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ABSTRACT 

 

Amyotrophic Lateral Sclerosis is a neurodegenerative disease affecting adults 

with disease onset averaging between 50-60 years of age. As neurons die, patients 

experience rapid physical and cognitive decline with death typically following 3-5 years 

after diagnosis. As there is currently no cure for disease and no treatment to prolong life 

expectancy, medical management is focused on quality of life. In addition to traditional 

medical treatments, medical professionals must also consider maximizing autonomy as a 

way to increase quality of life with a focus on relational and psychological factors. For 

patients in low-income urban neighborhoods, inequalities affecting agency should be 

evaluated as part of medical care to increase both autonomy and overall quality of life.  
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CHAPTER 1 

INTRODUCTION 

Several months ago, I was sorting through old elementary school documents and I 

rediscovered a photograph from fourth grade that caught my attention. It was taken after 

our class presentations on significant historical figures. Our teacher took the photographs 

in pairs of students after presenting. In the photo, I was dressed as Clara Barton and my 

classmate was dressed as Lou Gehrig.  This was the first time I can remember hearing 

about Lou Gehrig and the disease he had. My classmate, whose love of sports was rivaled 

by no one in our class, chose to report on Lou Gehrig for his athletic feats. As children, 

we knew the disease he had was unfortunate and unfair, but we were then unable to 

fathom the ethical and personal complications of the disease. Now as an adult and future 

neurologist, I often find myself reflecting on the ethical and interpersonal challenges 

faced with persons who have this disease. Working with these patients, and in particular 

the residents of North Philadelphia, I have observed that this disease causes so much 

more hardship in one’s life than simply becoming disabled.  

Lou Gehrig’s disease is more formally known as Amyotrophic Lateral Sclerosis, 

or ALS. It is a complex disease process consisting of a kaleidoscope of symptoms, 

affecting both muscle movement and cognitive function. Amyotrophic Lateral Sclerosis 

was first described in the 1870’s by a French Neurologist, Dr. Jean-Martin Charcot. Since 

then, enormous amounts of time and money has been put into research, hoping to find a 

cure for the disease, or at least something that will slow disease progression and prolong 

life. On average, patients with ALS will live only 3-5 years after the confirmation of 
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disease. As of now, there are only a couple of drugs on the market that prolong life, and 

to the disappointment of many patients and families, by only a few months.  

Given the severe disability and rapid progression of disease, physicians must 

assume a high degree of ethical responsibility when it comes to the care of these patients. 

Not only are they responsible for ensuring that patients continue to have autonomy of 

mind and body as physical and cognitive decline ensures, but that patients have the 

agency they need in order to have the highest quality of life possible in a very poor-

quality-of-life situation. When we talk about quality of life it means different things to 

different people. In speaking with terminal patients, several themes seem to come up 

often: uninterrupted time with family, maximized physical autonomy, low pain and 

discomfort, control over end-of-life decisions, and as little time in the hospital as 

possible. And when we work with patients who live in lower income communities like 

those in North Philadelphia, we need to pay special attention to the inequalities facing our 

patients so that they too have the agency to make autonomous decisions and maximize 

quality of life. In my experience, it is not only the neurologists designated to care for the 

ALS component, but primary care practitioners and even other specialists must consider 

the weight of these ethical conflicts when providing care. Decisions regarding patient 

care must take into account the rapidly progressing “self” as the disease progresses, 

affecting both how the patient sees themselves, but also considers how others see the 

patient. Additionally, decisions must consider how family and caregivers intertwine with 

the patient self, potentially influencing autonomy of the patient. Finally, physicians 

should utilize resources in their own communities to give patients their best quality of life 

regardless of socioeconomic challenges facing that patient.  



3 

Disease Prevalence 

The prevalence of ALS is not as low as one might think. In the US and Europe 

there is a lifetime risk of 1 in 350 for men and in women, 1 in 400.  On average, the 

disease surfaces in the 6th decade of life. The risk of ALS onset will increase with age, 

until one reaches their 80’s. After this point in time, risk of ALS onset levels off.i 

It is still unclear what causes individuals to develop ALS. Only 20% of cases are 

familial while the rest are sporadic occurrences.ii This means that only 20% are linked to 

genetic factors and are passed down through families, while the rest of the cases “just 

happen.” To translate to everyday life, most people with new ALS schedule an 

appointment with a physician because of new onset weakness or other ALS symptoms 

and have no idea they are going to be diagnosed with ALS. For these sporadic cases, we 

are still not sure what environmental factors if any contribute to disease onset. For most, 

it is just downright unlucky. And, as someone who has been present during several of 

those “surprise” appointments, it is certainly not an easy diagnosis for these patients to be 

confronted with. One patient had thought that he just had a pinched nerve in his spine. 

Another attributed his muscular weakness to lifting heavy boxes a few weeks prior. In 

just a few sentences, perspective on life can change quite quickly. Sadly, one patient even 

continued to believe that this certainly wasn’t the case for him and was speaking of 

getting a second opinion.  

  

 

i Colin Quinn and Lauren Elman, “Amyotrophic Lateral Sclerosis and Other Motor 
Neuron Diseases,” Continuum Journal (October 2020): 1324. 

ii Quinn and Elman, “Amyotrophic Lateral Sclerosis,” 1324. 
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CHAPTER 2 

ALS SYMPTOMS 

The First Office Visit 

In order to best understand the ethical challenges affecting medical decisions it is 

necessary to first understand all the ways that this disease attacks multiple functions of 

the body. Amyotrophic Lateral Sclerosis is one of several neurodegenerative diseases. 

The key pathology in this disease is neuron degradation over time. Because neurons are 

incapable of regenerating, neural loss is irreversible, leaving those with ALS left with 

permanent and progressing deficits. 

