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INTRODUCTION

AMYLOIDOSIS

AL Amyloidosis is a rare and complex disease
that affects many people around the world.
This booklet aims to provide you with clear,
concise information about AL Amyloidosis, its
diagnosis, treatment options, and tips for
living with the condition.

Whether you're newly diagnosed, undergoing
treatment, or caring for someone with AL
Amyloidosis, we hope this guide will serve as a
valuable resource in your journey.
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WHAT IS AMYLOIDOSIS?

66

"Strength doesn't come from what you can
do. It comes from overcoming the things
you once thought you couldn't. Stay calm,

for every storm eventually passes. ”

AL Amyloidosis (Amyloid Light-chain Amyloidosis) is a rare
disorder where abnormal proteins called light chains build up in
various organs and tissues of the body. These misfolded proteins
form deposits known as amyloid fibrils, which can interfere with
normal organ function.

Organs commonly affected by AL Amyloidosis include:
Heart
Kidneys

e Liver

o Gastrointestinal tract

e Nervous system

o Skin
AL Amyloidosis occurs when plasma cells in the bone marrow
produce too many of these abnormal light chain proteins. It's
important to note that while AL Amyloidosis shares some
similarities with multiple myeloma, they are distinct conditions.
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DIAGNOSIS

Diagnosing AL Amyloidosis often involves a combination of tests and
procedures:
o Blood tests: To check for abnormal protein levels and assess
organ function
e Urine tests: To detect protein abnormalities
o Tissue biopsy: To confirm the presence of amyloid deposits
e Imaging studies: Such as echocardiograms or MRI scans to
assess organ involvement
o Bone marrow biopsy: To examine plasma cells
The diagnostic process can be complex, and it may take time to
receive a definitive diagnosis. It's not uncommon for AL Amyloidosis
to be discovered incidentally during treatment or evaluation for other
conditions.

What to expect during diagnosis:
1.Initial consultation and medical history review
2.Physical examination
3.Blood and urine sample collection
4.Imaging tests as recommended by your doctor
5.Possible tissue or bone marrow biopsy
6.Follow-up appointments to discuss results and treatment plans

Remember, early diagnosis is crucial for better treatment outcomes.
If you're experiencing persistent symptoms, don't hesitate to consult
with your healthcare provider.
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SYMPTOMS AND COMPLICATIONS

AL Amyloidosis can cause a wide range of symptoms, depending on
which organs are affected. Common symptoms include:

o Fatigue and weakness

¢ Unexplained weight loss

e Swelling in the ankles and legs (edema)

e Shortness of breath

e Numbness or tingling in hands and feet

e Dizziness upon standing

o Easy bruising or bleeding

o Changes in skin color or texture

Organ-specific complications:
Heart:
e Irregular heartbeat (arrhythmia)
o Enlarged heart (cardiomegaly)
e Heart failure
Kidneys:
e Protein in urine (proteinuria)
o Kidney failure
Nervous System:
e Carpal tunnel syndrome
¢ Dizziness or fainting
e Numbness or burning sensations
Gastrointestinal:
e Nausea and vomiting
o Diarrhea or constipation
o Feeling of fullness
Difficulty swallowing
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TREATMENT OPTIONS

While there is no cure for AL Amyloidosis, several treatment options
can help manage the condition and improve quality of life:
Chemotherapy:
e Aims to reduce or stop the production of abnormal light chains
e Common drugs include bortezomib, cyclophosphamide, and
dexamethasone
Targeted Therapies:
e Daratumumab: A monoclonal antibody used monthly to manage
the condition
o Other novel agents may be available through clinical trials
Stem Cell Transplantation:
o May be considered for eligible patients
* Involves high-dose chemotherapy followed by reinfusion of the
patient's own stem cells
* Not suitable for all patients, especially those with poor kidney
function
Supportive Treatments:
e Medications to manage symptoms and complications
o Dialysis for severe kidney dysfunction
o Cardiac medications for heart-related issues
Managing Side Effects:
Regular monitoring of blood counts
Anti-nausea medications
Proper nutrition and hydration
Rest and gentle exercise as recommended by your doctor

It's important to work closely with your healthcare team to
determine the best treatment plan for your specific situation.
Treatment plans may change over time based on your response and
any new developments in AL Amyloidosis care.
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LIVING WITH AL AMYLOIDOSIS
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In the face of rare diseases, remember that
you are not defined by your illness but by
your strength to endure. Even when you
feel lost, your courage lights the way. ”

Daily Management Tips:
o Take medications as prescribed
o Attend all scheduled medical appointments
e Monitor and report any new or worsening symptoms
o Keep a symptom diary to share with your healthcare team

Dietary Considerations:
o Follow a heart-healthy diet if cardiac involvement is present
o Limit salt intake to reduce fluid retention
e Consider a low-protein diet if kidney function is impaired (consult
with a dietitian)
o Stay hydrated, but follow fluid restrictions if advised by your doctor

Exercise and Lifestyle Adjustments:
e Engage in light exercise as tolerated and recommended by your
healthcare team
e Practice stress-reduction techniques like meditation or gentle yoga
o Get adequate rest
o Avoid extreme temperatures if you have autonomic nervous system
involvement

Remember, everyone's experience with AL Amyloidosis is unique. These
suggestions should be tailored to your specific needs and discussed
with your healthcare providers.
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PROGNOSIS AND MONITORING

66

Hope is found in every
step forward, and
strength is built through
each moment of

perseverance. ”

Factors Affecting Prognosis:
o Extent and type of organ involvement
o Stage of the disease at diagnosis
e Response to treatment
e Overall health and age of the patient

It's important to note that with advances in treatment, many patients
are living longer and with a better quality of life than in the past. Some
patients achieve partial or complete remission with ongoing
treatment.

