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Completing the
Picture of Excellence

In 1997, The Robert Wood Johnson Foundation
launched a national program Promoting Excellence

in End-of-Life Care with a mission of improving
care and quality of life for dying Americans and
their families. We soon realized that the
metaphor of a jigsaw puzzle seemed apt in
describing our efforts to expand access to
services and improve quality of care in a wide
range of settings and with diverse populations.
No single approach would suffice - a variety of

strategies, models of care and stakeholders are

necessary to successfully complete the picture.

This monograph represents one aspect of our
work and one piece of the puzzle of ensuring
that the highest quality of care, including
palliative care, is available to all seriously ill
patients and their families.
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Evidence-based practice parameters in amyotrophic lateral sclerosis (ALS)
provide clear management direction on caring for patients during disease progres-
sion. However, management direction is also needed specifically for end-of-life care
for patients with ALS. Little evidence is available in the published literature identify-
ing optimal management approaches for the dying patient with ALS. Therapeutic
direction has been adapted from pain management and other disease states, such
as cancer.

Promoting Excellence in End-of-Life Care is a national program of The Robert Wood
Johnson Foundation charged with the task of improving the end of life for dying
patients. The Promoting Excellence program office recognized ALS as a disease that
requires special attention at the end of life. Working with The ALS Association
(ALSA), an ALS Peer Workgroup was established with the charge of identifying the
current state of end-of-life care for ALS patients and establishing recommendations
on how to improve the end of life for patients and their families.

The ALS Peer Workgroup identified topics and issues specific to the end of life
in ALS: general psychosocial care, bereavement, spirituality, quality of life, caregiver
issues, communication skills, ethics, decision making, symptom management,
access to care, costs of care and knowledge/education. For each topic, the
Workgroup identified the current state of knowledge, determined what constitutes
ideal care and provided recommendations on how to close the gap between current
and ideal care. A systematic review of the literature was conducted in order to
identify the available evidence for these issues. This evidence review was used as
the foundation to define the current state of care, and consensus was used to
determine the gaps between current care and optimal care. Recommendations to the
field were developed, addressing practice, research, program development and
health care policy These recommendations are based on published evidence and
consensus.
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The results of the literature search demonstrated
that there were very few studies that specifically
address the end of life in ALS patients. It is important
to point out that death is at the end of a continuum of
care in ALS, and therefore, end-of-life care is heavily
influenced and depends on the care provided from
the earlier stages of ALS. For this reason, some
recommendations are directed at caring for the patient
at earlier stages in the disease. The Workgroup used
the “Practice Parameter: The Care of the Patient with
Amyotrophic Lateral Sclerosis (An Evidence-Based
Review)” as the foundation for generating specific
recommendations that focus on topics and issues
that influence the end of life in ALS (Miller et al.,

1999).

The Workgroup agreed that palliative care begins
at the time of diagnosis for patients with ALS.
Initiating end-of-life discussions is difficult for many
physicians and health care providers depending on
their own experience and philosophy. When to
introduce end-of-life discussions with patients and
their families is also uncertain. The Workgroup
developed six triggers for identifying when end-of-life
discussions should be introduced (See sidebar on
page 7). Important factors that determine when the
patient and family are ready to discuss end-of-life
issues include coping skills, depression and anxiety,
cultural issues, use of functional assistive devices
and physiologic status.

To engage in end-of-life discussions, physicians
need to come to terms with the limitations of medical
therapies and to develop an attitude of unconditional
acceptance and support for the patient. This requires
that health care providers address their personal
attitudes toward death and dying, come to terms with
their own mortality and take the necessary steps to
work through their own personal issues surrounding
death and dying.

Current clinical practice focuses predominantly on
the patient’s medical needs. However, emerging
evidence suggests that psychosocial factors signifi-
cantly influence decisions regarding health care
choices, palliative care and attitudes about living and
dying with ALS. The analysis of gaps in this area of
care indicates that there is a lack of focus, and in
some cases, a lack of awareness regarding the
importance of addressing psychosocial concerns in
patients with ALS. Many physicians feel uncomfort-
able in approaching patients to offer psychosocial
support, and others do not know what type of
psychosocial care is needed.

* lncrease awareness of importance for psychosocial care in
patients with ALS and their caregivers.