On average, patients typically first present to the doctor after nearly 12 months of 

symptoms.iii Diagnosis is then confirmed after electromyogram, or EMG. This is a 

procedure that measures motor nerve recruitment in the muscles which demonstrates how 

many neurons have become disease and deteriorated. A diagnosis of ALS is given when 

patient’s EMG shows acute and chronic signs of denervation in multiple myotomes, or 

sections of innervation in the body.  

Symptomatology is different across the ALS patient population, but most patients 

will primarily display motor symptoms. About 70% of new ALS patients will come to 

their physician’s office with complaints of weakness that is asymmetric and distal within 

the limbs. They will come in with complaints of something like “my leg feels clumsy” or 

“I am having trouble getting up the stairs.”  But other patients, about 25%, will present 

for the first time with bulbar symptoms. Bulbar symptoms are the effects caused by 

 

iii Robert H. Brown and Ammar Al-Chalabi, “Amyotrophic Lateral Sclerosis,” New 
England Journal of Medicine 377, no. 2 (July 2017): 164 
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neurodegeneration of the cranial nerves that provide motor nerve potentials to certain 

muscles in the face and throat. These symptoms can be especially terrifying for a patient 

to develop. Patients may notice that they have had trouble speaking or swallowing for 

several weeks. Regardless of the first symptoms, the neuron damage will continue to 

progress not only in the presenting region of the body but will also slowly begin to 

develop in other areas of the body as well. For patients who initially present with motor 

symptoms, they may later develop bulbar symptoms and vice versa.  

 

The Symptoms and Their Evolution over Time 

ALS is unique among diseases in that it affects both the upper motor neurons, part 

of the central nervous system, and the lower motor neurons which are part of the 

peripheral nervous system. Both upper and lower motor neurons are necessary to send 

signals from the brain to the muscle in order to create voluntary movements, the 

movements we consciously choose to make. Sensory nerves are not directly affected in 

ALS. This means patients will not have any pain, tingling, or loss of sensation directly 

from the ALS. However, patients may experience pain as a result of muscle cramping and 

rigidity. 

Muscular Symptoms 

Upper motor neuron signals travel from the cortex of the brain to the brainstem. 

When upper motor neurons are injured, muscles can become “spastic” as the tone of the 

muscles increase when proper neuron signaling is lost. This increase in “tone” can be 

very uncomfortable and even painful for the patient. Patients may even have visible 
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muscle twitches. Spastic muscle tone is not only uncomfortable, but also contributes to 

decline of mobility in these patients.  

Connecting with the upper motor neurons in the brainstem, lower motor neurons 

travel from the brainstem to the periphery, relaying the message from the upper motor 

neurons to the muscle junction. Lower motor neuron injury results in muscle weakness 

and reduced reflexes. Over time lower motor neurons’ connections to the muscle begin to 

break down, leading to what is known as denervation. One by one, these neurons lose 

connection with the muscle they belong to. The muscle then loses signals from the brain, 

but also the signals that encourage the tissue to stay alive and healthy. This leads to 

atrophy of the muscles, meaning the bulk and tone have decreased. I had one patient who 

one year prior was doing 100 pushups in a row, but in that day in the office where once 

he had bulk, he had muscle groups that were now sunken in cervices. 

Injury to either upper or lower motor neurons will alter ability to create voluntary 

movements. As the disease progresses, patients will develop extreme muscle weakness 

and may culminate in near-complete paralysis. Patients will slowly need help 

maneuvering around, getting to and from the toilet, getting dressed in the morning and so 

forth. As illustrated by my 100-pushups-a-day man, this is very difficult for patients and 

can rapidly change lifestyle in an otherwise healthy middle-aged person.  

 

Bulbar Symptoms 

As mentioned earlier, the bulbar muscles are also affected in ALS. Dysfunction of 

these muscles can lead to dysarthria, meaning that speech is impaired, making it very 

difficult to understand what patients are saying. Losing ability to speak will impact ability 
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for patients to be “heard” and have a voice, even if we try to use substitutes like pen and 

paper or gestures. In my own experience I felt that when using these alternate means of 

communication, I was still not able to fully communicate clearly the patient. It was very 

frustrating, and I wanted to fully understand. I wanted to hear more than just simple head 

nods or grunts. It seemed to me that it would be very hard to communicate feelings with 

these means. The expression of tears cannot differentiate between “I’m scared, but I have 

support and am finding ways to deal” with “I’m scared, and I feel like I’m drowning in 

my thoughts and fears.” When we take time to try to listen, to more than just the small 

means of communication, we can help to increase our patient’s autonomy.  

In addition to difficulty speaking, weakness to the muscles in the throat and neck 

can also cause dysphagia, or difficulty swallowing. As time progresses patients will often 

have difficulty with their secretions like their saliva. These symptoms can lead to other 

indirect health problems such as choking, or aspiration pneumonias from lack of 

swallowing control. These may unnecessarily put patients in the hospital, taking away 

from their time at home at the end of life. Just like losing mobility, losing these functions 

also affect patient’s ability to live on their own or do things for themselves. Here patients 

may need to have more advanced care, and depending on family and caregiver support, 

the patient may have to enter a skilled nursing facility.  

 

Diaphragm Control 

One of the most detrimental symptoms for patients with ALS is loss of motor 

innervation to the diaphragm. The diaphragm is a muscle that helps create pressures in 

the chest that keep the lungs inflated and breathing ongoing. Because of this process, 
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patients may develop shortness of breath. Shortness of breath will then also indirectly 

hinder mobility, impact speaking, and cause chest discomfort. In later stages the 

diaphragm and other muscles that help with breathing will fail. At this point, the patient 

will have great difficulty breathing. This is one of the big things that puts ALS patients in 

the hospital at the end of life. Respiratory failure due to diaphragm deterioration will 

ultimately lead to death in many patients with ALS. This is one of the key reasons that it 

is so essential for an ALS patient to have an advanced directive in place. Depending on 

severity and stage of disease, patients may be put on noninvasive ventilation, become 

intubated and ventilated, or have a tracheostomy surgery performed which is no small 

feat. It is important to talk to patients about these measures ahead of time in case they 

would prefer to pass away peacefully at home without any of these measures.   

