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OCHOBHI NOJ1I0XXEeHHSA

» TepMiH BAC i xBopoba MoToHenpoHa (XMH) yacTo BUKOPMCTOBYHOTb ANA
BM3HAYEHHA OAHOrO i TOro camoro 3axsoproBaHHA. BAC €
HannowupeHiwot ¢opmoro XMH.

* BAC — ue nporpecytoymm HenpogereHepaTMBHMN po3nag, Npy AKOMY
YWKOAXKYHOTbCA MOTOHEMPOHM B FOJIOBHOMY i CMMHHOMY MO3KY, LLIO
NpM3BOANTb [0 NpOrpecyoYoi cnabkocTi Ta aTpodii ckeneTHMx M'asis
6e3 ceHcopHoro aediumTy.

» OyYHKLi BEreTaTMBHOI HEPBOBOI CUCTEMMU | CPiHKTEPIB 3a/INLLIAIOTHCS
HE3MIiHHUMMN.

* Jlerki KOrHiTUBHI po3s1aaun 3ycTpivatoTbcs B 40% NaLi€HTIB.

ETionoria

» ETionoria BAC 3a/1MLWIAETLCA HEBIAOMOIO.
* 3axBOPIOBAHHSA He KOHTArio3He.

o Y ®iHnaHaii npnbansHo B 20% nauieHTIB 3aXBOPIHOBAHHA 3YCTPIYAETHCA
cepej YieHiB poaAnHN. Y TaKMX BUMNAAKaxX BUKOPUCTOBYETLCS TEPMIH
ciMenHun 6iyHnM amioTpodiyHn cknepos. OAHAK Len CTaH HeEMAE
3arasibHOMNPUNHATOrO BU3HAYeHHA. AKLLO OAMH 3 YJIeHIB CiM'i Mae
nigTBEPAXEHY MYTAL,it0, AKA BUKJINKAE Lie 3aXBOPIOBAHHSA, TEPMIH €
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BMNpaBAaHMM. Y BUNaaKy i30/160BaHoro bAC pusnk BUHMKHEHHSA
xBopobu y HallaakiB abo 6paTiB Ta cecTep CKJ1a[1a€ BCbOro oAnH
BiICOTOK.

* Hanbinblu nowMpeHoo € AOMiIHAHTHA cnazkoBa MyTaulia C9ORF72. LA
MYTaLifA TAKOX CNPUYNHAE NOBHO-CKpOHEBY J106apHY ereHepaLiito
Hee 9% lo6HO-cKkpoHeBa nobapHa A...] . BU3HaYeHHA MyTauil B AiarHOCTUYHUX
LiNnAX € 06rPYHTOBAHUM NLLIE Y BUHATKOBUX BUMAAKAX.

* BusaBneHHA peLecMBHO ycnaakoBaHoi MyTaLii D90A/SOD1 € BaxX/IMBUM
3 0rnA4y Ha NPOrHO3 Ta reHeTUYHE KOHCY/IbTYBaHHSA.

Eninemionoria

¢ 3axBoptoBaHicTb: 1-2,5/100 000

* MowwupeHicTb: 2,5-8,5/100 000 (NOWNPEHICTb BULLLA Y AEAKMX palNoHaxX
3aXiAHOT YaCTMHM TUXOro OKeaHy)

* MegiaHa Biky no4yaTky — 55 pokis

CnMmnTomMm

* Hanbinbl nowMpeHnM NepBUHHNM CUMNTOMOM € ANCTANIbHA CNabKicTb
BEPXHbOI @60 HMXXHbBOI KiHLIBKM NPY BUKOHAHHI GYHKLIiR, WO BMMAraoTb
HOPMaJIbHOI M'A30BOI CKUAIN.

* TNoBMMW € CYyAOMM B HOTax.

 [pwv 3aNny4YeHHi AOBracToro MO3Ky NepBUHHMMM CUMNTOMaMM € pO313au
MOBMW i KOBTaHHA. MoyKHa nobaunTtn aTpodito i dacumkynauii A3mrka.
TMNOBUMW CUMMNTOMAMM € HE3AATHICTb BUCYHYTU AA3UK, TPYAHOLLi Y

BMMOBJISIHHI 3BYKY “p” (y MOBax, Aie “p” BUMOB/IAETLCA 3 a/IbBEOJIAPHOKO
Bibpaui€to).

