0€3MeUeHHS:
KOMITIEHCAI[i BTPATU MaHYyalbHUX QPYHKII1i1).

e PoOot miist npuitomy ki (LI 3a0€3MEUECHHS:
30€epeKeHHs] aBTOHOMHOCTI IT1J1 Yac mpuiiomy ixi).



3acobu JomoMOTH npu
NepeMIlLeHH1

JlormomixkH1 3aco0u ISt
Tepanii

XKutnosi Ta canitapHi
PUMIIIIEHHS

3aco0u KOMyHIKaIrii

3aco0u qIUXalIbHOT
i ATPAMKH
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o CucteMu MiTHOMHHMKIB (TIITHOMHUK IS
MaII€HTIB, MAHOMHHMK JIJISI CTOSTHHS, CXO10BI-
/cTenboB1 MIAHOMHI CUCTEMH).

e (Cx0/10BHii NIANOMHUK.

o [lannycu.

e VYTpuMyBaJIbHI1 IPUCTPOI (MOPYUHI, INTAHTH TOIIO).
e Oprte3 1 ¢ikcalii KUCTI TPU MOYaTKOBOMY
(opMyBaHHI KOHTPAKTYp; Yy MOEAHAHH] 3 (P13UUHOIO
Tepamiero Ta, 3a NOTpeOH, JIIKYBaHHIM
OO0TYJIOTOKCHHOM.

e TpeHaxep A PyXy PyK 1 HIT Ipu nepudepuaHux
napesax 1 CacTU4HOCTI (MOOLTI3a1lisl KiHI[IBOK,
peryssiis M'a30BOro TOHYCY, IEpBUHHA i BTOPUHHA
npodilakTUKa KOHTPAKTyp, apTpo3iB Ta JiMPeaemu,
CHPUSIHHS PYXJIUBOCTI CYTJI001B).

e TepaneBTUYHUN MPUCTPIN IS MIATPUMKH
€K30IEePUCTAIBTUKHN y BUMAJAKaX 3aMOpIB.

o JIikko Jyist oruisiny abo BKJIQIHUN KapKac JIIs
JikKa (3a moTpedu 3 GyHKIIE MiIHOMY).

e JlonmoMixkH1 3acO0M JJIs O3HITIFOBAaHHS
(HampuKJIaJ, MPOTUITPOJICKHEB1 a00 MO3UITIOHYBaIbHI
TIOTyIITKH, TPAHCIIOPTHI TPOCTHPAIIA).

o [linBuIieHe CUIHHS JJIs TyaJleTy.

e Jlymr-yHira3 (yHiTa3 3 (YHKIIIEO TYIITY).

e JlymioBuii cTijIenb 13 peryIbOBaHUM HAXUIIOM
CUJIIHHA.

o [[igiiOMHUK [T BaHHU.

e [IpocTi3acobu KOMyHIKaIlii, TaKi K TUTAHIIICTHUN
1K 13 romocoBuM BBEICHHSIM IpU aU3apTpii abo
MOPYIICHH] MaHyanbHO1 QYHKINIT MUChMA.

e KomrmekcHi 3aco0u KOMyHIKarlii, HampuKiIami, 3
KEpYBaHHIM TOJI0BOIO, MA0OPIIISIM Ta OUMMa JIIS
KoMyHiKarii, kepyBanus [1K 1 qomoMi>xHUMHU
3aco0aMu, a TAaKOX JIJIS1 YIIPaBIiHHS OTOYCHHSIM.

e CucTemMH MepCOHATBLHOTO BUKIIUKY.

® ACHCTEHT Kallllio (MEXaHIYHUM
HCyQasTOp/eKCy PIIsITOP)

e Amnapatu JJ1s1 HEIHBa3UBHOI BEHTHJIALIT JIETEHb..
e Amnapatu 115 IHBa3MBHOI BEHTUJIALII1 JIETCHD,
BKJTFOYHO 13 3a0€3MEYCHHSIM PE3EPBHUMU
MIPUCTPOSIMHU.

e AcmipalliifHi OpUCTpOi.
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Pexomenpauis

3a0e3nedeHHs] JONMOMDKHUMHU 3aco0aMu € KJIIOYOBUM ACIEKTOM JIIKYBaHHS
oci0 13 BAC. 3abe3neueHHss Mae 3IIMCHIOBATHCS 3aBYACHO, MEPEBAKHO Y
CHeniani30BaHUX LEHTpax 1 JAOCBIIYEHWMHM MEIMYHUMHU IMpaliBHUKaMH, 100
YHUKHYTH HEHAJIEKHUX YU 3aMI3HUTUX 3MIH y JOTJISIL.

4.3.18 IlcuxocouiajibHa MATPUMKA

[lcuxocorianpHy MIATPUMKY $IK 3aci0 JOMOMOTH B CaMOJIONOMO31 CIIiJl
NPOMOHYBAaTH K TMAaIlleHTaM, TaK 1 poauyaMm, SK1 3A1HMCHIOIOTh JOTJISII.
[IpodinakTuuHo0 MeToI0 Mae OyTH MIATPUMKAa MAaKCHUMAJbHO HE3aJIEKHOTO Ta
CaMOCTIMHOI0 CITOCO0Y KHUTTS, a TAKOXK MOKpPALIEHHS a00 MATPUMKA SKOCTI JKUTTH.
[ndopmariirto mpo Trpynd camoAONOMOrd abo MAIlEHTChKI OpraHizalli
(manpuknaa, rpynu  camojornoMmord  HiMmerpkoro  ToBapucTBa  M’SI30BHUX
3aXBOPIOBaHb, & TAKOXK 1HII OpraHizailii caMOJOTIOMOTH) 3a3BUYail HAJAlTh Y
Creliai3oBaHUX YCTaHOBaX, Takux sk acomiioBani BAC-uentpu Himerpkoi
Mepexi i3 3axBoproBanb MoToHelponis (MND-Net).

OcoOmmBoi Barm HaOyBae TIATPUMKA POAUYIB, OCKLIBKH BHACIIJIOK
POrPeCcyIoYoro 3pOCTaHHS HABAaHTAXXEHHS, IIOB’SI3aHOTO 3 JIOMVISJIOM 34
naiieHTaMu, BOHHM BiIUyBAIOTh JAenaii OuIbIIMi (QI3UYHUN 1 eMOIIHHUN Tarap
(Burke et al., 2015; deWit et al., 2018). BoagHouac, migBuilieHe HaBaHTaXKCHHS Ha
POJIUYIB, ACOILIIOETHCS 3 JOJATKOBUM, CYTTEBUM 3HIKEHHSM SIKOCT1 KUTTS CaMUX
narfientis (deWit et al., 2018).

5 KoopauHnanisi BeqeHHsI Mani€HTIB

5.1 AmOyJjaropHe BeleHHS

JliarHOCTHKa TOBHMHHA ITPOBOJMTHCS IIEPEBAXKHO CTaIllOHApHO abo — 3a
HAsBHOCTI KaJpOBHMX Ta alapaTHUX pPEeCcypciB — TakKoxk amOynatopHo. Jlis
OTPUMAaHHS JAPYTroi TyMKH, BU3HAUYECHHS MPOTHO3Y, TUIAHYBAaHHS Teparii, a TaKoX
JUIS. THATPUMKH TPUUHATTS PIlIeHb IOJ0 JIIKYBaHHS Ta KOOPJIWHAIT TOTIISAIY
HEOOXiTHO 3/iliCHIOBaTH amOynaTopHe a0o CTalliloHapHE JIIKyBaHHA Y
cnerianizoBanomy neaTpi bAC.

Bapiantu mornsany Ta JiKyBaHHS IOBHHHI OyTH PO3TJSHYTI HA paHHIN cTaii,
aJanToBaHl J0 TepeOiry 3axBOPIOBaHHS, Ta IOBHHHI BKIIOYATH 3aXOJU IS
MIPOJIOBKECHHS JKUTTSA, KOHTPOJIO MATIATUBHUX CUMIITOMIB Ta OOMEKEHHS Tepartii.
[HauBiTyanbHI MUTl JIKYBaHHS MOXKYTh OyTH BH3HAuY€HI Ta 3aJOKYMEHTOBaHI ITij
4ac mpoliecy NPUUHSITTS pilieHb (MoNepeaHe PO3MOPSAIKEHHS, TI0BIPEHICTB).

SAxmo 3arambHOi aMOyJIaTOpHOI MaiaTUBHOI JOIMOMOTH HEIOCTATHBO, IS
MOJICTHICHHS JOTJISIAYy BIOMa MOXHA JOJATH CIEIliali30BaHy amMOyJIaTOpHY
najgiaTUBHY JOMOMOTY (axiBIsIMH 3 JOCBIIOM pPOOOTH 3 KOHKPETHUMU
3aXBOPIOBAHHSIMHU.

5.2 CrauioHapHe JlikyBaHHSI
VY Bunagkax ckiaagHUX a00 HeOe3NMeYHUX JJIsl KUTTS CUMIITOMIB MOKAa3aHO
CTalllOHApHE JIIKYBaHHS 3 METOIO OL[IHKH CTaHy 3aIIHUX MOTOPHUX 1 HEMOTOPHUX



41

CHUCTEM Ta TOCUJICHHS KOHTPOJIO CHUMIITOMIB. Y BHUINAJKaX TIMOBEHTUJIALII Ta
MOKa3aHb 10 HE1HBA3MBHO1 BEHTWIALIIIHOI Tepanii a0 BCTaHOBJIEHHS TPAXEOCTOMHU
3 MOAAJBLIOK IITYYHOK BEHTWIALIEIO JIET€Hb PEKOMEHIYEThCS CTalllOHapHE
JIKyBaHHS Y JIIKAPHI, KA Ma€ JOCBIJ 1HIIIIOBAHHS JOMAIIHBOT INITYYHOT BEHTUJIALIIT
nerenb. Takoxx mpu BcraHosiieHH1 IIEI' mokaszane cramioHapHe jikyBaHHS. [l
NaJIaTUBHOTO KOHTPOJIK CUMITOMIB, pePpaKTepHUX A0 Teparlii, CiJ po3rISHYTU
MO>KJIMBICTh CTallIOHAPHOTO JIIKYBaHHS Yy BIAJUICHHI NANIaTUBHOI JONOMOTH (3
HEBPOJIOTTYHOIO MIITPUMKOI0) 200 B XOCHICI.

6 OcobsmBocTi
TsKKICTh 3aXBOPIOBAHHS, SIK IPABHUIIO, OOIPYHTOBYE HEOOX1IHICTh OTPUMAHHS

IPYroi JyMKHU.

7/ CninHaJIbHA M’5130Ba aTPO(is

5¢-acomiiioBara CMA — 11e ayTOCOMHO-pEIECHBHA CIaJIKOBa JereHepallis
anb(ha-MOTOHEHPOHIB CIIMHHOTO MO3KY 3 dYacToToro mpubimsuHo 1:7000 cepen
HOBOHapo/pKeHnx y Himeyuwni Ta 1:10000 y cBiTi, 3 4YacTOTOIO HOCIHCTBA
rerepo3urot 1:40—1:50 (Groen et al., 2018; Wirth et al., 2020). [Tpubmuzno y 94%
BUIIAJIKIB CIIOCTEPITa€THCS TOMO3UTOTHA Jiefelis 7 Ta 8 ek30HIB a00 ymiie 7/ eK30Ha
reda SurvivalMotorNeuronl(SMN1) na xpomocomi 5ql13.2. I[lpubnuzno y 4%
naiieHTiB 3 5q-CMA cnocrepiraeTbCcss KOMIMAayHI-TeTepO3UroTHiCTh. CTYIiHb
TskkocTi CMA 3arajoMm Kopelnroe 3 KUTbKICTIO Komih SMN2 roMos10rigHoro resa
(Wirth et al., 2020). ITamientn 3 CMA 3a3Buuaii He MaioTh reny SMN1 i MaroTh Bij
1 1o 6 xomiiit SMN2 Ha renom (Groen et al., 2018). I'en SMN1 npoaykye BUKIIOYHO
npaBuiabHy PHK 1 6110k, Tomi sik reH SMN2 nepeBakHO MPOAYKYE HENPaBUIBHO
crutaiicobany PHK 1 nedynkiionansuuit 6utok. bimok SMN 3amydyenuit no
IITUPOKOTO CTIEKTpa KIITUHHUX TporieciB (6iorenes Ta crutaiicuar PHK, tpancsiis,
TPaHCKPHIIIs, aronTo3, euaonuTo3 Toiio) (Groen et al., 2018; Wirth et al., 2020).
Tomy npu Tsxkux popmax CMA 0 ta CMA 1 crioctepiraerbcsi MyJIbTUCUCTEMHE
ypakeHHs (TOJIOBHMI MO30K, JIET€HI, KHIICYHHUK, Ceplle, CEeJIe3IHKa Ta KiCTKH)
(Hamilton&Gillingwater, 2013).

