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What is AL amyloidosis?

Most people will not have heard of AL amyloidosis until they
(or someone they know) are being tested for it. This section
explains the basics of AL amyloidosis.

‘Amyloidosis’ is a general term

for a group of conditions where an
abnormal protein, called amyloid,
builds up in the tissues. The amyloid
protein folds up abnormally into
fibrils, and these build up to form
what is called an ‘amyloid deposit’.
Amyloid deposits can occurin
various organs or tissues and

cause problems.

Different types of amyloidosis

are named according to the

type of amyloid protein that is
produced. All begin with the initial
‘A which stands for amyloidosis,
followed by another letter(s)
which identifies the particular
amyloid protein, for example:

AL amyloidosis, AA amyloidosis
and ATTR amyloidosis.

In AL amyloidosis the amyloid
proteins are light chains (the ‘L’ in
‘AL’ stands for ‘light chain”). The light
chains are produced by abnormal
plasma cells in the bone marrow.
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Light chains are normally part of
healthy antibodies, also known as
immunoglobulins, produced by
healthy plasma cells. Figure 1 shows
an antibody, with two heavy chains
shown in grey and two light chains
shown in orange.
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Figure 1. Structure of an
immunoglobulin (antibody) with two

\heavy chains and two light chains
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The amyloid deposits are only
broken down very slowly by the
body. They start to build up in

the tissues and organs, gradually
damaging their function and causing
symptoms. This buildup can happen
almost anywhere in the body. Each
patient has a different pattern of
amyloid buildup, with different
organs affected.

Who does AL amyloidosis
affect?

AL amyloidosis is a rare condition,
with about 600 people diagnosed
each year in the UK. People are
most commonly diagnosed in their
60s, though there is a wide range of
ages at diagnosis. It is slightly more
common in men than in women.

How does AL amyloidosis
affect the body?

How AL amyloidosis affects the
body depends on which organs have
amyloid deposits.

There is more about symptoms in
‘The symptoms of AL amyloidosis’
section on page 7.

Myeloma

Is AL amyloidosis treatable?

Unfortunately, AL amyloidosis is
not a curable condition, but it is
treatable in most cases.

Treatment aims to control the
condition, relieve the complications
and symptoms it causes, and extend
and improve the quality of life.

Although AL amyloidosis is not
currently curable, the outlook

for patients has improved over
recent years and is continuing to
improve. There are many treatments
available, and others are being
developed in clinical trials.

For more information about how
AL amyloidosis is treated, see the
‘Treatment for AL amyloidosis’
section on page 16.

Relapse and remission

Because AL amyloidosis is

treatable but not curable, it follows

a relapsing-remitting pattern.

This means that after a period

of successful treatment, the

AL amyloidosis will go into remission
and is not active. This is followed by
a relapse, when the AL amyloidosis
is active and needs treatment again.

Infoline: 0800 980 3332 3
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Key facts about AL amyloidosis

1 AL amyloidosis is a condition where a protein called
amyloid builds up in the tissues. It is not a cancer

Amyloid can build up in the kidneys, heart, liver, spleen,
nerves or digestive system. It does not affect the brain

Amyloid can affect two or more organs at the same time

In the UK, there are approximately 600 people diagnosed
with AL amyloidosis each year

Amyloid is produced by abnormal plasma cells in the bone
marrow. The underlying reasons why this happens are
complex and not fully understood

Ol W

6 A combination of tests are used to diagnose and monitor
AL amyloidosis
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The symptoms of AL amyloidosis depend on what organs
are affected

There is currently no cure for AL amyloidosis but there are
many treatments available that aim to bring the condition
under control and improve quality of life

AL amyloidosis follows a relapsing-remitting pattern,

where successful treatment can bring the condition into
remission, but it is likely it will come back again. It is difficult
to predict how long remissions will last or how many times
you will relapse, but improved treatment options are
helping more people achieve long-lasting remissions

10

Living with AL amyloidosis can have an enormous
emotional impact. Myeloma UK is here for everything
a diagnosis brings. See page 46 for ways we can
support you.
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AL amyloidosis and myeloma

AL amyloidosis is not a cancer, and the amyloid deposits are
not cancerous. A different condition that also involves abnormal
plasma cells is a blood cancer called myeloma. Occasionally a
patient can have both AL amyloidosis and myeloma.

You may have been diagnosed

with AL amyloidosis alone or, less
commonly, you may have developed
AL amyloidosis after being
diagnosed with myeloma.

The treatments for AL amyloidosis
are similar to those for myeloma,
because both conditions involve
abnormal plasma cells. This is true
whether or not AL amyloidosis
patients have myeloma as well.

=—

For more information about
myeloma see Myeloma An
Introduction from Myeloma UK
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The symptoms of AL amyloidosis

AL amyloidosis can affect the body in various ways, causing
different symptoms. This is due to the amyloid protein being
deposited in different organs in the body.

Some possible symptoms include:
¥ Fatigue, weakness

fg Weight loss, loss of appetite

Swollen legs and abdomen
(can cause rapid weight gain
due to fluid build-up)

Shortness of breath
Dizziness

Tingling, numbness or pain in
the hands, feet and lower legs

Nausea, diarrhoea
or constipation

&y D3

Bruising of the skin (especially
around the eyes) or bleeding

Ly

Swollen tongue

The next pages explain more about
these symptoms.

As well as treatment for the

AL amyloidosis itself, you will be
given supportive treatments to help
manage specific symptoms. Read
more about treating the symptoms
of AL amyloidosis on page 32.

Which symptoms will
| experience?