* 10-25% NauieHTIB MOXYTb CKap>XXMTNCA HA NEePEBAXHO S1erke OHIMIHHA B
ANCTaNbHUX Bigainax, napecresii yn cnabkum 6inb.

KniHiYHn nepebir

» M'a3zoBa cnabkicTb i aTpodia Nporpecye y NpoKCMMasibHOMY HaNpPSAMKY,
NOYMHAETLCA 3 AUCTANIbHMX YaCTUH | NOLWMPHOETHLCA HA KiHLIBKN,
ANXanbHi M'A3K1 Ta 40 AiNSHKM 0Bractoro mo3ky. Cnabkictb Takox
MOXX€ NOYMHATUCA 3 AiINAHKM 4OBracTtoro Mo3Ky i nowunproBaTmcs
AVNCTANIbHO.
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* 3a/lyyYeHHSs BEPXHbOIr0O MOTOHENPOHA NPU3BOANTL A0 CNACTUYHOCTI (He
3aBX/MN BUABNAETLCA) Ta MOCUIIEHHSA CYXOXUIKOBUX pedrieKciB.
CnmnToM BabiHcbKkoro no3nTneHMny 50% Bunaakis.

* YpaXeHHA HMKHbOrO0 MOTOHENPOHA NPU3BOANTL A0 3HMXKEHHSA
M'A30BOro TOHYyCY i pediekciB, Yepes Lie B Pi3HMX 1l04er TOHYC MoXe
Bigpi3HATUCA.

* TepMiH nepBUHHUI 6iYHNIM cknepo3s (MBC) BXNBAETLCSA, KON
AOMIHAHTHMM € Ypa>keHHSA BEPXHbOrO0 MOTOHENPOHA.

» KoM 3aXBOPIOBaHHSA NMPOrpecye, AOMiHYOTb aTpodia M'A3iB i 3HMXKEHN
M'I30BMIN TOHYC.

« CepueBui M'A3 He YPaXXaETbCA.

o OYHKLi 04HMX M'A3iB 36epiratoTbCA A0 OCTAHHbLOT CTaAlil 3aXBOPIOBAHHSA.

NaHi obcTexeHb

* ATpodia M'A3iB TeHOPA Ta iHWKWX [OJIOHHMX M'A3iB € HaNbiNbLL
NMOMITHOO 3HaxiaKoto (306paxkeHHA [  Muscle atrophy of the ha...]).

» BTpaTa Macu Tina 30ebinbluioro € pesynbratoM M'a30B0i aTpodil.

o dacumkynauii nepeBa>xkHo y M’'A3ax KiHLiIBOK i A31Ka. BukitoyHo
dacunkynauii He € 03HAKOK NATOIOTNIYHOIO CTaHYy.

* [loABa CTINKNUX CEHCOPHMX CUMMTOMIB MOBMHHA CMOHYKATKU A0 NOLIYKY
ANIbTEPHATMBHOIO AiarHo3sy.

e lMepwnM CMMNTOMOM MOXe ByTK NIerka AemMeHLis 33 JO6HUM TUMNOoM.

O6cTe)XeHHA

* Y nabopaTopHMX aHasi3ax HeMae cneumndivyHmx 3MiH. MoxyTb ByTH
3/1erka niaBuLLeHi KoHUeHTpauii KpeaTuHpocdhokiHazm (KPK) y nnasmi
Ta 6i/2Ika B CMMHHOMO3KOBIN PiAnHi.

» HeBposory 3a3Bn4yan NnoTpibHa enekTpoHerpoMiorpadia i 4OCNiAXKEHHS
HepBoBOi NpoBigHOCTi (EHMT).
o Dacuunkynadii, nonidasis

o Qibpunauii B jeHepBOBaHNX M'A3ax
o HopMasibHa NPOBIAHICTb MOTOHENPOHA
o TaKOX 3MiHM y 6€3CMMNTOMHNX M'A3aX

> YacTto HeobxigHa KOHTPOJibHa EHMIT.
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* [na BUKIKOYEHHS iHWKMX 3axBOptoBaHb LIHC, WMNHOI CNOHAMNOreHHOI
Mienonartii Ta HOBOYTBOPEHb PEKOMEHJ0BaHO BUKOHATN KT abo MPT
roON0BWM i WWI.