Implement an interdisciplinary team approach to care in
ALS that regularly includes a psychosocial evaluation.

Develop specific training materials to facilitate an
interdisciplinary approach to care.

Develop specific training materials to facilitate the goal of
increased awareness for psychosocial care (such as
vignettes, curricula, care plans or guidelines).

Develop curricula on psychosocial care (including cross-
cultural interreligious issues).

Bereavement in ALS has unique features because
both the patient and the family grieve. The patient
grieves over the lost function. The caregiver grieves
over their loss of independence as the disease
progresses. The family grieves in the traditional
manner at the time of death. Although there are many
resources on bereavement for other diseases, there is
limited information about the specific bereavement
process in patients with ALS and their caregivers.

* Offer bereavement support, informally or formally, for the
patient and caregiver during the clinic visit.



Meeting this challenge requires that health care
providers review their own attitudes toward death
and life, come to terms with their own mortality
and take the necessary steps to address their own
personal issues surrounding death and dying.

* Offer bereavement support for the caregiver after the death
of the patient, including letters of condolence at the time of
death.

* Determine the scope of bereavement in ALS and whether
there are differences between ALS and other diseases, such
ds cancet.

* Assess whether specialized ALS support groups are
needed, and if they confer specific benefits.

Spirituality

Recent reports suggest that addressing spiritual
issues is beneficial for terminally ill patients and their
caregivers.

* Address the spiritual needs of patients.

* Establish an interdisciplinary team to enhance collabora-
tion with chaplains, spiritual counselors and pastoral
workers. Assess the spiritual needs of patients, caregivers
and family members repeatedly as the disease progresses.

* Recognize and accept the patient’s spiritual and religious
attitudes. Educate health care providers regarding cross-
cultural religious differences in the approach to death and
dying with the intent of improving management of end-of-
life issues.

* Improve methods and tools for assessing the spiritual
needs of patients and caregivers.

* Study the impact of managing spiritual needs on quality
of life and longevity of patients, and on the patient-
physician relationship.

* Examine spiritual needs of different patient populations
(e.g., ALS versus cancer) and different ethnic/religious
backgrounds to improve specific spiritual care for different
populations of patients.

Quality of Life

Assessing quality of life and psychosocial status
and taking steps to improve them have been elusive
goals at the end of life. Physicians need a better
understanding of the factors that influence quality of
life in patients with ALS and their caregivers.

* Use quality-of-life instruments in patients with advanced
ALS during the end of life to help detect issues that should
be addressed in order to improve the end of life (e.g., McGill
QOL or Seigol-DW patient generated measure of individual
quality of life with high acceptance in ALS).

* Develop instruments designed to assess quality of life at the
end of life. This should be done by considering the following:

* The physical and psychological comfort of the patient
when completing an instrument (eliminate instruments
that trigger psychological distress);

* The time needed to complete the instrument; and

* The ease of administration to patients with impaired
communication abilities.

Caregiver Issues

Patients with debilitating chronic diseases are
increasingly cared for at home. According to the North
American ALS CARE Database, 63 percent of patients
die at home, and thus, the family becomes the
principal caregiver. Recent data indicate that caregivers
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endure mental distress from caring for patients.
Patients and caregivers have high concordance in
distress and depression. There are no studies that
assess the risk of distress, the burden of caregiving or
the support caregivers may require.

* Interview experienced caregivers to identify psychosocial
issues that must be addressed.

* Establish support services for caregivers including
psychiatric guidance and counseling, support groups that
emphasize educational initiatives, hands-on training
programs and wellness-promoting behaviors.

* Develop a crisis management system for caregivers in
ALS clinics, including an ALS caregiver telephone hotline
available 24 hours per day.

* Make spiritual education training and intensive
psychosocial support readily available (including home
visits), and offer these services to all caregivers during the
end-of-life period.

* Study whether proactive intensive psychosocial care
reduces caregiver burden and distress, enhances caregiver
wellness and improves the quality of life of patients.

* Develop an instrument that can quantify caregiver
burden and distress.

* Study the medical economics of family caregiving, and
expand the evidence base for supporting insurance
reimbursement for family caregiver costs.

* Reimburse the cost incurred by physicians who provide
supportive care for caregivers.

