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Disease- modifying therapies Recommendations

• Riluzole (Rilutek)

 Offer lifelong riluzole to all people with ALS at diagnosis. [++]

• Edaravone (Radicava)

 Based on the available evidence, the panel currently does not recommend the use of 

intravenous or oral edaravone outside the context of a trial. [– –]

• Cell-based therapies (Stammzellen)

 The panel cannot recommend the use of cell- based treatments outside the context of 

clinical trials. [– –]

• AMX0035 (Relyvrio)

 Based on the available evidence, the panel does not currently recommend the use of 

AMX0035 outside the cotext of a clinical trial. [–]

• Tofersen

 In patients with progressive ALS caused by pathogenic mutations in superoxide 

dismutase 1 (SOD1), offer tofersen as first- line treatment. [++]



Non-motor symptoms in motor neuron disease: prevalence, assessment and impact

E. Beswick et al.



Krampf



Natrium Kanal Blocker bei ALS Krämpfen

Mexiletine 300 mg und 900 mg/Tag ist sicher

1/3  mit 900 mg Einnahme gestoppt wegen Nebenwirkungen

Dosis-abhängige Reduktion der Krampfhäufigkeit und-stärke

Mit 300 mg Abnahme:

Häufigkeit 31% 

Stärke 45%

Kosten in Europe (~ 500 Euro/Monat)



Sodium channel slow inactivation as a therapeutic target for 

myotonia congenita (Novak et al. 2015)



Ranolazin (Ranexa) bei Myotonia congenita





Open‐label pilot study of ranolazine for cramps in amyotrophic lateral sclerosis

Muscle and Nerve, Volume: 

66, Issue: 1, Pages: 71-75
Cramp frequency, cramp severity, 

and nocturnal awakenings
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EAN Guidline 6b. Muscle cramps

• Consider sodium blockers (ranolazine, quinine sulfate, 

mexiletine, carbamazepine), gabapentine, pregabalin, and 

baclofen for the management of cramps as symptomatic

treatment. [+]

• Start quinine sulfate at low doses (100 to 200 mg per day) 

and monitor for cardiac adverse events before and after 

prescription. [++]
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Emotionale Labilität, Speichelfluss, Sprech- und 

Schluckstörung



“hausgemacht” (Spitalpharmazie):

Chinidinsulfat 0.9.% Suspension + Dextromethorphan (Hustensaft) 
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EAN Guideline 6j.Insomnia (Schlafstörung)

In people with ALS who experience sleep difficulties, identify and treat the

underlying cause. For example:

• Anxiety

• Respiratory insufficiency

• Pain

• Muscle cramps

• Emotional distress, depression

• Sleep apnoea

• Inability to move/deficient spontaneous mobility at sleep

• Restless legs syndrome (jedes unangenehme Gefühl: schlimmer in der 2. 

Tageshälfte/Nachts; nie beim Erwachen, rasche Besserung durch Bewegung)

• Nocturia

• Stiffness. [++]
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EAN Guideline 6d. Pain

• Actively assess for pain. [++]

• identify and treat the cause or combination of causes (e.g., cramps, spasticity, 

malpositioning, frozen shoulder, stiff joints, joint immobility, pressure on the 

joint, sores on the skin, discomfort due to restless legs syndrome). [++]

• For the management of joint pain, consider targeted steroid injections. [+]

Locher, H. Therapeutische Injektionen im Schulterbereich. Manuelle Medizin 47, 434–441 
(2009)

https://de.dreamstime.com
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EAN Guideline Chapter 4. Nutrition (Ernährung)

• Discuss gastrostomy at an early stage, and at 

regular intervals

• taking into account the person's preferences 

and issues, such as ability to swallow, weight 

loss, respiratory function, effort of feeding and 

drinking, and risk of choking.

• Be aware that some people will not want to 

have a gastrostomy. [++]

• In case of respiratory insufficiency, first 

introduce NIV (Nicht-invasive Heimventilation)
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5c. Respiratory insufficiency (Atemschwäche)

• NIV (Non-invasive) ventilation (Heimventilation) should be offered to all patients 

with ALS with either symptoms, signs, or laboratory investigations supportive of 

respiratory insufficiency. [++]

 Erste Symptome

 Frühmorgendliche Kopfschmerzen

 Fehlende Erholung durch Nachtschlaf

 Tagesmüdigkeit/Abgeschlagenheit



Conclusion: The landscape of ALS therapies is rapidly changing…