KrniniuHo xapakTepu3yeThbcsl MOETHAHHSIM M'SI30BO1 TIMOTOHII Ta arpodii
MPOKCUMAIbHUX Ta aKClaJbHUX M'S31B  Ta30BOTO TMosicy. BimmoBigHo A0
MaKCHUMAaJIbHO PO3BUHYTUX MOTOPHUX () YHKIIIH (HIKOIHM HE CUALIH, CUISATh, XOMSTh)
1 moYaTKy 3axBoproBaHHs, mamieHTd 3 CMA crodatky Oynu kinacugikoBaHi Ha 5
tumis (0,1,2,3 14) (Wirth et al., 2020). 3actocyBanHs reHHO-MOIU(IKYIOUOT Teparrii
MPU3BEIIO 10 3MiHM Kiacudikailii, Ha JaHWW Yac MAIlieHTH MOJUIAI0ThCs Ha Non-
Sitter,Sitter 1 Walker (Ti o He cuasITh, Ti IO CUASTH, Ti O X0a4Th) (Groen et al.,
2018; Wirth et al., 2020).

Jlist oTpuMaHHS T0JaTKOBO1 1H(MOpMAIlii OO0 MaTOreHe3y Ta MOJCKYJISPHOT
JIarHOCTUKU peKoMeHyeTbest 3BepHyTucs 10 Kepisuux npuniunis AWMF 3 CMA
(Kenb6ens, Mromnep-Pennbdep, 2021).

Tepamnis
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Pexomenanii mo1o ctaHaapTy BeJIEHHs OMMyOIiKOBaH1 AJis JIITeH Ta JOPOCIUX
(Finkel et al., 2018; Mercuri et al., 2018Db).

Komenmap pooouoi epynu: na momenm pozpoonenns KH ¢ Ykpaini uunnum €
Cmanoapm meduuHnoi oonomozu «/liaenocmuxa ma JiKy8auHsa CRIHAIbHOL M 30801

ampo@iiy, 3ameepoicenuti Hakazom Minicmepcmea 0xoporu 300p08’s Ykpainu 6io
16 keimus 2025 poky Ne 648.

®dizioTepamis Ta 3a0e3MeYeHHs 32C00aMHU I0MIOMOTH
3aCcTOCOBYIOThCS TaKi % OCHOBHI IPUHILIMIH, sIK 1 1151 Teparii BAC.

JlikyBaHHSI CKOJ1i03y Ta KOHTPAKTYP

Ckoutio3 1 TopakayibHUM Ki)03 BUHMKAIOTh Maike y BCix marieHTiB 3 CMA.
[TokazaHHS 70 HOCIHHS KOpCETa YW XIpypriyHOl KOPEKIlii MarTh BU3HAYATHUCS
iHAUBIAyanbHO. HOCIHHS KOpceTa MOKe YIOBUIBHUTH PO3BUTOK CKOJII03Y, MIPOTE HE
3anobirae oro BunukHeHHto (Hull et al., 2012). Oaniero 3 el BUKOpUCTAHHSA
KOpCEeTa € MOTITIIEHHS O3UII0OHYBaHHS 1 BIAMOBIIHO MOKpaIieHHs QyHKIii xpeoTa.
VY nopociaux NaieHTiB i3 BUpaKECHUM CKOJ11I030M CTIIOHIUJIO/E3, K MPaBUIIO, BXKE HE
MMOKa3aHUM.

KoHTpakTypu BenMKUX CyrjoOiB CIiJl JIKyBaTH KOHCEPBATUBHO, KOJHU 1€
MOxUIHBO ((izioTeparris). Xipypridde BTpyYaHHS CJiJ] PO3TIAIATH Yy BHUITAJIKaX
CWIbHOTO 0010, (MOB'I3aHUX 3 KOHTPAKTYypOr0) (PYHKI[IOHAIBHUX MOPYLIEHb Ta
oOMe>KeHb, OB'SI3aHMUX 3 MOTPeOaMu TOTIISTY.

DyHKIisl JIeTeHb

[Ticma mepexony Ha IITYYHY BEHTHIIAIIKD JIET€Hb YacTO HEOOXIAHI SK
HEIHBa3WBHI, TaK 1 IHBA3MBH1 METOIU BEHTHJISAILIII.

HeoOximHO OIIHMTH KJIiHIYHI O3HAaKM HIYHOI TIMOBEHTWIAIIT (paHKOBHH
TOJIOBHUM OiTb, ICHHA BTOMA, JUCTUMIS, 3HM)KCHHS alleTUTY Ta TOJEPAHTHOCTI J0
GI3MYHOr0  HABAaHTAKCHHS, TOCWICHHS  pecHipaTopHUX iHQEKIH, HidHa
MITJIMBICTE). 30UTBIICHHS TUXAIbHOI POOOTH MOKE CIPHUSITH PO3BUTKY IUCTPOPii.
Crnig perynsipHO BUMIPIOBATH CHIPOMETPiI0 3 (hOPCOBAHOIO >KHUTTEBOIO EMHICTIO
nerenb (OIKEIT) y mom0oKeHHSIX CUASIYU Ta JIeKAUX Ha CITUHI, MIHIMQJIBHHUM IMITYJIBC
(MIII), makcumanbauit excriparopuuii nmotik (MEII) Ta mikoBuii ekcmipaTopHHii
notik (ITEIT). PekoMeHmyeThCS TMPOBOAUTH MOTICOMHOTpadidHe OOCTEKEHHS 3
HIYHOIO KaITHOMETPIEI0 pa3 Ha PiK.

Moske OyTH TIOKa3aHO BUKOPUCTAHHS BifkamntoBada. Cimill 3aJJ0KyMEHTYBaTH
nereneBi iHdekil Ta 3actocyBanns antudiotukiB (Hull et al., 2012; Finkel et al.,
2018; Mercuri et al., 2018Db).

Ilkanu 1151 OUiHKY nepediry 3aXBOpPIOBaHHA Ta MOHITOPMHIY Tepamii —
peecTp namieHTiB

Cupsumii:  JIns  OIIHKM ~ MOTOPHKHM  BEPXHIX  KIHIIIBOK  JIOIUIBHO
BUKOpHCTOBYBaTH Taki mkanu: 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, sKi 37aTHI XOJIUTH, 4acTO 37400yBalOTh BUCOKHX, 1HOJII
MaKCUMaJIbHUX OaJliB y LIKajaX MOTOpPHOI QyHKIIi. OIiHKa 31aTHOCTI 0 X0Jb0H,
CTOSIHHS 200 AUCTaHIli X0A0U € HaA3BU4YaitHO BaxkauBow (DunawayYoung et al.,
2016). Okpim 6-xBunuHHOrOo Tecty xoau (6MWT), BamimHUM I1HCTPYMEHTOM
Bu3HaHo TecT Timed-,,Up and-Go* (TUG) (Dunaway et al., 2014). [Ipu cyTreBOMYy
MOPYIIEHH] 31aTHOCTI 0 XOJAbOU SIK albTepHATUBA 6-XBWJIMHHOMY TECTy XOIHU
BUKOPHUCTOBYETHCS 10-METpOBHII TECT XOIH.

MoTOpHI IIKadW CIiJ OI[IHIOBaTH IIOHaWMeHme | pa3 Ha pik, M Yac
MEJIMKaMEHTO3HOI Tepamii — KOXHI 6 MICSIIB, a Malli€HTH, SKI OTPUMYIOTh
TEpariio, MatoTh OyTH BKIIFOUEHI 10 IOBIYHOTO MAIIEHTCHKOT0 peecTpy. BaninyBani
«patient-reported outcomes» MOXYyTb J0JATKOBO BUKOPUCTOBYBATHUCS MOPSI i3
KJIIHIYHUMU [IKaJaMH, 3aCTOCOBAaHMMHU Yy MeAMYHUX 3akinanax (Osmanovic et al.,

2021).

MenukaMeHTO3Ha Tepais

|. AaTucencosi onironykieoruau — Hycinepcen

3 uepBHs 2017 poky 11 Teparis J03BojieHA 0e3 OOMEXKEHb I0JI0 MOYaTKy
3aXBOPIOBAHHA, BIKY, CTYNEHS TSDKKOCTI 4M MOTOpHOI (GyHkuii. Jlana Teparis
osokye iHTpoHHUHU splicesilencer B iHTpoHi 7SMN2-pre -mRNA, mo crpuse
MiBUIICHOMY BKJIIOUCHHIO ek30Ha 7 y SMN2-mRNA Ta 3011bIICHHIO TPOTYKIIii
oiika SMN. BpeneHHs 3AIMCHIOETBCS NUISXOM TOBTOPHHUX IHTpaTeKaIbHUX
1H’ €K1I1¥ (YOTUPU HACUUYYBAJIbHI JI03H MPOTATOM IEPIITUX JIBOX MICAIIB, MICIS YOTO
— 3 I[HTEPBAJIOM y YOTHPH MICSII1).

[HTpaTekanpHe BBEICHHS CII 3A1MCHIOBATH Y HEUPOM'SI30BOMY LIEHTPi 3i
criemiasizalliero B JikyBaHHI namieHTiB 3 CMA:

1. nns 3abe3nedeHHs O€3MEYHOTO JIIKYBAaHHS IMAIIEHTIB 13 PECHIpaTOPHOIO
HEJIOCTATHICTIO.

2. Jlikapi MOBMHHI MaTH JOCBIJ MPOBEICHHs TOMOAIBbHOI MYHKIlII HaBITh y
MAII€HTIB 13 CKOJIIOTHYHUMU JedOopMallisiMu.

e JloBropHe iHTpaTtekanbHe BBelAeHHs HyciHepceHy MOXe CTaHOBUTH
TEXHIUYHY CKIamaHICTh (Stolte et al., ,2018).

e (CucremMHa aHanrocenalis JOpociauM  He  moTpibHa.  Miciesa
iHUTBTpalliiiHa aHecTe3is B 3allJIAHOBAHIM TOYIl MYHKIT MOXE PO3TISIATHCS Y
BUHATKOBUX BUTIAIKAX.

e Kowmm’torepra tomorpadis (KT) mms mmanyBanHs Ta/ab0 BUKOHAHHS
TOMOQIBPHOI MYHKIIII MOTpiOHA JIUINE TAIli€eHTaM 31 CKJIQJHUMH aHAaTOMIYHHMU
yMOBaMU (CTIOHIUIIONE3, BUPAKEHUN CKOITI03).

e MarnitHo-pe3onancHa Tomorpadis (MPT) y Oararbox maii€eHTiB
HEMO>KJIMBA Yepe3 IMIUTAHTOBaH1 MeTa . Y BUHATKOBUX BUIAJIKaX AlIbTEPHATUBOIO
MOXYTh OyTH TEXHIKH aIlIiKallli, HAMpUKJIaJ 13 BUKOPUCTAHHAM MopT-cucteM (off-
label) (Strauss et al., 2018; Hagenacker et al., 2019).

e KoHTponpoBaH1 KIIHIYHI AOCTDKEHHS 3a y4acTIO HEMOBIIT 1 AiTeH
MOKa3aJIu MOKpaIIeHHsI MOTOPHOT (DYHKIIIT; €PEeKTUBHICTbD, BIAMOBIIHO 10 HAsIBHUX
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JaHUX, 3HAYHOI0 MIPOI0 3aJE€KHUTh Bl Yacy IOYaTKy JIKyBaHHS Ta CTajii
3axBoproBanHs (Finkel et al., 2017; Mercuri et al., 201 8a).

e BikoBiIMOBIAHUN MOTOPHHUI PO3BUTOK, Y HaWKpAIIOMY pa3i, MOKIUBUN
JUIIE 32 YMOBM NOYATKy Teparii y npecumnromatrnunuid nepion (DeVivo et al.,
2019).

e JlokazoBa 0a3za 1100 JJAOBTOTPUBAJIOI Tepamii JOPOCIUX Hapasl e
obmexxena (Walter et al., 2019; Hagenacker et al., 2020). 3nauymnioro mnoiinimeHHs
MOTOpHOi  QyHKIIT Ta  cralbumizamii  mepedbiry  3aXBOpIOBaHHS  OyIo
MPOJIEMOHCTPOBAHO Y MOHO- Ta MYJIbTHIIEHTPOBUX CHOCTEPEHKHUX JTOCHIIKEHHSX.

e KuiniuHo 3Hauyie nokpamieHHs nokazuuka HFMSE (3poctranns na >3
Oanu) micns 14 micauiB jikyBaHHa Oyio 3adikcoBano y 40% marieHTiB, mOoO14H1
edeKkTH nepeBakHo OyJM MOB’sA3aH1 3 MyHKLIEI, CEPHO3HUX MOOIYHUX €(EKTIB HE
cnoctepiraniocs (Walter et al., 2019; Hagenacker et al., 2020). Bik namienra npu
NOYaTKy TEpaIii He € PEJICeBAaHTHUM MPOrHOCTUYHUM (HaKTOPOM.