* Using organized lobbying approaches, improve financial
support and reimbursement for the costs assumed in
caring for patients with ALS during the end of life (e.g.,
Medicare reimbursement).

* Improve financial/insurance coverage for psychosocial
intervention in the home.

* Encourage hospices to provide universal social work
coverage for all families (current policies allow nursing
support to families, but many hospices assign social work
coverage only to those families deemed at particular risk
and do not provide counseling to the majority of
caregivers).

The ethical basis and legal status of most end-of-
life decisions pertinent to ALS have been established.
Accepting, forgoing or withdrawing life-sustaining
interventions are actions common in ALS, but the
decision making involves consideration of values and
beliefs that may not have been previously explored by
those affected by the disease, including the physi-
cians. Moreover, debates concerning euthanasia and
physician-assisted suicide have prominently featured
patients with ALS. Thus, ethical issues in caring for
patients with ALS are sensitive; many physicians are
not comfortable addressing end-of-life issues because
of the perceived ethical complexity. One of the most
difficult issues surrounding the end of life is physi-
cian-assisted suicide. Some physicians, however, have
difficulty differentiating accepted clinical practices
from physician-assisted suicide and euthanasia. In
avoiding topics of euthanasia and physician-assisted
suicide, physicians may be avoiding appropriate
discussions of good end-of-life care and consequently
not providing appropriate palliative care. A gap exists
between available guidelines and clinical practice
since guidelines are not uniformly implemented across
all areas of palliative care in ALS.

* Implement evidence-based guidelines for terminal care in
patients with ALS (Miller et al., 1999).

Identify and monitor conflicting issues associated with
end-of-life care, including conflicts among family members
and with health care providers. Intervene early to resolve
conflicts and use counseling services, among other support
systems, so end-of-life care is agreed upon and a plan is
established in advance. Clarify ethical and legal issues
with an ethics committee or legal counsel, as necessary.

Use questions regarding physician-assisted suicide and
euthanasia as a trigger to discuss end-of-life care. Health
practitioners need to provide explicit assurances of
continuity of care and commitment to relieve suffering.
This may be one of the most direct and first triggers to
discussing end-of-life care. Physician-assisted suicide is
not legal in 49 states; clinicians should not feel coerced to
provide a lethal prescription.

[nvestigate the prevalence of the desire to end life, and
evaluate interventions that obviate this desire.



o Examine the impact (outcomes) of the patient's end-of-life
decisions on the overall quality of life during the terminal
phase of the patient's illness, as well as the impact on the
family and caregivers.

* Develop a neurology Educating Physicians in End-of-Life
Care (EPEC) module and assess the impact of its use on
clinicians’ knowledge and practice in end-of-life care of
ALS.

Communications and

Decision Making

Patient autonomy in end-of-life decisions is the
accepted Western paradigm. Although patients or their
surrogates have the right to refuse or legally withdraw
life-sustaining interventions, many are unaware of
their rights. Physicians must skillfully facilitate such
communications about decisions regarding life-
sustaining interventions. Few studies are available that
evaluate clinical practices regarding discussions of
sensitive issues such as sedation, pain relief and
withdrawal of life support, let alone the impact of
these decisions on ALS. Despite the importance of
good communication, physician education and
training in these skills are largely neglected.

Practice Recommmendations

* Improve communication skills to effectively discuss end-of-
life issues with patients with ALS and family members.
Identify the physician, or team member, who will take the
leadership role in end-of-life discussions, and who will, in
turn, communicate the decisions to the other health care
providers. This may be done by confidential correspon-
dence in notes in the health records (patient’s chart).
Health care providers should be prepared to support the
patient’s decisions, regularly review the patient's decisions
and update the patient’s chart accordingly

Establish a partnership between the patient and inter-
disciplinary team members in the treatment plan during
disease progression. This relationship needs to be
established prior to initiation of end-of-life discussion. The
triggers to end-of-life discussions outlined in the corre-
sponding sidebar represent the most overt prompts to
planning care. From the time of diagnosis, clinicians
should provide opportunities to discuss all types of care
alternatives. Respiratory issues are central to end-of-life
decisions. The reasons behind monitoring pulmonary
function should be explicitly stated and all options for
respiratory care, including symptom management alone,
should be clearly explained.