 

Cognitive Impairment 

In addition to motor symptoms, Amyotrophic Lateral Sclerosis can also cause 

cognitive impairment. In fact, it is estimated that as many of 30% of ALS patients have 

cognitive symptoms.iv Cognitive dysfunction has a negative impact on overall survival, 

quality of life, and caregiver burden.v There are several different patterns of cognitive 

dysfunction that these patients may develop. One of the most significant associations 

with ALS is a dementia that very closely resembles the frontotemporal dementia (FTD) 

 

iv Emma Beeldman and Joost Rapphorst, “The cognitive profile of ALS: a systematic 
review and meta-analysis update,” The Journal of Neurology, Neurosurgery and 
Psychiatry 87, no. 6 (June 2016): 611-612. 

v Beeldman and Rapphorst, “Cognitive Profile,” 611-612,625. 
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pattern of dementia. Frontotemporal dementia is a subtype of dementia type that is found 

outside of patients with ALS but seems to have a lot of overlap with the cognitive 

findings in ALS. Both FTD and FTD-like ALS patients will go on to develop deficits in 

both executive and social functioning. Deficits in executive function leads to personality 

changes that include poor planning and inattention. In social functioning deficits, patients 

are unable to assess when expressing a thought through speaking or action is 

inappropriate. Patients may lose their “filter” and to the horror of family and friends, may 

become rather inappropriate.  

The executive and social functioning deficits of frontotemporal dementia can be 

very difficult for families and caregivers. As one can imagine, this can be very 

exasperating not only the patient but certainly can take a toll on the caregivers and 

support system that the patient has in their life.vi It has been shown that neurobehavioral 

symptoms such as executive dysfunction, and loss of social cognition are significantly 

corelated to lower quality of life in caregivers. These caregivers tend to have the highest 

depression among those caring for patients with ALS.vii 

Another cognitive domain affected in ALS patients is memory. Both visual and 

verbal memory are affected, especially verbal memory.viii Again, loss of memory will 

affect not only the patient, but also caregivers and family. Additionally, declining 

 

vi Beeldman and Rapphorst, “Cognitive Profile,” 625-626. 

vii A. Chio, A. Vignola, et al., “Neurobehavioral symptoms in ALS are negatively related 
to caregiver’s burden and quality of life,” European Journal of Neurology 17 (2010): 
1298-1302. 

viii Beeldman and Raaphorst, “Cognitive Profile,” 625-626. 
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memory may call into question the state of mind of the patient. This can present 

challenges when discussing goals of care and end of life interventions with the patient.  

 

Psychological Impacts of ALS 

In addition to motor and cognitive symptoms, it is important to also realize that 

many patients develop psychological issues. As one can imagine, ALS patients are under 

an enormous amount of psychological stress. In a period of life where many of their peers 

are anticipating retirement, grandchildren, and other various life changes, these patients 

suddenly are realizing that they will be missing out on a large part of that phase of their 

life. Additionally, there is the psychological stressor of feeling that one is being a burden 

to caregivers. The caregiver-patient interaction is certainly difficult and not without its 

challenges. The psychological findings of ALS patients may be attributed to the actual 

organic process of ALS, but also one can understand how many other factors acting on 

the patient “self” can lead to further enhance psychiatric disease in this group of patients.   

Furthermore, it is known that both anxiety and depression can lead to changes in 

cognitive abilities, thus compounding with organic causes of cognitive dysfunction. 

Sometimes these changes are referred to as “pseudodementia.” A 2018 study among 

patients with ALS showed that depression scores had a significant negative correlation 

with executive function. Patients in these groups showed decreased attention, cognitive 

processing speeds and shifting between thoughts. This study showed a correlation 

between presence of depression and memory impairment, however much smaller than 
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executive function changes.ix At this point, I think I have made the point quite clear that 

living with ALS is difficult. I am describing these cognitive and behavioral changes to 

not only again emphasize this, but also to start to form a picture of the complexities 

between patient-provider and patient-caregiver interactions.  

 

  

 

ix Laura Carelli, Federica Solca, et al., “The complex Interplay Between 
Depression/Anxiety and Executive Functioning: Insights from the ECAS in a Large ALS 
Population,” Frontiers in Psychology 9 (April 2018):1-7 
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CHAPTER 3 

EVALUATION OF AUTONOMY IN THE HEALTHCARE SETTING 

Physicians know all these aspects of the ALS disease process. But when 

considering how we will treat these patients it is not only enough to know the disease. 

One must also consider how the disease inhabits a body and how that body is the house 

of a self which resides in a small section of the universe. And so, when caring for ALS 

patients, healthcare professionals should consider how ALS influences patient autonomy. 

Secondly, the physician must understand the patient’s level of agency and how that 

agency influences patient autonomy, especially for any patient living in a low-income 

neighborhood who may have lack of access to important resources. Keeping these factors 

in mind will help a medical team to develop a care plan for the patient that creates the 

highest quality of life for these patients. The “care plan” is a phrase that really 

encompasses all medical and nonmedical decisions being made for the patient by the 

healthcare team. It includes medical treatments to make patients more comfortable as 

well as ensuring that patients have food and homes that are accessible. 