Il. 'enozamicuHa tepamis SMN1 — onacemHoreH-abenapBoBeK

[Ticns 3aTBepmkenHs y udepBHi 2020 poky B €Bpomi reHo3aMiCHOI Tepamii
OHACEMHOT'eH-a0e-TIapBOBEK JIJIsl MAIIEHTIB 13 KITHIYHO MiITBEP/PKEHOI0 MYTaIli€r0
rena SMNL1 ta kniHiuaEEM giarHo3oM CMA 1 (He3aneHo Bij KUIBKOCTI KOITIHM TeHa
SMN2 a6o y marientiB 3 CMA 3 myrariero rena SMN1 13 1o 3 komiit SMN2) e
BTpYYaHHSI MOK€ MPOBOAUTHUCS HezanexkHo Bi TUIy CMA. OOMexeHHs 3a BIKOM
Ta/ab0 Macow TiTa Hapa3l HE BCTaHOBIEHO. JlaHI MO0 JOBrOTPUBAJIOT
edexkTuBHOCTI Ta Oe3meku € Bkpaih oOmexeHumu; Ilamientn 13 CMA-1 i3
peectpaiiiitHoro  gmociimkeHHs  (n=13) y  5-piuHOMY  CIIOCTEpEXeHHI
IPOJICMOHCTPYBaJIM  cTabUIi3aIii0 abo TMojajblle TOKpalleHHS 3a 3arajioM
crpusTiIuBOro mnpodimo Oe3neku; 3adikcoBaHl cepiio3HI TOOIYHI edeKTH
CTOCYBAJIHCS TEPEBAKHO NUXAJTBHUX MOI1K; MPod i1 OE3MEKH 3arajioM OIIHEHO SIK
cupustauBuii  (Mendell et al., 2021). Jns ocrarodHoi OIiHKH, OE3yYMOBHO,
HEOOXITH1 TI0AATKOBI1 TaH1 peaIbHOT KITTHIYHOT TPAKTUKHU Y OUTBIIIMX KOTOPT.

e V npodeciitniit indopmariii momo OuncemHoreH-AbellapBoBeky MiCTUTBCS
MOTIEPE/KEHHS PO BIICYTHICTh JTAHUX MIOJI0 BEPXHBOI MEXi BIKy (>2 pOKIB) Ta
Macu Tina (>13,5 kr).

e (OmnacemHOreH-abenapBOBeK €(QEKTUBHHI JuIle y oci0, HeraTHBHHX 3a
AAV9, a6o npu kouHneHrtpailii antutin <1:50. Busznauennst anturin 10 AAV9 e
000B’SI3KOBUM TIEPE]T MOYATKOM TEpaItii.

e Bgenennsi: ToapuctBo Helponexaiatpli (GNP) 3a ywactio Menuuno-
HAyKOBOT KOHCYNBTaTUBHOI pamu HiMenpkoro ToBapucTBa M’ SI30BHUX XBOPHUX
(DGM)e.V. ony6mikyBano pekoMenaiii 1o miid (Ziegler et al.,2020).

e 3actocyBaHHs TeHHOi 3amicHOi Tepamii CMA wMae mNpoOBOIUTHCS Y
CHEIliaTi30BaHUX JIIKYBaJIbHUX IIEH-TpaX Ta 3a CYBOPUX BHUMOT O€3MeKH IS
KOPEKTHOTO MPOBEJEHHS 3 PETEIbHHUM OOJIIKOM 1 JOKYMEHTYBAaHHSM MOOIYHHUX
e(heKxTiB, a Takoxk (ikcalliero nepediry 3aXBOPIOBaHHS.

I1l. RG7916—Pizgumiam
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RG7916 € «SMAIl molecule», cucteMHO akTUBHHM TEpPOpPabHUM CILIakC-
EHXaHCEPOM, SKUU NUIAXOM MOAYJsMiil cruaiicuary SMN2 migBuIllye €KCIPEecito
(G yHKITIOHAJIBHOTO OuIKa SMN. Tpu KIIHIYHUX TIOCIIKEHHSA
RG7916:SUNFISH(CMA 2 Tta CMA  3),FIREFISH(CMA 1) rta
JEWELFISH(nonepenuro nposikoBaHni nanieHTd 3 CMA 2 ta CMA 3) npussenu
1o Horo 3atBepmkeHHs B €C nis nopociux narieHTis 3 CMA 3 1-4 komisimu SMN2
3 6epe3ns 2021 poky. ¥V 1uX AOCAKEHHIX PI3AUILUIAM MPOJAEMOHCTPYBAB 3HAYHUI
KIHIYHUN edekT npu iHpanTmibHIE CMA, menm Bupaxenuii npu CMA 2 Ta 3
(Mendell, 2018; Ratni et al., 2018; Sturm et al.,2019).

IV. Komb6inoBa#ni tepanii: SMN-3anexHi Tepamii
Ha nmanuit yac KOHTpOJBOBaHI JaHl MO0 KOMOIHOBAHMX Teparlii
BijicyTH1. JIJ1s1 IMX MiAXO0/1B Hapa3i HEeMae YiTKO1 JOKa30BOi 0a3u.

8 dinancyBannus HacrtanoBu
[1i Pexomenpariiii ctBopeHi 6€3 BIUIMBY YU MIATPUMKH 3 OOKY IMPOMHUCITIOBOCTI.

9 MeTtoauka po3poodJiennss Hacranosu

9.1 Ckanan I'pynu 3 po3po0/ieHHs KePiBHUX NPUHIUIIB, Yy4acTh
3aliKaBJIEHUX CTOPiH

Koopannauisa KepiBHuX npuHmumnis

Cextop BAC: npod. n-p Ansbept Jlymoned, Yaem, npod. n-p CycanHa
[letpi, 'annoBep Cektop, He moB’s3anuii 3 BAC/MH3/CMA: npod. a-p FOmian
I'pocckpoiin, JIro0ek

Yoaenu I'pynu 3 po3po0diaeHHsI KepPIBHUX NPUHIUITIB
H-p Topcten I'pens (HeBpomoris, Jlikapus imeni Anbdpina Kpynma, Eccen)
npod. a-p KOmian Ipocckpoiiny (Hesposoris, YHiBepcUTETChKA KIiHiKa

Ine3sir-I'onpireitn, kammyc Jlob6ek) [Ipod. n-p Maprin I'ext (HeBpomoris,
Paiionna nikapus Kaygo6oiipen)

IIpod. Anapeac I'epmann (HeBpoutoris, YHiBepcuTeTChka MeauIinHa PocTok)
IIJT n-p Capa HMecce (Hesponoris, YHiBepcuter YiibM)

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

npod. n-p Bombdranr Jlvomep (Hespomoris, Menuunuii yHiBEpCHTET
Iac6pyka,0OGN) Ipod. a-p Ansbept K. JTromonsd (HeBpomoris, YHiBepcurer
VYapMm)

H-p Anmpe Maitep (Hespomoris,Charité— VHiBepcuTeTChKa MEAHUIMHA
bepmin)

[Ipod. a-p Cycanna Ilerpi (HeBposoris, Meanuna Bumia mkosa ["'anHoBepa)
npod. a-p benenukr lozep (HeBponoria, LMU, Kininika MionxeHa)

npod. 1-p Mapkyc Bebep (M's3oBuii nientp, KanronanpHa mikapas CaHKT-
INannen,SNG)
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9.2 ITomyk i BiAOip HaAyKOBUX J10Ka31B

ApnanTariisi €BpONEUCHKUX Ta AMEPUKAHCHKMX HACTAaHOB, CUCTEMATHYHMM
nomyk oHoBiieHb y Medline Ta Cochrane, BUKOpUCTaHHS BU3HAYEHHX KPHUTEPIiB
BKJIIOYEHHSI Ta BUKIIOYEHHA. Ll KepiBHI HACTaHOBH € TMOJAJbIIMM PO3BUTKOM
kepiBHux npunnunie DGN 2003, 2005, 2008, 2011, a takox 2014 pokis,
BIIPOBA/KYIOTh KITIHIYHI HACTAHOBH AMEpUKaHCHKOT akaaemii HeBpodorii (Miller et

al., 1999; Bradley et al., 2001) Ta iHTerpytoTh KepiBHiI HacTaHoBU Po6ouoi rpynu
EFNS (2006, 2011).

9.3 Illpouenypa ¢popMyBaHHSI KOHCEHCYCY

[licns npencraBiieHHS MOMEPEAHIX KEPIBHUX HACTAHOB 1 Mepersiay
BIANOBIAHUX 0a3 AaHuX OyJlIO NpPOBEJEHO MNHUCbMOBE Ta YycHe (opMyBaHHs
KOHCEHCYCY HUISIXOM PO3MOBCIO/PKEHHSI Ta KoperyBaHHs aBTopaMu. Lli kepiBHI
npuHIMnK Oynu cxBaieHi Komiciero 3 kepiBHUX HacTaHOB HiMerbkoro ToBapucTaa
3 Hepojorii (DGN), a Takox mpaBiIiHHAMH ABCTPIHCHKOIO TOBApUCTBA 3
nesposorii (OGN) i IlIeeiiriapcekoro Hesposoriugoro topapuctsa (SNG). Inmii
npodeciitHi TOBapuCTBa y4acTi He Opau.

10 Jlexsapaiisi inTepeciB i Bpery/jioBanHs KOHQJIIKTY IHTEpPECIB

VYci yyacHUKM TIATOTOBKUA KEPIBHUX TMPHUHIHUIIB CBOEYACHO Ta B TOBHOMY
o0cs31 mojanu cBoi nekmaparlii inrepeciB (bopma AWMEF,2018, nusa 3asBu mpo
IHTEepEeCH Yy MeKaX IMPOEKTIB KEPIBHUX MPHUHIIMITIB) KOOPJIUHATOPY a00 B PEIAKIIIIO
KepiBauux npunnumnie DGN. Ili nutanHs Oyau OIiHEHI HE3aJEKHUM, aHOHIMHO
NPAIOI0YUM 1 KOMIIETEHTHUM YIOBHOBaKEHUM 13 3amoOiraHHs KOHQIIKTY
iHTepeciB. DGN Ha mpeaMeT MOTEHIMHO TeMa-TUYHO PENIeBAaHTHUX IHTEPECIB 1
BIJIMOBIIHO BpaxoBaHi y cdepi BIANMOBITATBLHOCTI 3a KEepiBHI MpUHOMIHU. Po3mip
HAJXOJKEHb, 30KpEMa, OIIIHIOBABCS 3TIHO 3 YITKO BHU3HAYCHUMH ITOPOTOBHMU
sHaueHHaMu (mpaBuia COIDGN), sxi Oyny YUHHUMHU Ha TOYaTKY POOOTH Hall
KEPIBHUMH MPUHIIUIIAMHU Y TIOTOMY 2020 poKy.

Bbyno mpoBeneno knacudikailito Ha He3Ha4YH1, MTOMipHI Ta 3HAYH1 KOH(IIIKTH
1HTEepecCiB.

3a oCHOBY OyJH B3SIT1 TaKi KpUTEPii OIIHIOBAHHS:

® oIlauyBaHa po0OTa pereH3eHTa/KOHCYIbTaHTa a00 y4acTh y HayKOBii
pani/AdvisoryBoard: omradyBana qisTbHICTB JUTSI IPOMUCIIOBUX KOMITaHIiiH;

® JIOMOBIi/Ii: OIJIaY€HI MPOMHUCIIOBICTIO;

® aBTOPCTBO 200 CIIBABTOPCTBO: JIUIIE SKIIIO KEPYETHCS 1HITYCTPIEIO;

® JIOCHIIHUIIBKI TPOEKTH/TIPOBEJCHHS KITHIYHUX JOCHIHKEHB: MPpsMo abo
YaCTKOBO (piHAHCYIOTHCS MTPOMHCIOBUMU MIITPUEMCTBAMHU;

® BIIACHUIIbKI iHTEpecH (TATEHTH, BOJOJIHHS aKI[isIMHU), IO CTOCYIOTHCS
pEeKOMEH/IalIIH;

® HEemnpsiMi IHTEPECH, 10 MAlOTh PEJICBAHTHICTb.

OuiHka nogaHux iHrepecis
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VY 10 3 12 yuacHukiB He Oyi0 BHUSBIEHO a00 OYyJ0 BUSBICHO JUIIE HE3HAYHI
KOH(JIIKTH IHTEPECIB, TOMY AOJATKOBUX 3aXO0/(1B HE BiKMBasocs. Cepell HUX € aBTOp,
AKUU BOJIOZIE MATEHTOM Ha 3acTOCyBaHHs (pacyauiny s JikyBaHHS BAC: HaBiTh
AKIIO TATEeHTOBaHUU mpemapaT y KepiBHUX NpuHIUNAX HE PO3TIIAJAETHCS, I
aBTOp 3 MPEBEHTUBHUX MIpPKyBaHb HE OpaB ydacTi B po3auii KepiBHUX npUHLIMTIB,
npucssiueHomy Tepanii BAC.