Six Triggers for
Initiating Discussion
about End-of-Life Issues

e The patient or family asks—or
“‘opens the door”—for end-of-life
information and/or interventions
(elicited or spontaneous, verbal

or non-verbal]

e Severe psychological and/or
social or spiritual distress or

suffering

e Pain requiring high dosages of

analgesic medications

e Dysphagia requiring a feeding
tube

* Dyspnea or symptoms of
hypoventilation, a forced vital
capacity of 50 percent or less
is present

* Loss of function in two body

regions (bulbar, arms or legs)
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* Adopt a consistent strategy and use it at each visit. The
“CLASS” approach is widely accepted, as is the
“SPIKES” method of delivering bad news. Present specific
choices of medical care as a means of maintaining quality
of life and control over health care delivery

* Identify decision points (such as changes in respiratory
measures) that need to be routinely discussed between the
patient and the health care provider. Assemble a list of
important decision points and implement prospective
studies to assess the impact of standardizing treatment
discussion around decision points.

* Develop prospective studies that assess specific areas of
communication that are relevant to ALS. ldentify
optimal timing and ways to communicate the diagnosis,
discuss illness progression and approach end-of-life issues.

* Develop overall disease assessment tool(s) for the patient
with ALS that help physicians identify specific areas of
psychosocial need (e.g., spiritual, social and functional
domains).

* Develop prospective studies that evaluate the type and
timing of communication and decision-making discussions
regarding end-of-life decisions, medical intervention use at
the end of life and the utility and durability of Advance
Directives.

* Improve training in appropriate communication strategies
(e.g., the "CLASS” and “SPIKES” protocol) for end-of-life
care and include evaluation of skills in these areas when
seeking accreditation (e.g., board certification testing).

e A e oy

* Incorporate workshops on improving communication and
decision-making processes in training programs in ALS
and neurology (e.g., continuing medical education at
national meetings, board certification courses and medical
schools). Develop new ways to disseminate this informa-
tion (e.g., Internet-based tutorials). Assess the impact of
these tools.

Provide institutional support for improved communica-
tion. Provide easy access to medical interpreters, social
workers and patient advocates.

Establish regular debriefings of all involved in mediated
decision making as part of quality assurance in health
care facilities.

Integrate monitoring of communication and decision-
making practices into the accreditation process of health
care facilities.

Basic access to health care should be universal,
but it is not. Health care for patients with ALS is
inadequate in many areas, especially at the end of life.
End-of-life guidelines for hospice care and Medicare
do not accurately reflect current standards of care.
Limitations in care may be due, in part, to a lack of
insurance coverage, lack of availability of knowledge-
able physicians or inaccessibility to specialized
centers.

Care provision in patients with ALS successively
changes from a primary care physician, to a neurolo-
gist or an ALS specialist, and finally to a hospice
setting. Ideally, patient care is best when maintained
by all these providers throughout the course of the
disease. However, in current practice several factors



preclude access to specialized pre-terminal and end-
of-life care.

* Develop individualized resource lists with the names and
contacts of the management team, regional home care
agencies, respiratory care companies and hospice services.

Improve management algorithms for patients with ALS at
the end of life:

* Implement existing algorithms for symptom
mandgement;

* Create management algorithms for supportive care
(e.g., skilled home nursing); and

* Define standard of in-hospital care for patients with
ALS.

Promote cooperation among community physicians,
specialty centers and hospices to ensure continuity of care.

Refer patients to medical centers that provide optimal
quality of care for the patient.

Make a timely referral to hospice.

Create management algorithms specifically for ALS:

* Evaluate the impact of interdisciplinary versus
community care approaches on patient outcomes.

* Assess barriers to adherence to algorithms and
established standards of care processes.

Study optimal timing of referral to hospice:
* Develop criteria for appropriate referral to hospice; and

* Examine the effect of the patient’s attitudes and
decisions for selecting or not selecting hospice.

Provide funding for and develop regional Centers of
Excellence specific for patients with ALS. Develop the
model at these centers for promoting access of effective and
optimal care for patients with ALS during the end of life.