MporHos

* YTpumanTecs BiA NPOrHO3yBaHHA CTPOKY BUXKMBAHHSA.
o MeJiaHa BMXNBAHHA CTaHOBUTb 621M3bKO 3,5 POKiB Bif, NOYaTKY
cuMmnToMmiB, ane 10% MoxyTb XunTn binblue 10 pokis.

o BinbLU Ni3HIWMM BiK NOYaTKy, a TakoX byibbapHi i/abo anxanbHi
PO3/1a/IM HAa PAHHIX CTaAiAX KNiHIYHOro nepebiry BKasyoTb Ha
ripLW1n NporHos.

o OCHOBHO NpUYMHOLO cMepTi € BAC, ane B 6inbLIOCTI BUNaaKiB
6e3nocepeiHbLOIO NPUYMNHOIO € MHEBMOHIA.

JIIKyBaHHA [icl Bsie] [I0] [22I0] [oslel

 JlikyBaHHA CUMNTOMATUYHE.

» JloBepaeHo, Wwo puay3son (50 Mr x 2) npoaoBXYE BUXMBAHHA abo
BiATEPMIHOBYE MOMEHT MOYATKY LUTYYHOI BEHTUAALIT N€reHb, ane B
cepeaHboMy nnwie Ha 3 Micaui [(%2|B]. BiH He BN/IMBAE HA KNiHIYHI
CMMNTOMMW.

o [lapafoKcasibHO, e BiH MOXe NPM3BECTM A0 M'30BOI
cnabkocTi, NpoTe, BOHA 3HNKHE | BCe NOBEPHETLCA A0
NPUPOAHOro piBHA nepebiry Nicns NPUNNHEHHA NPUNOMY
npenapary. TakoXX MOXXe BUHMKATK HYLOTa.

o 3arasibHMWN aHasi3 KPOBi Ta KOHUeEHTpauito AJIT B nnasmi cnif,
BM3HA4yaTK A0 i Nig 4Yac Tepanii puay3oaoMm. JlikyBaHHSA cnig,
NPUNUHUTHK, AKLWO PiBHI AJIT niaBnwmnmncay 5 pasis Big BEpXHbOI
MeXXi HOpMW.

o JlikyBaHHA NpU3HAYaEeTbCa daxiBLEM, AKMUI CreLiai3yeTbCa Ha
HeMpoaereHepaTMBHMX 3aXBOPIOBAHHAX.

AcTeHifa [

« DisioTepania cnpamMoBaHa Ha 36epeXXeHHA CTaHy M'A3iB Ta PyXJINBOCTI.
BnpaBu noBUHHI 6yTN NPMCTOCOBAHI 10 MOX/IMBOCTEN NaLieHTa. MNig vac
TPEeHYBaHb M'AA31 HEe MOXKHA 3MiUHUTW. Nonepea>XeHHA KOHTPAKTYP.

* TpyaoTepaneBT NOBMHEH AONOMOITN Y NpMAGAHHI OrNop Ta AONOMIXHUX
NPUCTPOIB.
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CyAoOMM | CNACTUYHICTb [5%|D] [5%2|D]

* Y BUNagKy M'A30BNX CylOM — KJIOHa3enam i kapbamaseniH.

* JliKkyBaHHSA CNACTUYHOCTI [fes555"°%|CnacTuHicTh] .

C/IMHOYTBOPEHHSA Ta YTBOPEHHA C/IN3Y

* Y NigHMXXHbOLW,ENENOBOMY KyTi PO3MILLYIOTb N1IACTUPI 3i CKOMNOJIAMIHOM.
o AMITpUNTUAIH 25-50 Mr x 2-3 y TabneToBaHin dopmi (npenapaT Bnbopy)

* Y nauieHTiB 3 BAC pigKko [0OCAraETbCA NO3NTUBHMIN pe3ybTaT Bif
NPOTMKAaLL/IbOBMX 3acobiB.

* [locTypanbHa Tepanis i gpeHax
 [nikonipoHin 0,1-0,2 Mr n/ww, AKLLO iHLIEe NiKYBaHHA He i€

* [OpPTaTMBHWI BiACMOKTYBaY A/ OMaLLHbOIO0 BUKOPUCTAHHA (NOTpibHO
MPOBECTM iIHCTPYKTaX CTOCOBHO MOr0 BUKOPUCTAHHS).