VY onHOrO KOOpAMHATOpa Ta OJHIET KOOPAMHATOPKHU OyJM BHUSBJIEHI IHTEPECU
nomipHoi peneBaHTHOCTI y He-BAC-/MH3-/CMA-chepi, a Takox 1HTepecH
He3HauHoi peneBaHTHOCTI B cpepi BAC. ['pyna 3 po3pobiieHHs KepiBHUX PUHIUITIB
TaKUM YMHOM BHKOHaNa HacTymHy pekomenpnainito IKB: «3 ormsay Ha BUgaTHY
eKCIEPTU3Y MPOTIOHYETHCSA AOPYYUTH 000M YJacHHKAaM, HE3BAKAIOUW HA 3asBIICHI
He3HauH1 iHTepecu y cepi BAC, BukoHaHHs QyHKIIT KOOpaAuHATOPIBY. OCKUIBKU
oOuaBa MaroTh mnoMmipHi iHTepecu y He-BAC-cdepi, mns uiei chepu notpiden
IIOHAIMEHIIIe e OJIMH, HeYNepeHDKEHUI KOOpAuHATOP.» byo 3aimydeHo TpeThoro
KoopauHaTtopa 6e3 iHTepeciB y He-bBAC-/MH3-/CMA-chepi.

[IpaBuna 50% Himenpkoro toBapucTBa HEBpoJiorii Oyno gorpumano. lle
o3Havae, 1o mioHaMeHme 50 BIACOTKIB 0ci0, K1 Opajiu ydacTb y po3poOiri
KepiBHuX npuHIUIIIB, HE TIOBUHHI MaTH 200 MOKYTh MaTH JIUIIIE HE3HAYH1 JJIsI ITUX
KepiBHUX MpUHIUIIIB KOH(IIIKTH THTEPECIB.

3asBieHiI IHTepeCH YYacCHUKIB Ta BIAMOBIAHI BHUCHOBKH, 3pOOJIEHI IS
3a0e3NeyeHHs] MPO30pOCTi, HABEIEHO y TAaOJMYHOMY pe3lOMe (JIUB. OKpEMHii
JIOKYMEHT).

Jlitepatypa

Abe, K., Itoyama, Y., Sobue, G., Tsuji, S., Aoki, M., Doyu, M., Hamada, C., Kondo, K., Yoneoka, T.,
Akimoto, M., Yoshino, H., Edaravone ALS Study Group, 2014. Confirmatory double-blind, parallel-
group, placebo-controlled study of efficacy and safety of edaravone (MCI-186) in amyotrophic
lateral sclerosis patients. Amyotroph Lateral Scler Frontotemporal Degener 15, 610-617.

Agosta, F., Al-Chalabi, A., Filippi, M., Hardiman, O., Kaji, R., Meininger, V., Nakano, I., Shaw, P.,
Shefner, J., van den Berg, L.H., Ludolph, A., WFN Research Group on ALS/MND, 2015. The El
Escorial criteria: strengths and weaknesses. Amyotroph Lateral Scler Frontotemporal Degener 16, 1-
7.

Andersen, P.M., Abrahams, S., Borasio, G.D., de Carvalho, M., Chio, A., Van Damme, P., Hardiman,

0., Kollewe, K., Morrison, K.E., Petri, S., Pradat, P.F., Silani, V., Tomik, B., Wasner, M., Weber, M., 2012.
EFNS guidelines on the clinical management of amyotrophic lateralsclerosis (MALS) — revised
report of an EFNS task force. Eur J Neurol 19, 360-375.

Andersen, P.M., Borasio, G.D., Dengler, R., Hardiman, O., Kollewe, K., Leigh, P.N. , Pradat, P.F., Silani,
V., Tomik, B., EFNS Task Force on Diagnosis and Management of Amyotrophic Lateral Sclerosis,
2005. EFNS task force on management of amyotrophic lateral sclerosis: guidelines for diagnosing
and clinical care of patients and relatives. Eur J Neurol 12, 921-938.

Andrews, J.A., Jackson, C.E., Heiman-Patterson, T.D., Bettica, P., Brooks, B.R., Pioro, E.P., 2020. Real-
world evidence of riluzole effectiveness in treating amyotrophic lateral sclerosis. Amyotroph Lateral
Scler Frontotemporal Degener 21, 509-518.

Arbesman, M., Sheard, K., 2013. Systematic Review of the Effectiveness of Occupational Therapy-Related
Interventions for People With Amyotrophic Lateral Sclerosis. American Journal of Occupational
Therapy 68, 20-26.

Assouline, A., Levy, A., Abdelnour-Mallet, M., Gonzalez-Bermejo, J., Lenglet, T., Le Forestier, N.,

Salachas, F., Bruneteau, G., Meininger, V., Delanian, S., Pradat, P.F., 2014. Radiation therapy for
hypersalivation: a prospective study in 50 amyotrophic lateral sclerosis patients. Int J Radiat Oncol
Biol Phys 88, 589-595.



48

Bandelow, B., Wiltink, J., Alpers, G.W., Benecke, C., Deckert, J., Eckardt -Henn, A., Ehrig, C., Engel, E.,
Falkai, P., Geiser, F., Gerlach, A.L., Harfst, T., Hau, S., Joraschky, P., Kellner, M., Kéllner, V.,
Kopp, I., Langs, G., Lichte, T., Liebeck, H., Matzat, J., Reitt, M., Ruddel, H.P., Rudoph, S., Schick,
G., Schweiger, U., Simon, R., Springer, A., Staats, H., Stréhle, A., Stréhm, W., Waldherr, B.,
Watzke, B., Wedekind, D., Zottl, C., Zwanzger, P., Beutel, M.E., 2014. S3-Leitlinie — Behandlung
von Angststérungen.

Bannwarth, S., Ait-EI-Mkadem, S., Chaussenot, A., Genin, E.C., Lacas-Gervais, S., Fragaki, K., Berg-
Alonso, L., Kageyama, Y., Serre, V., Moore, D.G., Verschueren, A., Rouzier, C., Le Ber, I., Auge,
G., Cochaud, C., Lespinasse, F., N’Guyen, K., de Septenville, A., Brice, A., Yu-Wai-Man, P., Sesaki,
H., Pouget, J., Paquis-Flucklinger, V., 2014. A mitochondrial origin for frontotemporal dementia and
amyotrophic lateral sclerosis through CHCHD10 involvement. Brain 137, 2329-2345.

Baxter, S., Reed, H., Clarke, Z., Judge, S., Heron, N., McCarthy, A., Langley, J., Stanton, A., Wells, O.,
Squire, G., Quinn, A., Strong, M., Shaw, P.J., McDermott, C.J., 2016. Evaluating a novel cervical
orthosis, the Sheffield Support Snood, in patients with amyotrophic lateral sclerosis/motor neuron
disease with neck weakness. Amyotroph Lateral Scler Frontotemporal Degener 17, 436-442.

Bello-Haas, V.D., Florence, J.M., Kloos, A.D., Scheirbecker, J., Lopate, G., Hayes, S.M., Pioro, E.P.,
Mitsumoto, H., 2007. A randomized controlled trial of resistance exercise in individuals with ALS.
Neurology 68, 2003-2007.

Bourke, S.C., Tomlinson, M., Williams, T.L., Bullock, R.E., Shaw, P.J., Gibson, G.J., 2006. Effects of non-
invasive ventilation on survival and quality of life in patients with amyotrophic lateral sclerosis: a
randomised controlled trial. Lancet Neurol 5, 140-147.

Braak, H., Brettschneider, J., Ludolph, A.C., Lee, V.M., Trojanowski, J.Q., Del Tredici, K., 2013.
Amyotrophic lateral sclerosis — a model of corticofugal axonal spread. Nat Rev Neurol 9, 708-714.

Bradley, W.G., Anderson, F., Bromberg, M., Gutmann, L., Harati, Y., Ross, M., Miller, R.G., ALS Care
Study Group, 2001. Current management of ALS: comparison of the ALS CARE Database and the
AAN Practice Parameter. The American Academy of Neurology. Neurology 57, 500-504.

Braga, A.C.M., Pinto, A., Pinto, S., de Carvalho, M., 2018. The Role of Moderate Aerobic Exercise as
Determined by Cardiopulmonary Exercise Testing in ALS. Neurol Res Int 2018, 8218697.

Brenner, D., Muller, K., Wieland, T., Weydt, P., Bohm, S., Lule, D., Hubers, A., Neuwirth, C., Weber, M.,
Borck, G., Wahlqvist, M., Danzer, K.M., Volk, A.E., Meitinger, T., Strom, T.M., Otto, M., Kassubek,
J., Ludolph, A.C., Andersen, P.M., Weishaupt, J.H., 2016. NEK1 mutations in familial amyotrophic
lateral sclerosis. Brain 139, e28.

Brenner, D., Yilmaz, R., Muller, K., Grehl, T., Petri, S., Meyer, T., Grosskreutz, J., Weydt, P., Ruf, W.,,
Neuwirth, C., Weber, M., Pinto, S., Claeys, K.G., Schrank, B., Jordan, B., Knehr, A., Gunther, K.,
Hubers, A., Zeller, D., Kubisch, C., Jablonka, S., Sendtner, M., Klopstock, T., de Carvalho, M.,
Sperfeld, A., Borck, G., Volk, A.E., Dorst, J., Weis, J., Otto, M., Schuster, J., Del Tredici, K., Braak,
H., Danzer, K.M., Freischmidt, A., Meitinger, T., Strom, T.M., Ludolph, A.C., Andersen, P.M.,
Weishaupt, J.H., German ALS network MND-NET, 2018. Hot-spot KIF5A mutations cause familial
ALS. Brain 141, 688-697.

Brettschneider, J., Del Tredici, K., Toledo, J.B., Robinson, J.L., Irwin, D.J., Grossman, M., Suh, E., Van
Deerlin, V.M., Wood, E.M., Baek, Y., Kwong, L., Lee, E.B., ElIman, L., McCluskey, L., Fang, L.,
Feldengut, S., Ludolph, A.C., Lee, V.M., Braak, H., Trojanowski, J.Q., 2013. Stages of pTDP-43
pathology in amyotrophic lateral sclerosis. Ann Neurol 74, 20-38.

Brizzi, K., Paganoni, S., Zehm, A., De Marchi, F., Berry, J.D., 2019. Integration of a palliative care
specialist in an amyotrophic lateral sclerosis clinic: Observations from one center. Muscle Nerve 60,
137-140.

Brooks, B.R., Miller, R.G., Swash, M., Munsat, T.L., World Federation of Neurology Research Group on
Motor Neuron Diseases, 2000. El Escorial revisited: revised criteria for the diagnosis of amyotrophic
lateral sclerosis. Amyotroph Lateral Scler Other Motor Neuron Disord 1, 293-299.

Brooks, B.R., Thisted, R.A., Appel, S.H., Bradley, W.G., Olney, R.K., Berg, J.E., Pope, L.E., Smith, R.A.,
AVP-923 ALS Study Group, 2004. Treatment of pseudobulbar affect in ALS with
dextromethorphan/quinidine: a randomized trial. Neurology 63, 1364-1370.

Burke, T., Elamin, M., Galvin, M., Hardiman, O., Pender, N., 2015. Caregiver burden in amyotrophic
lateral sclerosis: a cross-sectional investigation of predictors. J Neurol 262, 1526-1532.

Chio, A., Mora, G., Lauria, G., 2017. Pain in amyotrophic lateral sclerosis. Lancet Neurol 16, 144-157.

Clawson, L.L., Cudkowicz, M., Krivickas, L., Brooks, B.R., Sanjak, M., Allred, P., Atassi, N., Swartz, A,,
Steinhorn, G., Uchil, A., Riley, K.M., Yu, H., Schoenfeld, D.A., Maragakis, N.J., neals consortium,



49

2018. A randomized controlled trial of resistance and endurance exercise in amyotrophic lateral
sclerosis. Amyotroph Lateral Scler Frontotemporal Degener 19, 250-258.

Cordts, 1.K., Koch, J.C., Lingor, P., 2020. Neue Therapieansétze bei der amyotrophen Lateralsklerose.
Arzneimitteltherapie, 274-283.

Creemers, H., Veldink, J.H., Grupstra, H., Nollet, F., Beelen, A., van den Berg, L.H., 2014. Cluster RCT
of case management on patients’ quality of life and caregiver strain in ALS. Neurology 82, 23-31.

Cui, F., Sun, L., Xiong, J., Li, J., Zhao, Y., Huang, X., 2018. Therapeutic effects of percutaneous endoscopic
gastrostomy on survival in patients with amyotrophic lateral sclerosis: A metaanalysis. PLoS One
13, 0192243.

Czell, D., Bauer, M., Binek, J., Schoch, O.D., Weber, M., 2013. Outcomes of percutaneous endoscopic
gastrostomy tube insertion in respiratory impaired amyotrophic lateral sclerosi s patients under
noninvasive ventilation. Respir Care 58, 838-844.