Modify Medicare guidelines for admission to hospice based
on specific needs of patients with ALS—include approving
use of assistive devices, non-invasive positive pressure

ventilation (NIPPV) and physical therapy, among others.

e Establish a comprehensive reimbursement program for
patients to cover:

* Hospitalization (i.e., 48-hour hospitalization for
percutaneous endoscopic gastrostomy [PEG]),

* Medications during the end of life,

* Assistive devices,

* NIPPV,

* Physical therapy, and

* Home care, hospice care and respite services.

* Develop end-of-life management algorithms for ALS.
Specific areas of debate include establishing a policy
regarding hospitalization and medications usage and
encouraging existing policies to be comprehensive and
adequate (e.g., 48-hour hospital stay for PEG place-
ment).

e lnstitute coverage of case management services to
coordinate care across specialties.

The cost of medical care at the end of life can be
high in ALS because many patients require an
assistive ventilatory device, use expensive medica-
tions, require medical procedures and need hospital-
ization. Health care insurance, based on Medicare
guidelines, does not reimburse for many basic
treatments or types of care essential for patients with
ALS. These treatments are considered unnecessary or
“custodial” rather than "medical” under the current
guidelines, thus depriving many patients of much
needed care or burdening them with considerable
payments for this care.

The results from a 1996 Nationwide Inpatient
Sample study showed a 40 percent higher hospitaliza-
tion cost for ALS as compared to non-ALS patients,
and identified nutritional and respiratory morbidity as
the most common reasons for admissions. In addition
to the expensive direct costs, the indirect costs of
informal caregiving of older adults can be staggering.

Most cost studies in ALS are done in association
with treatment trials, and there is no analysis or
evaluation of indirect costs. Additionally, there are no
studies on the costs of end-of-life care, the cost
versus quality of care offered by different medical
settings and the cost of caregiving on employers.

Promoting Excellence in End-of-Life Care, a national program of The Robert Wood Johnson Foundation



* Follow evidence-based guidelines for treating terminal
phase symptoms.

* Limit medications at the end of life that are normally
used for altering disease course.

* Encourage discontinuation of all disease-specific medica-
tions (e.g., antioxidants, anti-inflammatory drugs and
antiglutamate agents) upon admission to hospice.

* Initiate cost-benefit and cost-effectiveness studies for
interdisciplinary care at ALS specialty centers and
specialty neurology practices.

* Develop a model of management that focuses on cost-
effective care for patients with ALS during the end of life.

* Develop a model of cost of care generated by a panel of
experts.

* Undertake cost-benefit studies of unplanned hospitaliza-
tion.

* Evaluate outcomes, including cost effectiveness, quality of
life and cost-benefit analysis of home care, hospice, PEG
and ventilation.

* Develop comprehensive and equitable policies and
reimbursement for in-home care (including ventilation)
and long-term care in ALS.

* Emphasize economic benefits to payers of early and
timely interventions to reduce unnecessary hospitaliza-
tions:

* Provide a mechanism of funding for in-home care,
including reimbursement for family caregivers’
services;

* Increase funding and cost coverage for long-term care
and in-home ventilation costs; and

* Expand hospitalization coverage (to 48 hours) for
surgical interventions such as PEG.

In recent years, public awareness of ALS has
greatly improved. The American Academy of Neurol-
ogy (AAN) and voluntary health organizations, such as

ALSA and The Muscular Dystrophy Association
(MDA), have contributed significantly to improving the
overall education of physicians and policy-makers.
However, continued educational programs for
patients, families and health care providers need to be
improved in the area of end-of-life care in general, but
specifically about PEG, NIPPV, treatment of pain/
suffering, use of riluzole, other symptom management
strategies, home care and long-term care options such
as hospice admission criteria and hospice services.

Physician education is still needed regarding
enhancement of communication skills and decision
making at the end of life, education about the use and
subsequent discontinuation of PEG and placement
and removal of NIPPV, management of pain, suffering
and symptoms at the end of life, and effective use of
home care services, long-term care options and
hospice services. Frequently, inexperienced health
care providers are caring for patients who have highly
complex medical and technical needs. Health care
providers need to be educated about the importance
of hospice care and the Practice Parameter. Treating
physicians need to be aware of the importance of the
family milieu in caring for patients with ALS. In
addition, knowledge of ALS support services available
in the community needs to be enhanced. In particular,
health care providers need to improve their knowledge
and increase the frequency of referral of families to
local ALS support services that have the potential to
improve quality of life. For example, facilitating access
to a local organization that can provide patients with
ALS with a communication device can be immensely
helpful to patient and family.

