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Optimizing Access to Care in ALS
Introduction

While there is currently no cure, a wellorchestrated, multidisciplinary treatment plan
can improve quality of life and increase survival.
The integrated multidisciplinary team will include
a neurologist, pulmonologist, speech therapist,
assistive technology specialist, physical and
occupational therapists, and psychosocial
support.3

Prevalence estimate by age1
25 Cases per 100,000 population

ALS is a is a progressive, currently incurable
neurodegenerative disorder that causes muscle
weakness, disability, and eventually death.
ALS is a rare disease, affecting nearly 3 to 7
people in 100,000 per year in Europe and North
America.1 ALS mainly affects the elderly, though
it can affect adults at any age (Figure 1). Most
ALS patients die within three to five years of
diagnosis; 30% of ALS patients are alive five
years after diagnosis, and 10%-20% survive for
more than 10 years.2
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Figure 1: While ALS prevalence is highest among individuals
older than 60, it can affect adults at any age1

Optimal care for ALS can be hindered by structural, financial, and institutional barriers. Many clinicians do not
have direct experience treating patients with ALS and may not be aware of available resources or evidencebased supportive therapy. Experienced ALS centers have developed strategies to overcome barriers to ensure
access to treatments and equipment. This includes philanthropic resources, strategic utilization of insurance
benefits, implementation of patient-centered evidence-based care, and appropriate clinical documentation that
ensures insurance reimbursement.
The cases presented in this document illustrate three key phases of the ALS patient journey and the clinical
decisions at each phase.
» Case 1: Newly Diagnosed
» Case 2: Respiratory Presentation with Bulbar and Upper Extremity Weakness
» Case 3: Respiratory Disease with End-of-Life Care
Clinical decisions in the initial phases of the disease are characterized by ensuring access to clinical trials,
disability, physical therapy, and available medication. Thorough documentation of disease diagnosis and
progression is essential for coverage. Genetic testing is recommended at this stage, as it can affect eligibility
for clinical trials and potential new therapies in the future.
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Symptom Presentation & Initial Care
Management
» 9 months prior to diagnosis - right distal leg
weakness, drift to the right when walking, fall
and fracture distal fibula on left leg
» 7.5 months prior to diagnosis - weakness in
right hand, able to raise arms above head
» Progression of bilateral leg and hand
weakness
» Confirmed diagnosis, C9orf72 negative
» Started riluzole with follow up AST/ALT blood
monitoring 30/60/90 days after first dose
Clinical Considerations and commentary
» Diagnosis is often delayed by an average of 12
months after symptom onset (Figure 2)5,6
» Genetic testing can influence future clinical
decisions: The drug development pipeline
includes several agents targeted at a specific
genetic defect, and eligibility to those trials
are determined by a genetic diagnosis. The
most common ALS-associated genes are
C9orf72, SOD1, FUS, and TARDBP. Historically,
genetic testing was offered only to those who
were suspected of having familial ALS, but
increasingly it is recommended that all patients
with ALS undergo a genetic test7
» In addition to a genetic diagnosis, eligibility for
clinical trials is often restricted by time from
symptom onset8
A. First Symptom to
GP Visit

Initial ALS Clinic Visit
Discussed:
» Disease confirmation with patient and family
members — reviewed testing
» Recommend local ALS multidisciplinary clinic
» Current clinical drug trials and ongoing ALS
research
» ALS treatment medications — riluzole and
Radicava — actions, side effects, cost,
treatment expectations, required insurance preauthorizations
» Triaged current limitations — recommend local
PT/OT evaluation
» Sick time, medical leave, short & long term
disability; applying for Social Security disability
» Consideration of renovations to home
» Family support
» Adaptive devices for ADLs
» Safe exercise program including aqua therapy
supervised by physical therapist experienced in
ALS1
» Ongoing clinical evaluation for nutritional2 &
respiratory support therapy in near futureEMST
(expiratory muscle strength training)3 and voice/
message banking4
» Advance directives

B. First Symptom to
First Neuro

C. First Symptom
to Diagnosis
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Figure 2: Diagnosis is often delayed by an average of 12 months after symptom onset5
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Clinical Considerations and commentary
» Initial treatment plan, involvement of multidisciplinary team9,10
» Initial conversation about advance directives11,12
» Department of Veterans Affairs has recognized the increased prevalence of ALS in veterans and has
classified ALS as a disease presumed to have been caused by military service; veterans who are
diagnosed with ALS and served for 90 days or more will qualify for disability services.13
» Patients with ALS can apply for Social Security disability benefits, with coverage starting five months after
they have become disabled14,15
» Clinical progress documentations are essential to obtaining coverage for medications and services to
support and justify for insurance authorizations. An example of the required clinical information is shown in
Box 1
Required Clinical Information

Medical notes documenting all of the following:
» Drug name and regimen
» Confirmation the drug is being prescribed by or in consultation with a neurologist
» El Escorial/Revised Airlie House diagnostic criteria results that indicate a diagnosis of definite or probable
ALS
» ALS Functional Rating Scale-Revised (ALSFRS-R) results prior to treatment
» Forced Vital Capacity (FVC) % at the start of treatment
» Location where the drug will be administered (e.g. infusion center, physician office, self-administered,
home health nurse); if the location is in a facility, provide office notes for at least one of the following:
» Medically unstable based upon submitted clinical history
» Initial medication infusion of or re-initiation after more than 6 months following discontinuation of
therapy
» Previous experience of a severe adverse event following infusion
» Continuing experience of adverse events that cannot be mitigated by pre-medications or infusion rate
adjustments
» Physically and/or cognitively impaired and no home caregiver available
» Difficulty establishing and maintaining patentvascular access
» Homecare or infusion provider has deemed that the member, home caregiver, or home environment is
not suitable for home infusion therapy
Table 1: An example of clinical documentation required for insurance authorization for treatments in ALS
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