De Vivo, D.C., Bertini, E., Swoboda, K.J., Hwu, W.L., Crawford, T.O., Finkel, R.S., Kirschner, J., Kuntz,
N.L., Parsons, J.A., Ryan, M.M.,, Butterfield, R.J., Topaloglu, H., Ben-Omran, T., Sansone, V.A.,
Jong, Y.J., Shu, F., Staropoli, J.F., Kerr, D., Sandrock, A.W., Stebbins, C., Petrillo, M., Braley, G.,
Johnson, K., Foster, R., Gheuens, S., Bhan, I., Reyna, S.P., Fradette, S., Farwell, W., Nurture Study
Group, 2019. Nusinersen initiated in infants during the presymptomatic stage of spinal muscular
atrophy: Interim efficacy and safety results from the Phase 2 NURTURE study. Neuromuscul Disord
29, 842-856.

de Wit, J., Bakker, L.A., van Groenestijn, A.C., van den Berg, L.H., Schroder, C.D., Vi sser-Meily, J.M.A.,
Beelen, A., 2018. Caregiver burden in amyotrophic lateral sclerosis: A systematic review. Palliat
Med 32, 231-245.

Diaz, J.L., Sancho, J., Barreto, P., Banuls, P., Renovell, M., Servera, E., 2016. Effect of a short —term
psychological intervention on the anxiety and depression of amyotrophic lateral sclerosis patients. J
Health Psychol 21, 1426-1435.

Dorst, J., Dupuis, L., Petri, S., Kollewe, K., Abdulla, S., Wolf, J., Weber, M., Czell, D., Burkhardt, C.,
Hanisch, F., Vielhaber, S., Meyer, T., Frisch, G., Kettemann, D., Grehl, T., Schrank, B., Ludolph,
A.C., 2015. Percutaneous endoscopic gastrostomy in amyotrophic lateral sclerosis: a prospective
observational study. J Neurol 262, 849-858.

Dunaway, S., Montes, J., Garber, C.E., Carr, B., Kramer, S.S., Kamil-Rosenberg, S., Strauss, N., Sproule,
D., De Vivo, D.C., 2014. Performance of the timed ,,up & go* test in spinal muscular atrophy. Muscle
Nerve 50, 273-277.

Dunaway Young, S., Montes, J., Kramer, S.S., Marra, J., Salazar, R., Cruz, R., Chiriboga, C.A., Garber,
C.E., De Vivo, D.C., 2016. Six-minute walk test is reliable and valid in spinal muscular atrophy.
Muscle Nerve 54, 836-842.

Dupuis, L., Pradat, P.F., Ludolph, A.C., Loeffler, J.P., 2011. Energy metabolism in amyotrophic lateral
sclerosis. Lancet Neurol 10, 75-82.

El-Tawil, S., Al Musa, T., Valli, H., Lunn, M.P., EI-Tawil, T., Weber, M., 2010. Quinine for muscle cramps.
Cochrane Database Syst Rev, CD005044.

Elden, A.C., Kim, H.J., Hart, M.P., Chen-Plotkin, A.S., Johnson, B.S., Fang, X., Armakola, M., Geser, F.,
Greeng, R., Lu, M.M., Padmanabhan, A., Clay-Falcone, D., McCluskey, L., Elman, L., Juhr, D.,
Gruber, P.J., Rub, U., Auburger, G., Trojanowski, J.Q., Lee, V.M., Van Deerlin, V.M.,Bonini, N.M.,
Gitler, A.D., 2010. Ataxin-2 intermediate-length polyglutamine expansions are associated with
increased risk for ALS. Nature 466, 1069-1075.

Encke, A., Haas, S., Kopp, I., 2015. S3-Leitlinie Prophylaxe der vendsen Thromboembolie (VTE) 2.
komplett tberarbeitete Auflage, Stand: 15.10.2015, Registernummer 003-001.

Faham, M., Ahmadi, A., Silverman, E., Harouni, G.G., Dabirmoghaddam, P., 2021. Quality of Life After
Botulinum Toxin Injection in Patients With Adductor Spasmodic Dysphonia; a Systematic Review
and Meta-analysis. J Voice 35, 271-283.

Fang, T., Al Khleifat, A., Meurgey, J.H., Jones, A., Leigh, P.N., Bensimon, G., Al -Chalabi, A., 2018. Stage
at which riluzole treatment prolongs survival in patients with amyotrophic lateral sclerosis: a
retrospective analysis of data from a dose-ranging study. Lancet Neurol 17, 416-422.

Fasano, A., Fini, N., Ferraro, D., Ferri, L., Vinceti, M., Errals, Mandrioli, J., 2017. Percutaneous endoscopic
gastrostomy, body weight loss and survival in amyotrophic lateral sclerosis: a population-based
registry study. Amyotroph Lateral Scler Frontotemporal Degener 18, 233-242.

Finegan, E., Hi Shing, S.L., Chipika, R.H., McKenna, M.C., Doherty, M.A., Hengeveld, J.C., Vajda, A.,
Donaghy, C., McLaughlin, R.L., Hutchinson, S., Hardiman, O., Bede, P., 2020. Thalamic,



50

hippocampal and basal ganglia pathology in primary lateral sclerosis and amyotrophic lateral
sclerosis: Evidence from quantitative imaging data. Data Brief 29, 105115.

Finkel, R.S., Mercuri, E., Darras, B.T., Connolly, A.M., Kuntz, N.L., Kirschner, J., Chiriboga, C.A., Saito,
K., Servais, L., Tizzano, E., Topaloglu, H., Tulinius, M., Montes, J., Glanzman, A.M., Bishop, K.,
Zhong, Z.J., Gheuens, S., Bennett, C.F., Schneider, E., Farwel I, W., De Vivo, D.C., ENDEAR Study
Group, 2017. Nusinersen versus Sham Control in Infantile-Onset Spinal Muscular Atrophy. N Engl
J Med 377, 1723-1732.

Finkel, R.S., Mercuri, E., Meyer, O.H., Simonds, A.K., Schroth, M.K., Graham, R.J., Kirschner, J.,
lannaccone, S.T., Crawford, T.O., Woods, S., Muntoni, F., Wirth, B., Montes, J., Main, M., Mazzone,
E.S., Vitale, M., Snyder, B., Quijano-Roy, S., Bertini, E., Davis, R.H., Qian, Y., Sejersen, T., SMA
Care Group, 2018. Diagnosis and management of spinal muscular atrophy: Part 2: Pulmonary and
acute care; medications, supplements and immunizations; other organ systems; and ethics.
Neuromuscul Disord 28, 197-207.

Flemming, K., Turner, V., Bolsher, S., Hulme, B., McHugh, E., Watt, 1., 2020. The experiences of, and
need for, palliative care for people with motor neurone disease and their informal caregivers: A
qualitative systematic review. Palliat Med 34, 708-730.

Freischmidt, A., Wieland, T., Richter, B., Ruf, W., Schaeffer, V., Muller, K., Marroquin, N., Nordin, F.,
Hubers, A., Weydt, P., Pinto, S., Press, R., Millecamps, S., Molko, N., Bernard, E., Desnuelle, C.,
Soriani, M.H., Dorst, J., Graf, E., Nordstrom, U., Feiler, M.S., Putz, S., Boeckers, T.M., Meyer, T.,
Winkler, A.S., Winkelman, J., de Carvalho, M., Thal , D.R., Otto, M., Brannstrom, T., Volk, A.E.,
Kursula, P., Danzer, K.M., Lichtner, P., Dikic, I., Meitinger, T., Ludolph, A.C., Strom, T.M.,
Andersen, P.M., Weishaupt, J.H., 2015. Haploinsufficiency of TBK1 causes familial ALS and fronto-
temporal dementia. Nat Neurosci 18, 631-636.

Funke, A., Spittel, S., Grehl, T., Grosskreutz, J., Kettemann, D., Petri, S., Weyen, U., Weydt, P., Dorst, J.,
Ludolph, A.C., Baum, P., Oberstadt, M., Jordan, B., Hermann, A., Wolf, J., Boentert, M., Walter, B.,
Gajewski, N., Maier, A., Munch, C., Meyer, T., 2018. Provision of assistive technology devices
among people with ALS in Germany: a platform-case management approach. Amyotroph Lateral
Scler Frontotemporal Degener 19, 342-350.

Galvin, M., Ryan, P., Maguire, S., Heverin, M., Madden, C., Vajda, A., Normand, C., Hardiman, O., 2017.
The path to specialist multidisciplinary care in amyotrophic lateral sclerosis: A population-based
study of consultations, interventions and costs. PL0oS One 12, e0179796.

Gdynia, H.J., Sperfeld, A.D., Flaith, L., Kuehnlein, P., Unrath, A., Ludolph, A.C., Kassubek, J., 2007.
Classification of phenotype characteristics in adult-onset spinal muscular atrophy. Eur Neurol 58,
170-176.

Gladman, M., Dehaan, M., Pinto, H., Geerts, W., Zinman, L., 2014. Venous thromboembolism in
amyotrophic lateral sclerosis: a prospective study. Neurology 82, 1674-1677.

Glanzman, A.M., O’Hagen, J.M., McDermott, M.P., Martens, W.B., Flickinger, J., Riley, S., Quigley, J.,
Montes, J., Dunaway, S., Deng, L., Chung, W.K., Tawil, R., Darras, B.T., De Vivo, D.C., Kaufmann,
P., Finkel, R.S., Pediatric Neuromuscular Clinical Research Network for Spinal Muscular Atrophy;
Muscle Study Group, 2011. Validation of the Expanded Hammersmith Functional Motor Scale in
spinal muscular atrophy type Il and I11. J Child Neurol 26, 1499-1507.

Gnanapragasam, S., Hopkins, C.W., Moulton, C.D., 2016. Can pharmacotherapy improve depressive
symptoms in patients with amyotrophic lateral sclerosis? A systematic review of the literature.
Amyotroph Lateral Scler Frontotemporal Degener 17, 289-291.

Goldstein, L.H., Abrahams, S., 2013. Changes in cognition and behaviour in amyotrophic lateral sclerosis:
nature of impairment and implications for assessment. Lancet Neurol 12, 368-380.

Gonzalez-Bermejo, J., Morelot-Panzini, C., Tanguy, M.L., Meininger, V., Pradat, P.F., Lenglet, T.,
Bruneteau, G., Forestier, N.L., Couratier, P., Guy, N., Desnuelle, C., Prigent, H., Perrin, C., Attali,
V., Fargeot, C., Nierat, M.C., Royer, C., Menegaux, F., Salachas, F., Similowski, T., 2016. Early
diaphragm pacing in patients with amyotrophic lateral sclerosis (RespiStimALS): a randomised
controlled triple-blind trial. Lancet Neurol 15, 1217-1227.

Gorges, M., Kunz, M.S., Muller, H.P., Liepelt-Scarfone, 1., Storch, A., Dodel, R., Hilker-Roggendorf, R.,
Consortium, L., Berg, D., Kalbe, E., Braak, H., Del Tredici, K., Baudrexel, S., Huppertz, H.J.,
Kassubek, J., 2020. Longitudinal brain atrophy distribution in advanced Parkinson’s disease: What
makes the difference in "cognitive status™ converters? Hum Brain Mapp 41, 1416-1434.

Gould, R.L., Coulson, M.C., Brown, R.G., Goldstein, L.H., Al -Chalabi, A., Howard, R.J.,, 2015.
Psychotherapy and pharmacotherapy interventions to reduce distress or improve well - being in



51

people with amyotrophic lateral sclerosis: A systematic review. Amyotroph Lateral Scler
Frontotemporal Degener 16, 293-302.

Grabler, M.R., Weyen, U., Juckel, G., Tegenthoff, M., Mavrogiorgou-Juckel, P., 2018. Death Anxiety and
Depression in Amyotrophic Lateral Sclerosis Patients and Their Primary Caregivers. Front Neurol 9,
1035.

Groen, E.J.N., Talbot, K., Gillingwater, T.H., 2018. Advances in therapy for spinal muscular atrophy:
promises and challenges. Nat Rev Neurol 14, 214-224.

Hagenacker, T., Hermann, A., Kamm, C., Walter, M.C., Weiler, M., Gunther, R., Wurster, C.D.,
Kleinschnitz, C., 2019. [Spinal Muscular Atrophy — expert recommendations for the use of
nusinersen in adult patients]. Fortschr Neurol Psychiatr 87, 703-710.

Hagenacker, T., Wurster, C.D., Gunther, R., Schreiber-Katz, O., Osmanovic, A., Petri, S., Weiler, M.,
Ziegler, A., Kuttler, J., Koch, J.C., Schneider, I., Wunderlich, G., Schloss, N., Lehmann, H.C.,
Cordts, 1., Deschauer, M., Lingor, P., Kamm, C., Stolte, B., Pietruck, L., Totzeck, A., Kizina, K.,
Monninghoff, C., von Velsen, O., Ose, C., Reichmann, H., Forsting, M., Pechmann, A., Kirschner,
J., Ludolph, A.C., Hermann, A., Kleinschnitz, C., 2020. Nusinersen in adults with 5q spinal muscular
atrophy: a non-interventional, multicentre, observational cohort study. Lancet Neurol 19, 317-325.

Hamilton, G., Gillingwater, T.H., 2013. Spinal muscular atrophy: going beyond the motor neuron. Trends
Mol Med 19, 40-50.