* Utilize evidence-based guidelines (Practice Parameter) for
care needed during the end of life.

* Educate clinicians, families, caregivers and all stakehold-
ers in ALS about the complexity of care needed during the
end of life.

* Educate physicians, using knowledgeable interdiscipli-
nary ALS center team members, regarding Medicare
denial, the appeals process, letters of medical necessity for
durable medical equipment, Social Security guidelines
regarding disability benefits and benefits for war veterans.

* Ensure each ALS health care provider has a list of
durable medical equipment and templates for letters of
medical necessity in order to reduce denials and facilitate
timely insurance coverage of medically necessary services
and equipment for patients with ALS.



* Develop tools/models for the education of all health care
providers/patients/families by experienced personnel from
interdisciplinary ALS centers.

* Ensure timing of referrals to hospice:

* Educate patients and health care providers regarding
criteria and value of hospice; and

* Educate patients and caregivers regarding hospice
guidelines.
Research Recommendations

* Identify areas where knowledge among physicians is
lacking in caring for patients at the end of life.

* Design new education and training programs to improve
the knowledge base of physicians caring for patients with
ALS at the end of life.

* Assess community practices relevant to ALS, especially
pertaining to the end of life. This includes conducting
regular audits of community and tertiary care practices
and identifying specific educational needs between both
health care providers and consumers.

* Develop and implement educational intervention
initiatives relative to end-of-life practices. The outcome
benefits of these educational interventions should be
studied to ensure their value in improving the end of life
for patients and their caregivers.

Policy Recormmendations

* Influence health policy agencies, the AAN and other
national organizations and foundations to support
educational programs on end-of-life care in ALS.

* lncrease funding for educational interventions and
research surrounding end-of-life issues for patients and
their caregivers.







Explanation of the Peer Workgroup
Statement of Need

Promoting Excellence in End-of-Life Careis a national program of The Robert Wood
Johnson Foundation (RWJF) dedicated to facilitating the long-term improvement in
health care for dying patients. Promoting Excellence developed peer workgroups that
engage in ongoing communications among key leaders across clinical disciplines to
improve end-of-life care for several specific populations. Amyotrophic lateral
sclerosis (ALS) is one of the specific populations identified for improving end-of-life
care.

The Convening Process

The Promoting Excellence in End-of-Life Care program chose a tactic entitled Peer
Workgroups, which consist of small groups of clinicians and researchers who offer
high-level clinical experience in specific niches of medicine. Promoting Excellence
approached The ALS Association (ALSA) to help establish and to manage the ALS
Peer Workgroup. The goal of the ALS Workgroup was to provide recommendations
on how to improve palliative and end-of-life care specific to patients with ALS.
These recommendations are targeted toward multiple audiences including health
care providers, health care policy-makers, educators, researchers, patients and
families, as well as professional and patient advocacy organizations.

Introduction

ALS is a progressive neurodegenerative disease that typically results in death
from respiratory failure within three to five years from onset of symptoms
(Mitsumoto et al., 1998). While caregivers, patients and health care providers focus
considerable effort on implementing treatments to halt or slow the disease, ALS
remains relentlessly progressive. Consequently, because there is no cure for ALS,
the major focus of clinical care is providing the highest quality of life through the
management of symptoms and emotional or physical suffering (Oliver et al., 2000).

ALS varies considerably among patients regarding site of onset and rate of
progression (Brooks, 1994; Munsat et al., 1988; Ringel et al., 1993). However, the
advanced phase of the disease is relatively stereotypic involving decreasing motor
function, increasing immobility, increasing respiratory insufficiency and increasing
pain. Foregoing active disease treatment, nutrition and hydration, and withdrawing
life-sustaining care (such as respirators) are common end-of-life considerations for

Promoting Excellence in End-of-Life Care, a national program of The Robert Wood Johnson Foundation



patients with ALS. Thus, during the later stages of
ALS, most people need their clinician’s help with
multiple issues, such as psychosocial support,
decision making regarding withdrawal of life-sustain-
ing therapies and pain management. However, in
reality, end-of-life care for many patients with ALS
begins at time of diagnosis. From this point forward,
consistent attention to palliative care is paramount to
helping patients and their families through the journey
of this progressive illness and eventual death.