Medical care and treatment for ALS patients should be viewed in a different light 

than that of the average patient and perhaps even different than the average terminally ill 

patient. In the American healthcare culture, there is a strong sentiment among 

practitioners that it is a doctor’s duty is to “fix” a medical problem. It is no surprise that 

this sentiment exists in an age of great pharmacological and technological advancement, 

when it seems that anything may be cured with just enough money and hope. When I 

drive into the city of Philadelphia, I am rather disgusted by all the billboards advertising 

hospital care, trying to shout that they have the answer. All give the elusive promise of 
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recovering so “you can get back to what you were doing before.” But what about any 

terminally ill disease where there is no cure? No one would ever dare dream of 

advertising their “quality” end-of-life care. Such is the end of living when in a capitalistic 

society.  

This attitude subtly enters into hospitals. In medical school, students are drilled on 

the cures and treatments to a specific disease. “A,” the disease, is always followed with 

“B,” the attempted cure. In this way the reality rarely sinks in that there may be times in 

which the treatment does not cure. In a system centered around a treat vs. can’t-be-cured 

dichotomy, the risk is that can’t-be-cured patients are seen as a failed event. But the 

game is not and should not be over. There is still support and compassion needed to be 

given “as treatment” and this should still be seen as valid, important practice of medicine. 

This current lack of ability to cure ALS patients is where quality of life becomes 

particularly central to care. While those billboards do promote important treatments, our 

idea of healing should not be only limited to things that can be cured. This mindset of 

doctor as a “the great healer” does not translate well to care of ALS patients where there 

is no cure. And while medicine is certainly about administering all necessary measures to 

prevent and cure illness, physicians are often left without insight and training on dealing 

with patients whose illnesses are not fixable. For many, the “great uncurable” is a very 

uncomfortable subject.  

While the medicine realm eagerly awaits a cure, they must go on pursuing quality 

of care for patients. And so, when we consider treatments and non-medical interventions 

for patients, we must give voice to our patients who may not want aggressive 

interventions but whose autonomy to say so may be overclouded by family. Quality of 
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life is very important for ALS patients. Yes, we say that quality of life is important for all 

patients, but in ALS it is a bit different. There is nothing we can do to stop the inevitable 

“youthful” death, so quality of life is all we really have to work with at the end of the 

day. 

As mentioned previously, for a physician taking care of an ALS patient, there 

must constantly be re-evaluation of patient autonomy in the setting of an ever-changing 

patient self. By promoting patient autonomy, we help give patients increased quality of 

life. Autonomy is one of the key principles of medical ethics and is particularly important 

to palliative medicine and thus to ALS patient care. Autonomy is defined as having the 

independence of thought and action when faced with a healthcare decision. By allowing 

autonomy to individuals with ALS, we allow patients to make their own decisions as to 

how they want to spend the last few years of their life. We allow their voice - not just 

their grunts and head nod, but their entire soul – to be heard. When patients have 

autonomy in the setting of medical care, it means they are completely free to make their 

own decisions regarding their care based on their personal morals and values. It means 

they are educated on the facts of the matter, without interference, be it moral or opinion. 

In the day-to-day sphere of medicine, this means being able to be correctly informed of 

all potential decisions in an unbiased manner and then have the ability to make a decision 

without worrying about any conflicting interests or repercussions from the external 

environment. The field of psychology has shown us over and over again that having 

control in the events in one’s life decreases anxiety. For these patients who are facing a 

very scary diagnosis, ensuring that their autonomy is preserved can help.  
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It should be noted that autonomy this pure is a very rare thing to observe in a real-

life setting. The original concept of autonomy was dependent on the individual being a 

consistent force with no influencing factors outside of that individual. In this definition, 

the intrinsic “laws” of the individual must stay consistent on a day-to-day basis. But 

humans are not solely rational beings. They have emotions, values, and sense of duty. 

Goals change daily, and are influenced by companions, temporal situations, and cultural 

influences. Within any given community, there are different variances of autonomy. 

Surely personality accounts for some of this variance, but race, sexual orientation, 

gender, socioeconomic status, education, and ethnicity also impact how much autonomy 

a person has to make their own informed medical decisions. 

ALS patients in particular become very rapidly changing “selves” and therefore 

autonomy is influenced further by several unique factors. One factor that can limit 

autonomy in ALS patients is the feeling of being a burden on caregivers. This is a theme 

that is common, not only to ALS patients, but among many palliative care patients. It is 

common that terminally ill patients, including cancer patients, ALS patients, stroke, and 

chronic pain patients, often express the concern of being a burden to others.x 

The feeling that one is a burden to caregivers is usually built in the midst of a 

more complex existential and psychosocial issues facing a person. Psychological feelings 

often accompany these crises, namely anxiety and depression, but patients may also begin 

 

x Heike Gudat, Kathrin Oohnsorge, et al., “How palliative care patients’ feelings of being 
a burden to others can motivate a wish to die. Moral challenges in clinics and families.” 
Bioethics 33 (2019): 421-430. 
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to have feelings of suicidal ideation.xi “Self-Perceived Burden” is a term used in the 

literature to describe an empathetic concern of the patient for the family member or other 

caregiver taking care of them that becomes a psychological stressor.xii A substantial 

portion of these patients may express a wish to die to alleviate the caregiver burden, 

whether or not the caregiver actually feels that the patient is truly a burden.  

While it is likely that most patients are over overestimating their burdening of 

caregivers, taking care of ALS patients is indeed very difficult. It can create significant 

psychological stressors for caretakers. One of my relatives had a mother-in-law who had 

ALS, and she still talks about feeling emotions of exhaustion, frustration, and sadness 

when she drives past the house where she helped with a large burden of the care of her 

mother-in-law. This relative is one of the most generous, enthusiastic people I know, and 

yet even for her it was so encompassing that she still feels the overwhelming emotions of 

the work.  As noted earlier, executive function decline in ALS patients is significantly 

correlated with caregiver depression. Changes in executive function can create significant 

changes in behavior and mood and over time the patient seems a complete stranger to the 

caregiver.  