Hinchcliffe, M., Smith, A., 2017. Riluzole: real-world evidence supports significant extension of median
survival times in patients with amyotrophic lateral sclerosis. Degener Neurol Neuromuscul Dis 7,
61-70.

Hobson, E.V., Baird, W.O., Bradburn, M., Cooper, C., Mawson, S., Quinn, A., Shaw, P.J., Walsh, T.,
McDermott, C.J., 2019. Using telehealth in motor neuron disease to increase access to specialist
multidisciplinary care: a UK-based pilot and feasibility study. BMJ Open 9, e028525.

Hubers, A., Weishaupt, J.H., Ludolph, A.C., 2014. [Amyotrophic lateral sclerosis]. Med Monatsschr Pharm
37, 356-364; quiz 365-356.

Hull, J., Aniapravan, R., Chan, E., Chatwin, M., Forton, J., Gallagher, J., Gibson, N., Gordon, J., Hughes,
I., McCulloch, R., Russell, R.R., Simonds, A., 2012. British Thoracic Society guideline for
respiratory management of children with neuromuscular weakness. Thorax 67 Suppl 1, i1-40.

Hwang, C.S., Weng, H.H., Wang, L.F., Tsai, C.H., Chang, H.T., 2014. An eye-tracking assistive device
improves the quality of life for ALS patients and reduces the caregivers’ burden. J] Mot Behav 46,
233-238.

llse, B., Hartung, V., llse, K., Philipp, S., Prell, T., Strauss, B., Witte, O., Grosskreutz, J., 2014. Umstande
und Wahrnehmungen des WVersterbens von ALS-Patienten — Erfahrungen hinterbliebener
Angehoriger. Palliativmedizin 15, 28-35.

Jesse, S., Thal, D.R., Ludolph, A.C., 2015. Thiamine deficiency in amyotrophic lateral sclerosis. J Neurol
Neurosurg Psychiatry 86, 1166-1168.

Jost, W.H., Friedman, A., Michel, O., Oehlwein, C., Slawek, J., Bogucki, A., Ochudlo, S., Banach, M.,
Pagan, F., Flatau-Baque, B., Csikos, J., Cairney, C.J., Blitzer, A., 2019. SIAXI: Placebocontrolled,
randomized, double-blind study of incobotulinumtoxinA for sialorrhea. Neurology 92, €1982-e1991.

Kassubek, J., Muller, H.P., Del Tredici, K., Brettschneider, J., Pinkhardt, E.H., Lule, D., Bohm, S., Braak,
H., Ludolph, A.C., 2014. Diffusion tensor imaging analysis of sequential spreading of disease in
amyotrophic lateral sclerosis confirms patterns of TDP-43 pathology. Brain 137, 1733-1740.

Koch Fager, S., Fried-Oken, M., Jakobs, T., Beukelman, D.R., 2019. New and emerging access
technologies for adults with complex communication needs and severe motor impairments: State of
the science. Augment Altern Commun 35, 13-25.

Kolbel, H., Miller-Felber, W., 2020. Leitlinie Spinale Muskelatrophie (SMA), Diagnostik und Therapie.
Entwicklungsstufe: S1, Stand: 02.12.2020, AWMF-Register-Nr. 022-030.

Korner, S., Siniawski, M., Kollewe, K., Rath, K.J., Krampfl, K., Zapf, A., Dengler, R., Petri, S., 2012.
Speech therapy and communication device: Impact on quality of life and mood in patients with
amyotrophic lateral sclerosis. Amyotrophic Lateral Sclerosis and Frontotemporal Degeneration 14,
20-25.

Kuhlenbaumer, G., Bocchicchio, M., Kress, W., Young, P., Oberwittler, C., Stogbauer, F., 1998.
[Xchromosomal recessive spinobulbar muscular atrophy (Kennedy type). Description of a family,
clinical aspects, molecular genetics, differential diagnosis and therapy]. Nervenarzt 69, 660-665.



52

Lacomblez, L., Bensimon, G., Leigh, P.N., Guillet, P., Meininger, V., 1996. Dose-ranging study of riluzole
in amyotrophic lateral sclerosis. Amyotrophic Lateral Sclerosis/Riluzole Study Group I1. Lancet 347,
1425-1431.

Londral, A., Pinto, A., Pinto, S., Azevedo, L., De Carvalho, M., 2015. Quality of life in amyotrophic lateral
sclerosis patients and caregivers: Impact of assistive communication from early stages. Muscle Nerve
52, 933-941.

Loose, M., Burkhardt, C., Aho-Ozhan, H., Keller, J., Abdulla, S., Bohm, S., Kollewe, K., Uttner, 1.,
Abrahams, S., Petri, S., Weber, M., Ludolph, A.C., Lule, D., 2016. Age and educationmatched cut-
off scores for the revised German/Swiss-German version of ECAS. AmyotrophLateral Scler
Frontotemporal Degener 17, 374-376.

Lorusso, S., Kline, D., Bartlett, A., Freimer, M., Agriesti, J., Hawash, A.A., Rich, M.M., Kissel, J.T., David
Arnold, W., 2019. Open-label trial of ranolazine for the treatment of paramyotonia congenita. Muscle
Nerve 59, 240-243.

Ludolph, A., Drory, V., Hardiman, O., Nakano, 1., Ravits, J., Robberecht, W., Shefner, J., WFN Research
Group on ALS/MND, 2015. A revision of the El Escorial criteria — 2015. Amyotroph Lateral Scler
Frontotemporal Degener 16, 291-292.

Ludolph, A.C., Dorst, J., Dreyhaupt, J., Weishaupt, J.H., Kassubek, J., Wei land, U., Meyer, T., Petri, S.,
Hermann, A., Emmer, A., Grosskreutz, J., Grehl, T., Zeller, D., Boentert, M., Schrank, B., Prudlo,
J., Winkler, A.S., Gorbulev, S., Roselli, F., Schuster, J., Dupuis, L., LIPCAL-ALS Study Group,
2020a. Effect of High-Caloric Nutrition on Survival in Amyotrophic Lateral Sclerosis. Ann Neurol
87, 206-216.

Ludolph, A.C., Emilian, S., Dreyhaupt, J., Rosenbohm, A., Kraskov, A., Lemon, R.N., Del Tredici, K.,
Braak, H., 2020b. Pattern of paresis in ALS is consistent with the physiology of the
corticomotoneuronal projections to different muscle groups. J Neurol Neurosurg Psychiatry 91, 991-
998.

Lui, AJ., Byl, N.N., 2009. A systematic review of the effect of moderate intensity exercise on function and
disease progression in amyotrophic lateral sclerosis. J Neurol Phys Ther 33, 68-87.

Lule, D., Bohm, S., Muller, H.P., Aho-Ozhan, H., Keller, J., Gorges, M., Loose, M., Weishaupt, J.H.,
Uttner, I., Pinkhardt, E., Kassubek, J., Del Tredici, K., Braak, H., Abrahams, S., Ludolph, A.C., 2018.
Cognitive phenotypes of sequential staging in amyotrophic lateral sclerosis. Cortex 101, 163-171.

Lule, D.E., Aho-Ozhan, H.E.A., Vazquez, C., Weiland, U., Weishaupt, J.H., Otto, M., Anderl -Straub, S.,
Semler, E., Uttner, I., Ludolph, A.C., 2019. Story of the ALS-FTD continuum retold: rather two
distinct entities. J Neurol Neurosurg Psychiatry 90, 586-589.

Maier, A., Holm, T., Wicks, P., Steinfurth, L., Linke, P., Munch, C., Meyer, R., Meyer, T., 2012. Online
assessment of ALS functional rating scale compares well to in-clinic evaluation: a prospective trial.
Amyotroph Lateral Scler 13, 210-216.

Majmudar, S., Wu, J., Paganoni, S., 2014. Rehabilitation in amyotrophic lateral sclerosis: why it matters.
Muscle Nerve 50, 4-13.

Martin, S., Trevor-Jones, E., Khan, S., Shaw, K., Marchment, D., Kulka, A., Ellis, C.E., Burman, R., Turner,
M.R., Carroll, L., Mursaleen, L., Leigh, P.N., Shaw, C.E., Pearce, N., Stahl, D., Al - Chalabi, A., 2017.
The benefit of evolving multidisciplinary care in ALS: a diagnostic cohort survival comparison.
Amyotroph Lateral Scler Frontotemporal Degener 18, 569-575.

Marwvulli, R., Megna, M., Citraro, A., Vacca, E., Napolitano, M., Gallo, G., Fiore, P., lanieri, G., 2019.
Botulinum Toxin Type A and Physiotherapy in Spasticity of the Lower Limbs Due to Amyotrophic
Lateral Sclerosis. Toxins (Basel) 11, 381.

Mazzone, E.S., Mayhew, A., Montes, J., Ramsey, D., Fanelli, L., Young, S.D., Salazar, R., De Sanctis, R.,
Pasternak, A., Glanzman, A., Coratti, G., Civitello, M., Forcina, N., Gee, R., Duong, T., Pane, M.,
Scoto, M., Pera, M.C., Messina, S., Tennekoon, G., Day, J.W., Darras, B.T., De Vivo, D.C., Finkel,
R., Muntoni, F., Mercuri, E., 2017. Revised upper limb module for spinal muscular atrophy:
Development of a new module. Muscle Nerve 55, 869-874.

McDermott, C.J., Bradburn, M.J., Maguire, C., Cooper, C.L., Baird, W.O., Baxter, S.K., Cohen, J., Cantrill,
H., Dixon, S., Ackroyd, R., Baudouin, S., Bentley, A., Berrisford, R., Bianchi, S., Bourke, S.C.,
Darlison, R., Ealing, J., Elliott, M., Fitzgerald, P., Galloway, S., Hamdalla, H., Hanemann, C.O.,
Hughes, P., Imam, |, Karat, D., Leek, R., Maynard, N., Orrell, R.W., Sarela, A., Stradling, J., Talbot,
K., Taylor, L., Turner, M., Simonds, A.K., Williams, T., Wedzicha, W., Young, C., Shaw, P.J., 2016.
DiPALS: Diaphragm Pacing in patients with Amyotrophic Lateral Sclerosis - a randomised
controlled trial. Health Technol Assess 20, 1-186.



53

Mendell, J.R., 2018. Therapy for Spinal Muscular Atrophy. N Engl J Med 378, 487.

Mendell, J.R., Al-Zaidy, S.A., Lehman, K.J., McColly, M., Lowes, L.P., Alfano, L.N., Reash, N.F.,
lammarino, M.A., Chruch, K.R., Kleyn, A., Merggiolo, M.N., Shell, R., 2021. Five Year Extension
Results of the Phase 1 START Trail of Onasemnogene Abeparvovec in Spinal Muscular Atrophy.
JAMA Neurol 78, 834-841.

Mercuri, E., Darras, B.T., Chiriboga, C.A., Day, J.W., Campbell, C., Connolly, A.M., lannaccone, S.T.,
Kirschner, J., Kuntz, N.L., Saito, K., Shieh, P.B., Tulinius, M., Mazzone, E.S., Montes, J., Bishop,
K.M., Yang, Q., Foster, R., Gheuens, S., Bennett, C.F., Farwell, W., Schneider, E., De Vivo, D.C.,
Finkel, R.S., CHERISH Study Group, 2018a. Nusinersen versus Sham Control in Later-Onset Spinal
Muscular Atrophy. N Engl J Med 378, 625-635.

Mercuri, E., Finkel, R.S., Muntoni, F., Wirth, B., Montes, J., Main, M., Mazzone, E.S., Vitale, M., Snyder,
B., Quijano-Roy, S., Bertini, E., Davis, R.H., Meyer, O.H., Simonds, A.K., Schroth, M.K., Graham,
R.J., Kirschner, J., lannaccone, S.T., Crawford, T.O., Woods, S., Qian, Y., Sejersen, T., SMA Care
Group, 2018b. Diagnosis and management of spinal muscular atrophy: Part 1: Recommendations for
diagnosis, rehabilitation, orthopedic and nutritional care. Neuromuscul Disord 28, 103-115.

Merico, A., Cavinato, M., Gregorio, C., Lacatena, A., Gioia, E., Piccione, F., Angelini, C., 2018a. Effects
of combined endurance and resistance training in Amyotrophic Lateral Sclerosis: A pilot,
randomized, controlled study. Eur J Transl Myol 28, 7278.

Meyer, R., Spittel, S., Steinfurth, L., Funke, A., Kettemann, D., Miinch, C., Meyer, T., Maier, A., 2018.
Patient-Reported Outcome of Physical Therapy in Amyotrophic Lateral Sclerosis: Observational
Online Study. JMIR Rehabilitation and Assistive Technologies 5.

Meyer, T., Funke, A., Munch, C., Kettemann, D., Maier, A., Walter, B., Thomas, A., Spittel, S., 2019. Real
world experience of patients with amyotrophic lateral sclerosis (ALS) in the treatmentof spasticity
using tetrahydrocannabinol:cannabidiol (THC:CBD). BMC Neurol 19, 222.