The primary focus of the ALS Peer Workgroup
initiative was to improve end-of-life care for patients
and families with ALS so that those affected can
experience optimal care and support at the end of life.
Patients and caregivers look to health care providers
for guidance during this process. Individuals caring for
patients with ALS face decisions and challenges that
can be overwhelming. The initiative explored resources
that should currently be available to the patient and
caregivers and who should provide the necessary care.
It also explored issues and gaps that have prevented
full implementation of what should be standard
practice. This initiative also identified barriers that
health care providers encounter when caring for
patients with ALS.

One of the greater challenges for health care
providers in providing palliative care for their patients
is coming to terms with the limitations of medical
therapies and developing an attitude of unconditional
acceptance of and support for patients. Meeting this
challenge requires that health care providers review
their own attitudes toward death and life, come to
terms with their own mortality and take the necessary
steps to address their own personal issues surround-
ing death and dying (Appendix A, Table 1). Beyond
exploring mortality issues, other gaps in care exist at
the end of life for these patients and their care provid-
ers, such as:

e Clinicians may be reluctant to, or are not familiar with,
initiating discussions regarding end-of-life issues.

e Clinicians are daunted by the dying patient and believe
that they have nothing to offer the patient.

* Clinicians and caregivers have inadequate training in the
principles and practical application of state-of-the-art
pain and palliative medicine.

* Health care providers have limited experience with:

* ALS-specific symptom management; this may
extend across specialties (e.g., family medicine,
internal medicine and general neurology, and also

across health care providers—nursing, social workers,
physicians and residents, among others). This
limited experience in symptom management is
particularly evident regarding:

* Use of opioids;

* Withdrawal of or failure to provide life-sustaining
treatment; and

* Provision of psychosocial and spiritual support.

* Health care providers often fail to coordinate among
different disciplines (respiratory, gastrmenterology,
neurology, primary care and physical therapy).

* Caregivers can be distressed and exhausted.

* Patients and their families are given abundant informa-
tion late in the disease process.

The ALS Peer Workgroup consisted of an interdis-
ciplinary panel of experts including neurologists, ALS
nurse practitioners, a social worker, a pulmonologist, a
palliative medicine specialist, a speech language
pathologist, an ethicist (neurologist) and patient
advocacy representatives. Based on consensus, the
ALS Workgroup defined four areas of care for evalua-
tion and formed small groups to address them:

* Psychosocial care, bereavement, quality of life, spirituality
and caregiver issues;

* Ethics, communication and decision making;

* Symptom management (respiratory, nutrition, depression
and pseudobulbar affect, speech/communication, pain,
insomnia and final hours); and

* Access to care, cost of care, health policy and knowledge/
education.

The tasks for each of the four groups were to:

* Identify the current state of care in each of the four areas
listed above based on published evidence. When no
evidence was available, the state of care was defined by
expert consensus (summarized in Appendices B-E);



* Determine elements that constitute optimal care based on
consensus (summarized in Appendices B-E);

* Define the gaps in care between the current state and
optimal care;

* Provide recommendations on how to close the gaps between
current care and optimal care in the realms of clinical
practice, research and health policy; and

* Identify tools and resources that can help close the gaps
(summarized in Appendices B-E).

Members of the Workgroup gathered in June 2000
to identify aims, structure and process. Each of the
four small groups met by regular conference calls
throughout the first year to present and discuss their
findings. Half of the Workgroup members met in
November 2000 in conjunction with an international
ALS meeting. Three of the small groups met for one-
day sessions in the fall 2001; the final consensus
conference was held in November 2001.

Each small group conducted a systematic review
of the literature using Medline. Abstract titles were
screened, relevant abstracts were reviewed and key
papers were used to support the conclusions made
that defined the current state of care. Consensus was
reached within each of the four groups to define
optimal care for each of the issues addressed.
Through consensus, specific recommendations were
identified on how to fill the gaps in care. In order to fill
these gaps, recommendations were targeted to three
different audiences: clinical practice, research and
health care policy.

For some health care experts and patients with
ALS, palliative care begins at the time of diagnosis. For
others, end-of-life discussions and preparations are
considerably delayed. The