When I spoke with families and caregivers in the office or on telemedicine calls, 

many do indeed seem exhausted. There were some caregivers who came into the office 

and seemed so exhausted that they barely spoke a word. Others came in with one of those 

padfolios, outlining every appointment, every piece of documentation ever completed 

 

xi Gudat and Ohnsorge. “feelings of being a burden,” 421-423. 

xii Gudat and Ohnsorge. “feelings of being a burden,” 421-422. 
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threatening to spill on the floor at any moment. Few seemed to every handle it well. The 

patients and their care became the life of the caregivers. It was because of love, clearly, 

but shrouded in all types of denial. They clung to every hopeful word the physician said 

and debated every point of possible decline. And they certainly didn’t like to talk about 

end-of-life care.   

One example a typical conversation: 

“He’s about the same as the last time we were here doctor. Right?” 
“Well, according to our tests it seems like the function has declined in the right leg.” 
“Oh, well I haven’t noticed any changes. I am doing his exercises with him 3 times a day. I can try 
to help him do them more often.” 
 

All these emotions of the caregivers are felt in one way or another by the patient, 

who then interprets them in one way or another. These interpretations may then sway a 

patient to alter decisions on what he or she may have actually wanted their end-of-life 

care to look like. This alone speaks to the influence of outside relationships on patient 

autonomy. When patients feel a sense of burden to others, they may forgo certain 

supportive care measures in hopes that it will hasten death to release the caregiver from 

the burden. The sense of dependence on someone else may keep the patient from coming 

to the physician more regularly if they feel they are being a burden to another who would 

need to bring them to the physician’s office. They may also avoid things like exercise or 

supportive care treatment if another human being is needed to help administer treatment. 

Alternatively, they may wish to pass away and no longer desire any interventions, but the 

family is sometimes so determined to keep the patient alive, that the patient cannot cross 

them on this matter.  
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On the other hand, there are sadly many cases were ALS patients have strained 

relationships with their caregivers. Or the caregivers may just be extremely overwhelmed 

with the administration of care. In these cases, caregivers may put real demands on the 

patient and coerce the patient into making a decision regarding care. In all these 

scenarios, the patient has lost autonomy. The patient has perhaps self-inflicted these 

outside variables on themselves, but nevertheless is now tied in their ability to freely 

chose. They are now making choices based on being at the mercy of others caring for 

them. This is why physicians must recognize the importance of the caregiver and family 

impact on patient autonomy. 

One way to address the impact of outside forces on autonomy is to consider 

"relational autonomy.” Relational autonomy helps to soften the errors of the original 

definition of autonomy, which at is core is too rational to be applied to the real world. 

Relational autonomy is a way of maximizing autonomy for an individual while realizing 

the quite real demands social networks play in patient decision making.xiii For instance, a 

patient may not wish to continue living and wish to die, continues living to keep family 

happy. This in turn, may make the patient happy or fulfill some sense of responsibility to 

family and still contribute to quality of life. In the end, while we must encourage patient 

autonomy and yet to some degree, we still have to understand the importance of outside 

factors that are acting on a patient. We must understand that for some people, influence 

of others may be desired.  

 

xiii Carlos Gomez-Virseda, Yves de Maeseneer, and Chris Gastmans, “Relational 
autonomy in end-of-life care ethics: a contextualized approach to real-life complexities,” 
BMC Medical Ethics 21 (June 2020):50 
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In daily practice, physicians of ALS patients should take steps to ensure patients 

have autonomy despite relational dynamics between family members, and particularly 

caregivers. It is important to take time to reiterate to the patient that any medical decision 

is their decision, thus “permitting” them to make an independent decision. Sometimes 

patients hold the values of community higher than they hold the values of self and that is 

okay as long as the patient has not been threatened or coerced. When possible, physicians 

should take the time to know caregivers in order to discover out any red flags that may 

indicate the caregiver is coercive. Any difficulties at home with treatment, mobility, or 

food should be assessed. The physician should privately note to all caregivers that caring 

for an ALS patient is an emotional and physical task and counseling could be beneficial 

to both caretaker and patient.  

Another factor affecting autonomy of ALS patients is the declining cognitive 

status in many of these patients. Though only 30% are observed to have some cognitive 

impairment, this is still a rather large amount. If memory or executive function have 

severely declined, it would likely be said that the patient has lost capacitance to make any 

decisions regarding medical care. If cognition is severely or sometimes even moderately 

impaired, patients will not have the ability to make an informed rational decision and the 

decision would fall to the power of attorney. The goal of using a power of attorney is to 

get as close to pseudo-autonomy as possible. Although the patient is not able to make a 

decision as their current self, the power of attorney is legally bound to make a decision 

that would be in line with the beliefs, goals, and values of the past patient self. Here we 

view the self as a unified string of selves, changing in developing through life, one in 

touch with the others. This logic is of course not flawed because as said before, people 
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are fluid. In essence our current self is an extension of our past selves, but does that mean 

that we would desire the same thing now as we would 5 years ago? It remains an ethical 

dilemma that will likely continue to be grey.  

Additionally, there are the patients in the middle, those whose cognition waxes 

and wanes. These patients may be at risk for losing autonomy, even when they are clear-

minded. It would be easy for family members to override decisions based on “my father 

has dementia” even when the patient is alert and completely oriented.  In conclusion, 

while we strive and hope to preserve patient autonomy amidst cognitive decline, the 

patient is at risk for not being heard and certainly losing ability to make medical choices.  