Meyer, T., Kettemann, D., Maier, A., Grehl, T., Weyen, U., Grosskreutz, J., Steinbach, R., Norden, J.,
George, A., Hermann, A., Guenther, R., Petri, S., Schreiber-Katz, O., Dorst, J., Ludolph, A.C.,
Walter, B., Munch, C., Spittel, S., 2020. Symptomatic pharmacotherapy in ALS: data analysis from
a platform-based medication management programme. J Neurol Neurosurg Psychiatry 91, 783-785.

Miller, R.G., Jackson, C.E., Kasarskis, E.J., England, J.D., Forshew, D., Johnston, W., Kalra, S., Katz, J.S.,
Mitsumoto, H., Rosenfeld, J., Shoesmith, C., Strong, M.J., Woolley, S.C., Quality Standards
Subcommittee of the American Academy of Neurology, 2009. Practice parameter update: the care of
the patient with amyotrophic lateral sclerosis: multidisciplinary care, symptom management, and
cognitive/behavioral impairment (an evidence-based review): report of the Quality Standards
Subcommittee of the American Academy of Neurology.Neurology 73, 1227-1233.

Miller, R.G., Mitchell, J.D., Moore, D.H., 2012. Riluzole for amyotrophic lateral sclerosis (ALS)/motor
neuron disease (MND). Cochrane Database Syst Rev, CD001447.

Miller, R.G., Rosenberg, J.A., Gelinas, D.F., Mitsumoto, H., Newman, D., Sufit, R., Borasio, G.D., Bradley,
W.G., Bromberg, M.B., Brooks, B.R., Kasarskis, E.J., Munsat, T.L., Oppenheimer, E.A., 1999.
Practice parameter: the care of the patient with amyotrophic lateral sclerosis (an evidence-based
review): report of the Quality Standards Subcommittee of the American Academy of Neurology:
ALS Practice Parameters Task Force. Neurology 52, 1311-1323.

Mnatsakanian, A., Kissel, J.T., Terry, P., King, W.M., 2017. One clinic’s experience with carbon fiber
orthoses in neuromuscular disease. Muscle Nerve 55, 202-205.

Muller, K., Brenner, D., Weydt, P., Meyer, T., Grehl, T., Petri, S., Grosskreutz, J., Schuster, J., Volk, A.E.,
Borck, G., Kubisch, C., Klopstock, T., Zeller, D., Jablonka, S., Sendtner, M., Klebe, S., Knehr, A.,
Gunther, K., Weis, J., Claeys, K.G., Schrank, B., Sperfeld, A.D., Hubers, A., Otto,M., Dorst, J.,
Meitinger, T., Strom, T.M., Andersen, P.M., Ludolph, A.C., Weishaupt, J.H., German ALS network
MND-NET. 2018. Comprehensive analysis of the mutation spectrum in 301 German ALS families.
J Neurol Neurosurg Psychiatry 89, 817-827.

Mustfa, N., Walsh, E., Bryant, V., Lyall, R.A., Addington-Hall, J., Goldstein, L.H., Donaldson, N., Polkey,
M.1., Moxham, J., Leigh, P.N., 2006. The effect of noninvasive ventilation on ALS patients and their
caregivers. Neurology 66, 1211-1217.

O’Brien, D., Stavroulakis, T., Baxter, S., Norman, P., Bianchi, S., Elliott, M., Johnson, M., Clowes, M.,
Garcia-Sanchez, A., Hobson, E., McDermott, C., 2019. The optimisation of noninvasiveventilation
in amyotrophic lateral sclerosis: a systematic review. Eur Respir J 54.



54

Onesti, E., Schettino, I., Gori, M.C., Frasca, V., Ceccanti, M., Cambieri, C., Ruoppolo, G., Inghilleri, M.,
2017. Dysphagia in Amyotrophic Lateral Sclerosis: Impact on Patient Behavior, Diet Adaptation,
and Riluzole Management. Front Neurol 8, 94.

Oskarsson, B., Moore, D., Mozaffar, T., Ravits, J., Wiedau-Pazos, M., Parziale, N., Joyce, N.C.,
Mandeville, R., Goyal, N., Cudkowicz, M.E., Weiss, M., Miller, R.G., McDonald, C.M., 2018.
Mexiletine for muscle cramps in amyotrophic lateral sclerosis: A randomized, double-blind crossover
trial. Muscle Nerve 10.1002.

Osmanovic, A., Rangnau, ., Kosfeld, A., Abdulla, S., Janssen, C., Auber, B., Raab, P., Preller, M., Petri,
S., Weber, R.G., 2017. FIG4 variants in central European patients with amyotrophiclateral sclerosis:
a whole-exome and targeted sequencing study. Eur J Hum Genet 25, 324-331.

Osmanovic, A., Ranxha, G., Kumpe, M., Wurster, C.D., Stolte, B., Cordts, 1., Gunther, R., Freigang,M.,
Muschen, L.H., Binz, C., Hermann, A., Deschauer, M., Lingor, P., Ludolph, A.C., Hagenacker, T.,
Schreiber-Katz, O., Petri, S., 2021. Treatment satisfaction in 5g-spinal muscular atrophy under
nusinersen therapy. Ther Adv Neurol Disord 14, 1756286421998902.

Osmanovic, A., Widjaja, M., Forster, A., Weder, J., Wattjes, M.P., Lange, I., Sarikidi, A., Auber, B., Raab,
P., Christians, A., Preller, M., Petri, S., Weber, R.G., 2020. SPG7 mutations in amyotrophic lateral
sclerosis: a genetic link to hereditary spastic paraplegia. J Neurol 267, 2732-2743.

Pagnini, F., 2013. Psychological wellbeing and quality of life in amyotrophic lateral sclerosis: a review. Int
J Psychol 48, 194-205.

Pagnini, F., Marconi, A., Tagliaferri, A., Manzoni, G.M., Gatto, R., Fabiani, V., Gragnano, G., Rossi, G.,
Volpato, E., Banfi, P., Palmieri, A., Graziano, F., Castelnuovo, G., Corbo, M., Molinari, E., Riva,
N., Sansone, V., Lunetta, C., 2017. Meditation training for people with amyotrophic lateral sclerosis:
a randomized clinical trial. Eur J Neurol 24, 578-586.

Paipa, A.J., Povedano, M., Barcelo, A., Dominguez, R., Saez, M., Turon, J., Prats, E., Farrero, E., Virgili,
N., Martinez, J.A., Corbella, X., 2019. Survival benefit of multidisciplinary care in amyotrophic
lateral sclerosis in Spain: association with noninvasive mechanical ventilation. J Multidiscip Healthc
12, 465-470.

Paracka, L., Kollewe, K., Klietz, M., Petri, S., Dressler, D., 2019. IncobotulinumtoxinA for hypersalivation
in patients with amyotrophic lateral sclerosis: an open-label single-centre study. J Neural Transm
(Vienna) 126, 1341-1345.

Prell, T., Ringer, T.M., Wullenkord, K., Garrison, P., Gunkel, A., Stubendorff, B., Witte, O.W.,
Grosskreutz, J., 2016. Assessment of pulmonary function in amyotrophic lateral sclerosis: when can
polygraphy help evaluate the need for non-invasive ventilation? J Neurol Neurosurg Psychiatry 87,
1022-1026.

Radunovic, A., Annane, D., Rafig, M.K., Brassington, R., Mustfa, N., 2017. Mechanical ventilation for
amyotrophic lateral sclerosis/motor neuron disease. Cochrane Database Syst Rev 10, CD004427.

Rafig, M.K., Bradburn, M., Proctor, A.R., Billings, C.G., Bianchi, S., McDermott, C.J., Shaw, P.J., 2015.
A preliminary randomized trial of the mechanical insufflator-exsufflator versus breath-stacking
technique in patients with amyotrophic lateral sclerosis. Amyotroph Lateral Scler Frontotemporal
Degener 16, 448-455.

Ratni, H., Ebeling, M., Baird, J., Bendels, S., Bylund, J., Chen, K.S., Denk, N., Feng, Z., Green, L., Guerard,
M., Jablonski, P., Jacobsen, B., Khwaja, O., Kletzl, H., Ko, C.P., Kustermann, S.,Marquet, A.,
Metzger, F., Mueller, B., Naryshkin, N.A., Paushkin, S.V., Pinard, E., Poirier, A., Reutlinger, M.,
Weetall, M., Zeller, A., Zhao, X., Mueller, L., 2018. Discovery of Risdiplam, a Selective Survival of
Motor Neuron-2 ( SMN2) Gene Splicing Modifier for the Treatment of Spinal Muscular Atrophy
(SMA). J Med Chem 61, 6501-6517.

Ravits, J.M., La Spada, A.R., 2009. ALS motor phenotype heterogeneity, focality, and spread:
deconstructing motor neuron degeneration. Neurology 73, 805-811.

Riva, N., Mora, G., Soraru, G., Lunetta, C., Ferraro, O.E., Falzone, Y., Leocani, L., Fazio, R., Comola, M.,
Comi, G., CANALS Study Group, 2019. Safety and efficacy of nabiximols on spasticity symptoms
in patients with motor neuron disease (CANALS): a multicentre, double-blind, randomised, placebo-
controlled, phase 2 trial. Lancet Neurol 18, 155-164.

Rogus-Pulia, N.M., Plowman, E.K., 2020. Shifting Tides Toward a Proactive Patient —Centered Approach
in Dysphagia Management of Neurodegenerative Disease. American Journal of Speech-Language
Pathology 29, 1094-11009.



55

Rooney, J., Byrne, S., Heverin, M., Tobin, K., Dick, A., Donaghy, C., Hardiman, O., 2015. A
multidisciplinary clinic approach improves survival in ALS: a comparative study of ALS inlreland
and Northern Ireland. J Neurol Neurosurg Psychiatry 86, 496-501.

Roos, E., Mariosa, D., Ingre, C., Lundholm, C., Wirdefeldt, K., Roos, P.M., Fang, F., 2016. Depression in
amyotrophic lateral sclerosis. Neurology 86, 2271-2277.

Rosenbohm, A., Peter, R.S., Erhardt, S., Lule, D., Rothenbacher, D., Ludolph, A.C., Nagel, G., ALS
Registry Study Group, 2017. Epidemiology of amyotrophic lateral sclerosis in Southern Germany. J
Neurol 264, 749-757.

Sancho, J., Servera, E., Banuls, P., Marin, J., 2017. Effectiveness of assisted and unassisted cough capacity
in amyotrophic lateral sclerosis patients. Amyotroph Lateral Scler Frontotemporal Degener 18, 498-
504.

Sancho, J., Servera, E., Diaz, J.L., Banuls, P., Marin, J., 2011. Home tracheotomy mechanical ventilation
in patients with amyotrophic lateral sclerosis: causes, complications and 1-year survival. Thorax 66,
948-952.

Schneider, F., Harter, M., Leucht, S., Berger, M., DGPPN, BAK, KBV, AWMF (Hrsg.) fur die
Leitliniengruppe Unipolare Depression, 2015. S3-Leitlinie/Nationale VersorgungsLeitlinie
Unipolare Depression — Langfassung, 2. Auflage. Version 5.

Seer, C., Joop, M., Lange, F., Lange, C., Dengler, R., Petri, S., Kopp, B., 2017. Attenuated errorrelated
potentials in amyotrophic lateral sclerosis with executive dysfunctions. ClinNeurophysiol 128, 1496-
1503.

Shefner, J.M., Al-Chalabi, A., Baker, M.R., Cui, L.Y., de Carvalho, M., Eisen, A., Grosskreutz, J.,
Hardiman, O., Henderson, R., Matamala, J.M., Mitsumoto, H., Paulus, W., Simon, N., Swash, M.,
Talbot, K., Turner, M.R., Ugawa, Y., van den Berg, L.H., Verdugo, R., Vucic, S., Kaji, R., Burke,
D., Kiernan, M.C., 2020. A proposal for new diagnostic criteria for ALS. Clin Neurophysiol 131,
1975-1978.

Shribman, S., Reid, E., Croshy, A.H., Houlden, H., Warner, T.T., 2019. Hereditary spastic paraplegia: from
diagnosis to emerging therapeutic approaches. Lancet Neurol 18, 1136-1146.

Silva-Moraes, M.H., Bispo-Torres, A.C., Barouh, J.L., Lucena, P.H., Armani-Franceschi, G., Dorea-
Bandeira, 1., Vieira, F., Miranda-Scippa, A., Quarantini, L.C., Lucena, R., Bandeira, I.D., 2020.
Suicidal behavior in individuals with amyotrophic lateral sclerosis: A systematic review.J Affect
Disord 277, 688-696.

Smith, R., Pioro, E., Myers, K., Sirdofsky, M., Goslin, K., Meekins, G., Yu, H., Wymer, J., Cudkowicz,
M., Macklin, E.A., Schoenfeld, D., Pattee, G., 2017. Enhanced Bulbar Function in Amyotrophic
Lateral Sclerosis: The Nuedexta Treatment Trial. Neurotherapeutics 14, 762-772.