* [Mia KOHTPONIEM YNbTPA3BYKY iH €KLii 6OTYNOTOKCMHY B
NiAHWXXKHbOLWENENHY i NPUBYLLHY C/INHHI 331031, ManTe Ha yBasi, Wo
A03yBaHHA cneundivyHe oas npenapary.

TpyAHOLLI 3 MOBOIO

* PaHHe 3BepHEeHHS A0 sioroneaa AJ1s OTPMMaHHA A0NOMIXHMX 3acobis
AN KOBTAHHSA Ta KOMYHiKaUii.

* apoKCM3MaNbHMN MUMOBINBHWI N1aY | cMix 0byMoBieHi
nceBaobybbapHUM napaniyeM. MoxXxyTb ONOMOTrTH MOXiAHi
iMinpaminy.

* YacTto npo6s1emMM 3 MOBOO MOXYTb BYTU BUK/IMKaHi TOBHO-CKPOHEBOO
JeMeHLi€to.

Ouncoaris

* HanisTBeppaa ika

* |HCTpYKLUIi, HQAaHi Koronegom

* TuMYacoBe roayBaHHA Yepe3 Ha3oracTpasabHui 3oHA (H3)
* YepeswKkKipHa eHaockonivyHa ractpoctoMisa (HEI) [%$3|C]

* Ocoby, Wwo oornaaac 3a NauieHToM, CNig HaBYUTKM Npunomy renmnixa
(306paxkeHHs [F5FP* |Heimlich maneuver] ).
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Po3naan anxaHHA

* [ONOXEHHSA Y NiXKKY 3 NiABNLLEHNM FOJIOBHUM KiHLEM
* KuncHeBi HOCOBI KaHIoNi

» HaszanbHa BiPAP (anapatu Ana CTBOPEHHA NOCTIMHOIro NO3UTUBHOIO
TUCKY Y ANXaNbHUX WAAXAX) [%5(B] abo iHwWa Tepania (419 AOMALLUHbOrO
BUKOPUCTAHHSA)

* [JonoMiXHa BEHTWAIALIA NereHb pO3rnafa€eTbCs TiIbKKU NiCNA
Cepno3Horo o6roBopeHHsa HaCNiAKIB 3 CiM'€10 NALLIEHTA, KOMAHAOH
crneuianicTie 3 HEBPOOTIiT | ANXaNbHOI NiIATPMMKW. PecnipaTopHy
Tepanito He C1ig PpeKOMeHAYBaTN IK OCHOBHWUI BapiaHT. PilleHHs,
NPUNHATI Pa30M i3 NALIEHTOM LLOA0 MOXJINBOrO BUKOPUCTAHHSA
pecnipaTopHoi Tepanii, dikCyoTbCA B MeANYHIN KapTLi, NPaLiBHUKIB
NnasaTh iHTEHCMBHOI Tepanii NOBIAOMAAIOTL MPO Le pileHHA. JouisibHO
CKJ1aCTM NMCbMOBMI 3aMOBIT.

* Ha TepMiHanbHin ¢asi — MeToam naniaTMBHOI 4ONOMOTN

MNoB'A3aHi pecypcn

» KokpaHiBcbKi ornaamn [ie¢*"|Amyotrophic lateral scle...]

o JlitepaTtypa [fome>"|Amyotrophic lateral scle...]

HacTtaHOBM

* HactaHoBa 01100. JJobHO-cKpoHeBa /lob6apHa AereHepaLlis.

* HactaHoBa 00802. CacTUYHICTb.
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306paxkeHHs

* 3o6paxeHnsa 01260. Muscle atrophy of the hand in a patient with ALS.

© Hannu Laaksovirta

ABTOpM Ta BNaCHNKM aBTOPCbKKUX NpaB: Hannu Laaksovirta Duodecim

Medical Publications Ltd
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* 3o06paxenHs 00711. Heimlich maneuver.