I have observed sometimes that it is way too easy for a physician of any 

“advanced patient” to sometimes look at the caregiver when talking about decisions. I 

would not doubt if I have done that cringeworthy action before. We should attempt to 

speak to the patient first, directly and wait patiently for any reply, regardless of how we 

feel their capacity to understand the situation is.  

In order to best minimize loss of autonomy caused by cognitive changes, 

physicians must begin having the difficult conversations early. Furthermore, as patients 

may have more difficulty speaking, it may be harder to assess their complete thoughts 

about end-of-life care. In the subsequent visits after the initial diagnosis is made, 

physicians should gradually but gently probe for end of life wishes, including symptom 

management. All ALS patients are at risk for cognitive decline, and so you can never 

assume a patient will still have capacity in a year’s time. Additionally, decisions made in 

the middle of a crisis can be extremely stressful, not only for the patient, but family as 

well. An attempt should be made periodically to reaffirm previous decisions made by the 
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patient. As patients with ALS will most commonly pass away from respiratory failure, it 

is important to ask details about intubation and tracheostomy. Careful attention should be 

paid to the POA and it should be very clear that the choices that the POA makes should 

be exactly what the patient would have wanted. Medical professionals should be hesitant 

to ever write off a patient’s wishes even if the family makes claims that seem like the 

patient no longer has capacitance.   

Another factor that can impact patient autonomy is a patient’s struggle with sense 

of self. ALS cause extremely rapid cognitive and physical changes. This accompanied 

with knowledge that one is likely to die in the near future can put significant stress on a 

patient’s sense of self. The self is characterized by unique characteristics of the 

individual. Added to this is the perceived self, how one perceives themselves and the 

relational self, how the self-interacts with others in the surrounding environment.  

As patients endure ALS, they have an ever-changing body which can cause an 

ever-changing sense of self. “Self” here refers to the way in which a patient perceives 

him or herself. For example, a patient with ALS who can no longer walk may think they 

are “weak.” The relational self is also continuously changing as one becomes more 

dependent on others for everyday activities of daily living. Cognitive decline may also 

change the way one sees themselves in relation to others.  

In the midst of a disconnect between “ideal self” and the current state of one’s 

body, an ALS patient may take on different coping strategies to deal with this disconnect. 

In other words, they will adjust their internal needs to fit into the new external demands 

of the world in which they are a now a part of. For example, if my 100-pushup man was 

adjusted his internal expectations and no longer he needed to be defined by his athletic 
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ability. It is hypothesized that these patients may have a higher quality of life by using 

this coping mechanism. The perceived self and relational self are important to this 

process. It has been found that patients with ALS who had greater perceived social 

support and appraisal of own coping were found to have the lowest levels of 

depression.xiv  

Avoidant strategies of coping may be useful during the initial insult, but over time 

appear to lead to poor coping and maladjustment. For instance, if an ALS patient was 

initially dismissive of diagnosis and shrugged it off, they may be happier than other 

patients at the onset as they are not fixated on the demands of diagnosis. But later in the 

disease process they may struggle to cope as they then struggle to reconcile with the 

truth.  Another coping strategy that patients use is to minimize the serious of condition to 

“protect” their loved ones from how serious the situation truly is. They avoid sharing test 

results or try to hide how weak they have truly become. Interestingly, these patients have 

been found to have higher quality of life throughout the disease course.xv Perhaps it is 

because they feel their protecting of others has meaning.   

Even if it appears that using a “protecting” coping strategy is consistent with 

increased quality of life, both these coping strategies can hinder autonomy. In the case of 

an avoidant coping strategy, patients are ignoring the actual state of the situation. In this 

way, they may for example be unable to grasp the significance of making certain 

decisions regarding their health care. Patients who have a “protective” coping strategy 

 

xiv Tamara Matuz, Niels Birbauemer, et al., “Psychosocial adjustment to ALS: a 
longitudinal study,” Frontiers in Psychology 6 (Septemeber 2015):1197 

xv Matuz and Birbauemer. “Psychosocial adjustment,” 1197-1200. 
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may not feel free to make decisions about their care because they may feel it is their duty 

to make choices that will not make the rest of the family come to realize how serious the 

condition is.  

Here we come to another ethical grey area. Autonomy in some cases does not 

necessarily lead to higher quality of life. It is here that we should again consider the 

importance of relational autonomy, that persons do not make their decisions in an isolated 

box. In reflecting on this concept, I have often found myself thinking, as a physician, how 

do we weigh which is more ethical for the patient? Should we do our best to give the 

patient a solid sense of pure autonomy? Or should we make sure their decision makes the 

best use of relational autonomy and considers the family and friends around them whose 

lives are tangled and intertwined with the patient?  

My currently belief is that we should push for autonomy in the case that patients 

feel pressure from outside relationships, but that we also make sure that patients have at 

least had a consideration of how their choices will impact others around them, so they do 

not consider these things when it is too late to undo their choices. In the office setting, 

physicians and other healthcare workers should be aware of how discrepancy between 

ideal and perceived selves can create a sense of denial in patients or how patients may 

understand but not wish to be upfront with others about the state of their disease 

progression.  Not only should physicians attempt to gauge patient understanding and 

acceptance of disease state, but also absorb subtle cues from caretakers and family. 

Lastly, physicians can help bolster patient autonomy by viewing the patient’s 

body as an extension of self. Just as patients can have autonomy to make choices 

regarding their own healthcare, patients physician beings should have the respect of being 
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able to govern their own movements when able.  I had one particular patient who I think 

illustrates my point. This patient was about mid-50’s and was diagnosed with ALS about 

one year prior to this office visit. Before he was diagnosed with ALS, he had some sort of 

construction job. He did the lawn care at his home. He was used to physically demanding 

work, but then his ability to do things began to decline. The physician had him take off 

his shoes while they perused the chart. I watched his movements carefully. They were 

shaky and slow. He was by himself. It is the kind of situation where you feel like you 

should be helping. The patient was slow, but he successfully took off his shoes. The 

physician finished the exam, and then quickly helped him put his shoes back on. No 

words. No explanation. I wished I could have sensed how he felt in that moment, but his 

face was blank.  