Spittel, S., Maier, A., Kettemann, D., Walter, B., Koch, B., Krause, K., Norden, J., Munch, C., Meyer, T.,
2021. Non-invasive and tracheostomy invasive ventilation in amyotrophic lateral sclerosis:
Utilization and survival rates in a cohort study over 12 years in Germany. Eur J Neurol 28, 1160-
1171.

Stolte, B., Totzeck, A., Kizina, K., Bolz, S., Pietruck, L., Monninghoff, C., Guberina, N., Oldenburg, D.,
Forsting, M., Kleinschnitz, C., Hagenacker, T., 2018. Feasibility and safety of intrathecal treatment
with nusinersen in adult patients with spinal muscular atrophy. Ther Adv Neurol Disord 11,
1756286418803246.

Strauss, K.A., Carson, V.J., Brigatti, K.W., Young, M., Robinson, D.L., Hendrickson, C., Fox, M.D., Reed,
R.M., Puffenberger, E.G., Mackenzie, W., Miller, F., 2018. Preliminary Safety and Tolerability of a
Novel Subcutaneous Intrathecal Catheter System for Repeated Outpatient Dosing of Nusinersen to
Children and Adults With Spinal Muscular Atrophy. J Pediatr Orthop 38, €610-e617.

Sturm, S., Gunther, A., Jaber, B., Jordan, P., Al Kotbi, N., Parkar, N., Cleary, Y., Frances, N., Bergauer,
T., Heinig, K., Kletzl, H., Marquet, A., Ratni, H., Poirier, A., Muller, L., Czech, C., Khwaja, O.,
2019. A phase 1 healthy male volunteer single escalating dose study of the pharmacokinetics and
pharmacodynamics of risdiplam (RG7916, RO7034067), a SMN2 splicing modifier. Br J Clin
Pharmacol 85, 181-193.

Tilanus, T.B.M., Groothuis, J.T., TenBroek-Pastoor, J.M.C., Feuth, T.B., Heijdra, Y.F., Slenders, J.P.L.,
Doorduin, J., Van Engelen, B.G., Kampelmacher, M.J., Raaphorst, J., 2017. The predictive value of
respiratory function tests for non-invasive ventilation in amyotrophic lateral sclerosis. Respir Res 18,
144,

Turner, M.R., Talbot, K., 2020. Primary lateral sclerosis: diagnosis and management. Pract Neurol 20, 262-
269. van Groenestijn, A.C., Schroder, C.D., van Eijk, R.P.A., Veldink, J.H., Kruitwagen-van Reenen,



56

E.T., Groothuis, J.T., Grupstra, H.F., Tepper, M., van Vliet, R.O., Visser-Meily, J.M.A., van den
Berg, L.H., 2019. Aerobic Exercise Therapy in Ambulatory Patients With ALS: A Randomized
Controlled Trial. Neurorehabil Neural Repair 33, 153-164.

Vrijsen, B., Buyse, B., Belge, C., Vanpee, G., Van Damme, P., Testelmans, D., 2017. Randomized cross-
over trial of ventilator modes during non-invasive ventilation titration in amyotrophiclateral sclerosis.
Respirology 22, 1212-1218.

Vuillerot, C., Payan, C., lwaz, J., Ecochard, R., Berard, C., MFM Spinal Muscular Atrophy Study Group,
2013. Responsiveness of the motor function measure in patients with spinal muscular atrophy. Arch
Phys Med Rehabil 94, 1555-1561.

Walter, M.C., Wenninger, S., Thiele, S., Stauber, J., Hiebeler, M., Greckl, E., Stahl, K., Pechmann, A.,
Lochmuller, H., Kirschner, J., Schoser, B., 2019. Safety and Treatment Effects of Nusinersen in
Longstanding Adult 5g-SMA Type 3 - A Prospective Observational Study. J Neuromuscul Dis 6,
453-465.

Ward, A.L., Sanjak, M., Duffy, K., Bravver, E., Williams, N., Nichols, M., Brooks, B.R., 2010. Power
wheelchair prescription, utilization, satisfaction, and cost for patients with amyotrophic lateral
sclerosis: preliminary data for evidence-based guidelines. Arch Phys Med Rehabil 91, 268-272.

Weidner, N., Baumberger, M., Goggelmann, C., Marcus, O., Wittgruber, G., Wildburger, R., 2020. Leitlinie
Thromboembolieprophylaxe bei Querschnittldhmung. Entwicklungsstufe S1, Stand 1.9.2020,
AWMF-Register-Nr: 179-015.

Weikamp, J.G., Schinagl, D.A., Verstappen, C.C., Schelhaas, H.J., de Swart, B.J., Kalf, J.G., 2016.
Botulinum toxin-A injections vs radiotherapy for drooling in ALS. Acta Neurol Scand 134, 224-231.
Weiss, M.D., Macklin, E.A., Simmons, Z., Knox, A.S., Greenblatt, D.J., Atassi, N., Graves, M., Parziale,
N., Salameh, J.S., Quinn, C., Brown, R.H., Jr., Distad, J.B., Trivedi, J., Shefner, J.M., Barohn, R.J.,
Pestronk, A., Swenson, A., Cudkowicz, M.E., Mexiletine, A.L.S.S.G., 2016. A randomized trial of
mexiletine in ALS: Safety and effects on muscle cramps and progression. Neurology 86, 1474-1481.

Wills, A.M., Garry, J., Hubbard, J., Mezoian, T., Breen, C.T., Ortiz-Miller, C., Nalipinski, P., Sullivan, S.,
Berry, J.D., Cudkowicz, M., Paganoni, S., Chan, J., Macklin, E.A., 2019. Nutritional counseling with
or without mobile health technology: a randomized open-label standard-ofcare-controlled trial in
ALS. BMC Neurol 19, 104.

Wills, A.M., Hubbard, J., Macklin, E.A., Glass, J., Tandan, R., Simpson, E.P., Brooks, B., Gelinas, D.,
Mitsumoto, H., Mozaffar, T., Hanes, G.P., Ladha, S.S., Heiman-Patterson, T., Katz, J., Lou, J.S.,
Mahoney, K., Grasso, D., Lawson, R., Yu, H., Cudkowicz, M., MDA Clinical ResearchNetwork,
2014. Hypercaloric enteral nutrition in patients with amyotrophic lateral sclerosis: a randomised,
double-blind, placebo-controlled phase 2 trial. Lancet 383, 2065-2072.

Wilson, C.M.,, Stiller, C.H., Doherty, D.J., Thompson, K.A., 2016. The Role of Physical Therapists Within
Hospice and Palliative Care in the United States and Canada. American Journal of Hospice and
Palliative Medicine® 34, 34-41.

Windisch, W., Dreher, M., Geiseler, J., Siemon, K., Brambring, J., Dellweg, D., Grolle, B., Hirschfeld, S.,
Kohnlein, T., Mellies, U., Rosseau, S., Schénhofer, B., Schucher, B., Schiitz, A., Sitter, H., Stieglitz,
S., Storre, J., Winterholler, M., Young, P., Walterspacher, S., 2017. S2k-Leitlinie:Nichtinvasive und
invasive Beatmung als Therapie der chronischen respiratorischen Insuffizienz — Revision 2017.
Pneumologie 71, 722-297.

Wirth, B., Karakaya, M., Kye, M.J., Mendoza-Ferreira, N., 2020. Twenty-Five Years of Spinal Muscular
Atrophy Research: From Phenotype to Genotype to Therapy, and What Comes Next. Annu Rev
Genomics Hum Genet 21, 231-261.

Writing Group; Edaravone (MCI-186) ALS 19 Study Group, 2017. Safety and efficacy of edaravone in
well defined patients with amyotrophic lateral sclerosis: a randomised, double-blind, placebo-
controlled trial. Lancet Neurol 16, 505-512.

Zee, A.A., van Lieshout, K., van der Heide, M., Janssen, L., Janzing, H.M., 2017. Low molecular weight
heparin for prevention of venous thromboembolism in patients with lower-limb immobilization.
Cochrane Database Syst Rev 8, CD006681.

Ziegler, A., Wilichowski, E., Schara, U., Hahn, A., Muller-Felber, W., Johannsen, J., von der Hagen, M.,
von Moers, A., Stoltenburg, C., Saffari, A., Walter, M.C., Husain, R.A., Pechmann, A., Kohler, C.,
Horber, V., Schwartz, O., Kirschner, J., 2020. [Recommendations for gene therapy of spinal
muscular atrophy with onasemnogene abeparvovec-AVXS-101: Consensus paper of the German
representatives of the Society for Pediatric Neurology (GNP) and the German treatment centers with



57

collaboration of the medical scientific advisory board of the German Society for Muscular Diseases
(DGM)]. Nervenarzt 91, 518-529.

Zucchi, E., Vinceti, M., Malagoli, C., Fini, N., Gessani, A., Fasano, A, Rizzi, R. , Sette, E., Cavazza, S.,
Fiocchi, A., Buja, S., Faccioli, T., Storani, S., Mandrioli, J., 2019a. High-frequency
motorrehabilitation in amyotrophic lateral sclerosis: a randomized clinical trial. Ann Clin Transl
Neurol 6, 893-901.

Zwicker, J., Qureshi, D., Talarico, R., Bourque, P., Scott, M., Chin-Yee, N., Tanuseputro, P., 2019. Dying
of amyotrophic lateral sclerosis: Health care use and cost in the last year of life. Neurology 93, e2083-
e2093.



	Склад мультидисциплінарної робочої групи
	Рецензенти:
	Перегляд клінічної настанови заплановано на 2031 рік.
	Перелік скорочень
	Передмова мультидисциплінарної робочої групи
	Motoneuronerkrankungen, S1-Leitlinie, 2021, in: Deutsche Gesellschaft für Neurologie (Hrsg.), Leitlinien für Diagnostik und Therapie in der Neurologie

	Що нового?
	Найважливіші рекомендації одним поглядом
	1 Вступ: сфера застосування та мета настанови
	1.2 Мета настанови
	1.3 Цільова група пацієнтів
	1.4 Сфера застосування
	1.5 Користувачі настанови
	1.6 Ключові слова
	2 Визначення та класифікація
	2.1 Визначення терміна
	2.2 Класифікація
	2.3 Аспекти, які ця Настанова не розглядає
	3 Діагностика
	3.1 Преамбула
	3.2 Блок-схема
	3.3 Діагностика
	3.3.1 Обов’язково
	3.3.2 Додаткові обстеження
	3.3.3 Факультативна генетична діагностика
	3.4 Інформування про діагноз
	4 Терапія
	4.1 Загальні рекомендації щодо терапії
	4.2 Фармакотерапія БАС
	Рилузол
	Рекомендація
	Едаравон
	Рекомендація (1)
	Експериментальні підходи
	Рекомендація (2)
	4.3 Симптоматична (паліативна) терапія
	4.3.1 Цілі симптоматичної (паліативної) терапії
	4.3.2 Фізична терапія та ерготерапія
	Логопедична терапія
	Рекомендація (3)
	4.3.3 Терапія хронічної респіраторної недостатності
	Таблиця 1
	Рекомендація (4)
	Для ініціації НІВЛ достатньо відповідності хоча б одному з критеріїв у наступних групах:
	3. Лабораторні та функціональні критерії:

	4.3.4 Паліативна допомога
	Рекомендація (5)
	4.3.5 Профілактика пневмонії
	Рекомендація (6)
	4.3.6 Сіалорея
	Рекомендація (7)
	4.3.7 Ларингоспазми
	Рекомендація (8)
	4.3.8 Профілактика тромбозу
	Рекомендація (9)
	4.3.9 Лікування порушень ковтання та катаболізму
	Рекомендація (10)
	4.3.10 Дизартрія
	Рекомендація (11)
	4.3.11 Депресія
	Рекомендація (12)
	4.3.12 Емоційна лабільність
	Рекомендація (13)
	4.3.13 Терапія болю
	Рекомендація (14)
	4.3.14 М'язові судоми/Фасцикуляції
	Рекомендація (15)
	4.3.15 Спастичність
	Рекомендація (16)
	4.3.16 Тривога
	Рекомендація (17)
	4.3.17 Забезпечення допоміжними засобами
	Таблиця 2 Релевантні категорії допоміжних засобів при веденні пацієнтів із БАС із прикладами
	Рекомендація (18)
	4.3.18 Психосоціальна підтримка
	5 Координація ведення пацієнтів
	5.1 Амбулаторне ведення
	5.2 Стаціонарне лікування
	6 Особливості
	7 Спинальна м’язова атрофія
	Терапія
	Фізіотерапія та забезпечення засобами допомоги
	Лікування сколіозу та контрактур
	Функція легень
	Шкали для оцінки перебігу захворювання та моніторингу терапії — реєстр пацієнтів
	Медикаментозна терапія
	8 Фінансування Настанови
	9 Методика розроблення Настанови
	9.1 Склад Групи з розроблення керівних принципів, участь зацікавлених сторін
	Члени Групи з розроблення керівних принципів
	9.2 Пошук і відбір наукових доказів
	9.3 Процедура формування консенсусу
	10 Декларація інтересів і врегулювання конфлікту інтересів
	Оцінка поданих інтересів
	Література