Importance of Regular Check-ups:

* Allow for early detection of disease progression or treatment side

effects

e Helpin adjusting treatment plans as needed

o Provide opportunities to address any concerns or new symptoms
Monitoring Organ Function:

¢ Regular blood tests to check light chain levels and organ function

¢ Periodic imaging studies (e.g., echocardiograms for heart function)

o Urine tests to monitor kidney function

e Other tests as recommended by your healthcare team
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SUPPORT AND RESOURCES
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Patient Support Groups:
o Provide emotional support and practical advice
o Offer opportunities to connect with others facing similar
challenges
 May host educational events or workshops
Online Resources and Communities:
o Amyloidosis Foundation (www.amyloidosis.org)
o Amyloidosis Research Consortium (www.arci.org)
e Online forums and social media groups
o Amyloidosis Patient Education & Support Discussion Program
(https://shorturl.at/J25iX)
o Personalized 1-on-1 Support (JanssenCompass.com)
e Amyloidosis Alliance (https://x.com/AmyloidosisA)
Questions to Ask Your Healthcare Team:
o What type of AL Amyloidosis do | have?
e Which organs are affected in my case?
o What are my treatment options?
o What side effects can | expect from treatment?
o How will we monitor my progress?
e Are there any clinical trials | should consider?
o What lifestyle changes should | make?
e How can | manage my symptoms at home?
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FREQUENTLY ASKED QUESTIONS

Q: Is AL Amyloidosis hereditary?

A: Most cases of AL Amyloidosis are not inherited. However, there are
rare familial forms of amyloidosis. If you're concerned about genetic
risks, consult with a genetic counselor.

Q: Can AL Amyloidosis be cured?

A: While there's no cure, many patients achieve remission with
treatment. The goal is to manage the disease as a chronic condition.

Q: How does AL Amyloidosis differ from multiple myeloma?

A: While both involve abnormal plasma cells, AL Amyloidosis is
characterized by the buildup of light chain proteins in organs, whereas
multiple myeloma primarily affects the bones and bone marrow.

Q: What should | do if | experience new symptoms?

A: Contact your healthcare team promptly. Early intervention can often
prevent complications.

Q: Can | work with AL Amyloidosis?

A: Many patients continue working, but adjustments may be necessary
depending on your symptoms and treatment. Discuss your work
situation with your healthcare team.

Q:How do patients manage day-to-day symptoms?

A: Managing symptoms involves a combination of medications, dietary
adjustments (such as liquid/pureed meals for those with tongue
involvement), and regular medical monitoring. Support communities
can provide valuable advice on coping strategies.

Q: What are the genetic risks associated with AL Amyloidosis?
A:While most cases of AL Amyloidosis are not hereditary, it's advisable
for close relatives of affected individuals to consult with a genetic
counselor if there's a concern about familial amyloidosis.

Q:What should family members be aware of regarding AL
Amyloidosis?

A: Family members should be vigilant for symptoms and seek medical
advice if needed. Understanding the disease helps in providing
emotional support and making informed decisions about genetic
testing and overall care.
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GLOSSARY OF TERMS

o Amyloid: Abnormal protein deposits that accumulate in
tissues and organs

o Biopsy: A medical procedure to remove a small sample of
tissue for examination

o Light chains: Protein components produced by plasma cells

o Plasma cells: A type of white blood cell that produces
antibodies

e Remission: A period when disease symptoms lessen or
disappear
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o Management of AL amyloidosis in 2020
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anagement-of-AL-amyloidosis-in-2020.

o Treatment and prognosis of immunoglobulin light chain (AL)
amyloidosis
https://www.uptodate.com/contents/treatment-and-prognosis-
of-immunoglobulin-light-chain-al-amyloidosis.

o AL Amyloidosis (Primary Amyloidosis): Symptoms, Treatment &
What it Is.
https://my.clevelandclinic.org/health/diseases/15718-
amyloidosis-al-amyloid-light-chain.

e Cardiac Amyloid- how common and how to diagnose it
https://youtu.be/m4yFkLOpRyo?si=13dW44(H5Z5k_haH

o Understanding Amyloidosis
https://youtu.be/7kr9BJh8I0A?si=SYsBu97wTt_PxfGZ

o Palinacousis in amyloidosis: exploring the hallucinatory
phenomenon in brain pathology — a case report
https://jmedicalcasereports.biomedcentral.com/articles/10.1186
/s13256-024-04575-3

e In Transthyretin Amyloidosis, How Cardiopulmonary Exercise
Testing Aids the Clinical Evaluation
https://ashpublications.org/blood/article/136/23/2620/474251/M
anagement-of-AL-amyloidosis-in-2020.

o Cutaneous amyloidosis
https://dermnetnz.org/topics/cutaneous-amyloidosis?

sfnsn=wiwspwa
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