It is a scenario that I have kept replaying in my head over the past year. Things 

like this happen in a healthcare all the time. We are always running late and always trying 

to speed up the process. I am confident this doctor was just trying to help the man, but to 

me it somehow still felt very uncomfortable. On the outside, it may seem very 

appropriate that the physician helped this patient with his shoes. But if the body is 

thought of as an extension of self and that the self should be given autonomy, especially 

in patients with chronic illness, how should an action of this nature be considered? This is 

not to say that physicians should never help their patients in an assistive manner, but 

rather that physicians should be mindful and respectful. In a busy practice with repetitive 

tasks, it becomes very easy to try to help out in a way that may be subconsciously self-

serving. While it may be difficult to tell how a patient is emotionally and physically 

competent to complete a task, the best solution is simply for the physician to have an 
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open conversation with the patient. The physician should ask politely and error on the 

side of giving the patient a chance to complete the task for themselves. Additionally, the 

physician should not display body language that indicates he or she is rushed, regardless 

of how rushed they actually feel. This can put stress on the patient to finish a task in a 

“normal” amount of time. If he or she is not able to do so, this may aggravate the 

dissonance felt between patient perceived-self and self. 

In order to preserve “autonomy”, every action of assistance within the ALS 

patient population should be weighed. It should be noted whether it is an act that the 

patient is capable of doing on their own. Competing an action slowly does not make it 

any less of an action than if it was completed fast. Slow actions are not bad ones. 

Allowing the patient to complete their own actions when able allows them to feel 

validated as person. If a patient seems to be struggling, then a physician should step in 

and offer help. However, the physician should first ask the patient if they would 

appreciate assistance. A physician should never rush to assist a patient with a physical 

task as if the patient is not an independent being and just a subject to be questioned, 

poked and prodded.  
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CHAPTER 4 

AGENCY FOR LOW-INCOME URBAN COMMUNITIES 

In addition to autonomy, helping a patient have agency is very important to 

providing quality care. Patients with a low socioeconomic background, like those in 

North Philadelphia are particularly at risk for not having adequate agency. Agency is 

what helps us have the ability to make autonomous decisions. Degree of agency is often 

related to resources, or lack thereof, in a community.  

In North Philadelphia, there are several factors that may inhibit agency, 

particularly for ALS patients. The first, that I have observed, is lack of health literacy. 

We obviously cannot make the statement “everyone in North Philadelphia has low health 

literacy” because everyone is different and has a unique life story. But we do know that 

there is significantly less funding for North Philadelphia schools and these low literacy 

levels may contribute to some of the low health literacy. There are several points in the 

course of ALS where having health literacy makes a significant impact on autonomy. As 

I mentioned previously, delays in coming to terms with gravity of disease can make huge 

impacts on time to treatment. And while they may not prolong life, these interventions 

such as physical and occupational therapies can help make a patient comfortable longer. 

Furthermore, this early period of time is essential for starting discussions of advanced 

directives. We should want these patients to understand what is going to happen to their 

bodies so they can have the information they need make decisions.  

Additionally, for many low-income urban residents, access to adequate 

transportation can also be an issue. Many of these residents, are reliant on others for 

transportation to and from the hospital. In later stages of disease progression, they will 
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likely need to utilize special transportation. In Philadelphia, there is a special 

transportation program called “CCT Connect.” While it is great the city provides this 

service, it is not as convenient as it sounds. On the website FAQ page for this particular 

service, it says to leave 90 minutes for any one-way ride.xvi When I lived in the 

Sharswood neighborhood, just along the North Philadelphia border, I witnessed several 

families go through the whole ordeal of taking this mode of transportation. Of course, 

transporting wheelchairs is never a piece of cake, but getting someone into and out of 

those particular transport vehicles is an entire process. And to prolong the experience 

further, you must patiently wait while the process recurs for several other passengers. The 

family has to be ready, and if not, the driver will move on. In addition, the fare to take 

this mode of transportation is currently $4.25 one way if not covered by insurance. And 

you have to get home, so that is a $8.50 round trip ticket. And while free to senior 

citizens, many of these ALS patients are younger than 65 years of age. There are some 

reduced rates for those with disability, but you still will need to go through the entire 

process of applying for disability and getting a disability card, which of course is not as 

straightforward as we would all like it to be. If obtaining transportation is too 

complicated, it may be difficult for these patients to arrive at their appointments. In the 

hospital setting we often complain about patients missing being “no-shows”, but when 

you consider the entire process of just getting to the hospital, sometimes I think it’s a 

wonder the patients make it there at all.  

 

xvi “CCT Frequently Asked Questions,” Septa. Accessed May 28, 2021. 
http://www.septa.org/service/cct/faq 
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As a solution, you might consider “traveling” through telemedicine to a visit. 

Afterall, telemedicine has become quite popular in the pandemic. However, I have 

observed that technology is very difficult for many in this age bracket. It is very 

distracting for both patient and healthcare provider when frustrations with technology 

arise. Physical exam and interactions often feel very incomplete. And to make things 

more difficult, many patients in North Philadelphia do not always have the technology 

available to them.  

Regardless of in-person or telehealth visit, we need to consider quality of life 

pertaining to factors outside of medicine. If patients do not have access to their 

appointments, or if going to an appointment cuts away from their grocery budget or 

heating bill, how can we expect to give the patient the best overall quality of life? And if 

a patient is unable to easily get to the hospital their agency might be threatened. If they 

cannot get to the hospital, how will they be able to make choices that provide them with 

the best quality of medical care? 