ABTOPMU Ta BNIACHMKM aBTOPCbKMxX npas: Duodecim Medical Publications
Ltd

JNoka3sosi ornagn Duodecim

« Jlokasoswui ornag 03516. Recombinant human insulin-like growth factor | for
amyotrophic lateral sclerosis/motor neuron disease.
Jlata oHoBsieHHSA: 2008-03-19
PiBeHb goka3zoBocTi: C
Pe3tome: Recombinant human insulin-like growth Factor | may slow disease progression
in amyotrophic lateral sclerosis/motor neuron disease but the evidence is very limited
and the clinical significance of the effect is uncertain.

« [oka3sosuit ornag 04546. Ciliary neurotrophic factor (CNTF) for amyotrophic lateral
sclerosis/motor neuron disease .
JaTta oHoBneHHA: 2012-01-02
PiBeHb goka3oBocTi: B
Pestome: Ciliary neurotrophic factor (CNTF) appears not to be effective for
amyotrophic lateral sclerosis.
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Joka3osuit ornag 04614. Antioxidant treatment for amyotrophic lateral sclerosis.
JaTta oHoBneHHA: 2011-09-13

PiBeHb gokasoBocTi: D

Pestome: There is insufficient evidence of efficacy of individual antioxidants, or
antioxidants in general, in the treatment of people with amyotrophic lateral sclerosis.

Joka3oBuii ornag 06344, Treatment for fFamilial amyotrophic lateral sclerosis.

Jlata oHoBneHHsa: 2011-05-17

PiBeHb goka3soBocTi: D

Pestome: The treatment response in patients with familial and sporadic forms of ALS
might possibly not be different, but the evidence is insufficient.

Joka3osuii ornag 06733. Creatine for amyotrophic lateral sclerosis.

Jlata oHoBneHHsA: 2012-12-21

PiBeHb noka3oBocCTi: B

Pe3stome: Creatine appears not to improve survival or slow progression in amyotrophic
lateral sclerosis.

Hokazosui ornsg 01252. Riluzole for patients with ALS.

[aTa oHoBAeHHs: 2012-03-28

PiBeHb goka3oBocTi: B

Pestome: Riluzole appears to somewhat extend the time to tracheostomy and death in
patients with amyotrophic lateral sclerosis (ALS). It prolongs survival by about 3
months.

Hokazosuii ornag 06074. Therapeutic exercise for amyotrophic lateral sclerosis (ALS).
Jata oHoBneHHA: 2013-08-28

PiseHb goka3zoBocTi: C

Pe3tome: Strengthening exercises may improve function in people with amyotrophic
lateral sclerosis (ALS).

Hokaszosuii ornan 04517. Treatment for spasticity in amyotrophic lateral sclerosis/
motor neuron disease.

JaTa oHoBneHHs: 2012-03-05

PiBeHb gokasoBocTi: D

Pestome: The evidence is insufficient to determine whether individualized moderate
intensity endurance type exercises for the trunk and limbs are beneficial or harmful for
spasticity in motor neuron disease.

Jokasosuit ornag 07036. Treatment for cramps in amyotrophic lateral sclerosis .
JlaTta oHoBneHHsA: 2012-07-20

PiBeHb gokasoBocTi: D

Pestome: There is no evidence to support the use of any treatment for muscle cramps
in ALS.

Joka3osuit ornag 05330. Enteral tube feeding for amyotrophic lateral sclerosis/motor
neuron disease.

JlaTta oHoBneHHsA: 2006-11-28

PiBeHb gokasoBocTi: C

Pestome: Enteral tube feeding may be beneficial for survival compared to continuation
of oral feeding in patients with amyotrophic lateral sclerosis (ALS). Nutritional status
may also be improved.

Joka3osui ornag 06623. Mechanical ventilation for amyotrophic lateral sclerosis.
JlaTta oHoBneHHs: 2017-10-16

PiBeHb noka3zoBocTi: B

Pe3tome: Non-invasive mechanical ventilation appears to significantly prolong survival
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and improve or maintain quality of life in people with amyotrophic lateral sclerosis who
have normal or only moderately impaired bulbar function. Sleep-related symptoms
appear to significantly improve in those who have severe bulbar impairment.

ABTOpPCbKi NpaBa Ha opuriHanbHi TeKcTn HanexaTtb Duodecim Medical Publications, Ltd.
ABTOpPCbKi MpaBa Ha A0AaHIi KOMEHTapi ekcnepTiB HanexxaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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