Housing can also be an issue for patients in poor urban communities, including 

North Philadelphia. Many of the homes that people in the North Philadelphia community 

live in older homes. These homes often have lots of steps and narrow staircases that are 

not easy for getting around. Occupants may not have the financial resources to repair 

things like broken steps or lose railings, let alone adding ramps or ripping out a wall to 

make a home more accessible. Homes lacking accessibility make it difficult for both 

caretakers and patients, adding another layer of frustration a burden of disease. Because 

of accessibility issues patients are even less likely to have mobility independence.  
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Another important thing to remember for patients living in urban neighborhoods 

like those in North Philadelphia is lack of access to nutrient-dense food. For patients that 

do not own means of transportation like car or bike, and do not have the money to spend 

on bus fares, this can be a frustrating situation. Even if one was to live near a corner 

store, they would not be at an advantage. Corner stores largely provide shelf stable 

comforts in the form of lottery tickets, cigarettes, prepackaged over-processed food like 

chips, candy, and sugary beverages. To be fair to the corner store owners, it would take a 

lot of investment of time and money to find a reasonable mode of transporting in fresh 

fruit and vegetables, and if no one were to buy these items, the corner store owner would 

lose money.  Most of these store owners do not have the financial means to take this kind 

of a risk.  

Even if it was found that eating healthy did not affect overall survival times of 

ALS patients, food access still has an impact on quality of life.  This is certainly not the 

time for these patients, many of whom recently quit jobs due to the illness, to deal with 

hunger and food insecurity. I do not think there is ever a good time for anyone to deal 

with food insecurity, but with the enormous number of stressors, why should these people 

also have to worry about food? We also know that eating healthy, nutrition dense foods 

and vegetables impacts the hormonal axis, and makes us feel better. And this is an 

immediate factor, not something that takes years longer than these patients have to life. 

According to the social security website, processing times of an application for 

social security disability can take 3-5 months to complete. And that does not include the 

time it takes to gather all the materials needed for the application. Disability payments are 

meager, not completely unhelpful, but unable to fill the void of loss where one might 
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have previously been making money to save for their family. The average this year, in 

2021, is $1277 per month. Furthermore, social security disability only covers those who 

have previously worked jobs and jobs that paid into the social security pool. This does 

not include people who are working and getting paid “under the table.” In an urban 

setting there may also be immigrants who only came to the U.S. in their 50-60s to live 

with family who have never had a job in America before but then unfortunately 

developed ALS.  

When working with a low-income urban population, we must be mindful of all 

these possible hindrances to helping a patient achieve agency and autonomy. As 

physicians we must take these hardships of a low-income urban population into account 

when trying to administer the best care plan for these patients. All these factors – food, 

access to transportation, accessibility of homes – affect health and quality of life. We can 

start to make a difference by first being mindful of the lack of resources these patients 

have. For instance, instead of rolling our eyes that a patient has “no-showed” again, we 

can quickly call the patient to assess what can be done to work with the patient to achieve 

better care. On a policy level, we can push for a “fast-track” for disability for patients 

who have just been diagnosed with ALS. While this payment is small and could be 

increased, it will still be able to help support patients and family members who may also 

have had to quit their jobs to take care of the patient. We can also advocate for 

developing better access to nutritious foods so there are no longer food deserts in our 

communities, not only for ALS patients, but for the health of the communities at large.  

I want to end this section by commenting that we should always be reviewing our 

attitudes towards persons who we categorize as “low-socioeconomic status.” In my 
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experiencing working with these patients and this community it can be very easy to 

constantly be thinking about how disadvantaged these people are and trying to strategize 

in our minds all the things we can do to make a difference in their lives. And while we 

absolutely should care about all of things, and constantly be working to fight racial 

injustice and advocate for health equity, this mindset may make us forget that to see these 

people as people and not objects needing to be saved.  

In my time in the North Philadelphia community, I have been amazed at the 

incredible resilience that many of these individuals have. I have been flabbergasted by the 

sense of community. Here, there are block captains who look out for the safety of one 

another. Here, people bring food to each other in times of need. It is here, faith groups 

gather together to build one each other up and where people act like genuine family just 

because of housing proximity. Their sense of and commitment to community put many of 

the rest of us in the world to shame. I have seen people work beyond exhaustion with two 

jobs to make ends meet. I have seen people leave for college and come return to take care 

of their communities. I believe we need to focus on these admirable qualities at the same 

time we consider the struggles.   
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CHAPTER 5 

FINAL THOUGHTS 

In order to provide the highest quality of care to amyotrophic lateral sclerosis 

patients, and particularly those in low-income urban communities, we must consider the 

important of autonomy and agency. While we hope for a cure, or even just an 

intervention to prolong life, improving quality of life is the best thing we can do for these 

patients. We must be careful listeners and distinguish a patient’s true preference 

regarding end-of-life and treatment decisions, always looking out for overpowering 

caregiver and family influences. Discussions of what will happen as the disease 

progresses should occur early on, while patients have the most capacity to understand 

before cognitive changes set in to ensure patient autonomy in decision making. For 

patients in low-income communities, we must advocate for our patients. We must shed 

light racial bias in treatment of ALS care and fight to make sure patients have the 

resources they need to have a “good” end of a life.   

To quote my favorite line of the Hippocratic Oath, “there is an art to medicine as 

well as a science and that warmth, sympathy, and understanding may outweigh the 

surgeon’s knife or the chemist’s drug.” While “fixes” in medicine are wonderful, there is 

no way to alter the mortality of humanity, at least very unlikely in our times. Each person 

has a last breath. At some point we have to stop and realize all that is left is to help make 

the end of life meaningful. 
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