Not everyone with AL amyloidosis
has all these symptoms. The
symptoms you have will depend on
where in the body the amyloid is
being deposited. Most patients will
have more than one organ affected.
The organ that is most affected is
called the ‘dominant organ’.

Remember to report any new
symptoms or problems to your
healthcare team as soon as
possible. This will help you get

the right treatments early, and can
reduce the severity of complications
you experience.

The next pages explain more
about possible symptoms of
AL amyloidosis.
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Non-specific symptoms

These are common and may have
been present for some time before
diagnosis. They can include fatigue,
weakness, weight loss and loss

of appetite.

Macroglossia

Macroglossia is a noticeable
enlargement of the tongue because
of amyloid deposits. When it is
present this often causes difficulty
in eating (especially dry foods like
bread or meats) or in speaking.

Macroglossia is a very characteristic
symptom of AL amyloidosis and
occursin 1in 10 patients.

It is very rarely seen in any other
condition. If a patient has noticeable
macroglossia it is very likely that this
is caused by AL amyloidosis.

The skin

AL amyloidosis can affect the skin
and nails. This can lead to easy

bruising, skin rashes or nail changes.

This is particularly obvious when
it affects the skin around the
eyes. Bruising around the eyes
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(peri-orbital bruising) may lead
to a very distinctive appearance,
known as raccoon eyes.

The kidneys

Kidney disease is very common in
AL amyloidosis patients. Kidney
disease usually develops slowly.
Amyloid deposits in the kidneys
typically make the kidneys leak
proteins and may also affect the
ability of the kidney to filter the
blood. This can lead to a condition
called nephrotic syndrome in which
the lower legs become swollen
(oedema) and weight can rapidly
increase due to the fluid building up.

In some cases, amyloid deposits
mean that the kidneys can no longer
purify the blood. This is called kidney
failure or renal failure. If kidney
disease is severe, a treatment called
dialysis may be needed to purify
the blood.

—

For more information see the
AL amyloidosis and the kidney
Infosheet from Myeloma UK
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The heart

Around 7 in 10 of all patients with
AL amyloidosis have amyloid
deposits in the heart, which causes
it to become unusually stiff and
unable to pump blood properly. This
can cause shortness of breath with
even the slightest effort. It can also
cause swelling of the lower legs and
abdomen, with rapid weight gain.

Amyloid deposits can also affect

the way in which the heart’s beat

is controlled. This can lead to
abnormal heart beats (arrhythmia)
which can cause increase in
breathlessness, dizziness or fainting,
sometimes on exertion or after
eating. Chest pain, however, is rare
in AL amyloidosis.

When AL amyloidosis affects the
heart, it is called cardiac amyloidosis.

For more information see the
AL amyloidosis and the heart
Infosheet from Myeloma UK

The nervous system

Amyloid deposits can affect the
nerves of the hands, feet and lower

@elomaUK

legs and may cause pain, numbness
and tingling. This is called
peripheral neuropathy.

AL amyloidosis can also affect
nerves controlling blood pressure,
heart rate, gut movement and other
body functions. This can cause
symptoms including dizziness when
standing too quickly, nausea and
diarrhoea and/or constipation. This
is called autonomic neuropathy.
, ﬁ
For more information see
the Peripheral neuropathy
(AL amyloidosis) Infosheet
and the Autonomic neuropathy
(AL amyloidosis) Infosheet from
Myeloma UK

The digestive system

Amyloid deposits in the digestive
system (stomach and intestines or
gut), can cause a feeling of nausea,
diarrhoea or a sensation that the
stomach is full after eating small
amounts. Amyloidosis can also
reduce the body’s ability to absorb
nutrients from food, leading to
weight loss.

Infoline: 0800 980 3332 9
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Diagnostic tests and investigations

To diagnose and monitor AL amyloidosis, several tests
and investigations need to be carried out.

Tests and investigations are done to:

® Diagnose AL amyloidosis
and assess how extensive it is

® Decide a treatment plan
and monitor progress

® Detect any complications so they
can be monitored and treated

The National Amyloidosis
Centre (NAC)

Guidelines for AL amyloidosis
recommend that, if possible, people
should attend National Amyloidosis
Centre (NAC) in London for a series
of tests before they are diagnosed.
This is the only centre in the UK
specialising in amyloidosis and

is part of the University College
London Division of Medicine.

The NAC carries out an individually
tailored assessment and evaluation
over 1 to 2 days, and hospital or
hotel accommodation is provided.
Transport to and from London may
also be provided for patients who
need it for medical reasons (via the
NHS travel costs scheme).

10  myeloma.org.uk/amyloidosis

What tests will | have?

Some tests are done mainly to
confirm a diagnosis of AL amyloidosis
and are rarely, if at all, repeated. Other
tests are very helpful to monitor how
AL amyloidosis is progressing and
how it is responding to treatment.

You may have some of the
following tests:

® Tissue biopsies

® Blood cell counts

® Bone marrow tests

® Kidney function tests

® Serum free light chain assay
® The SAP scan

® Other tests

These are described in more detail
on the next page.
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Tests usually done
only at diagnosis

Tissue biopsies

A biopsy is where a small sample
of a tissue is taken and tests are run
on it. It may be needed as part of
the diagnosis of AL amyloidosis in
some cases.

If an organ is not working properly,
AL amyloidosis may be one of

a number of possible causes,

so a sample may be taken from

the affected organ, and tests for

AL amyloidosis and other conditions
will be done.

In an AL amyloidosis diagnosis, the
small sample of tissue is examined
under a microscope to look for
evidence of amyloid deposits.

The biopsy might be taken from
organs such as the abdominal

fat (fat aspirate), gut (stomach or
intestines), skin, thyroid gland (in
the neck), or lymph nodes (glands).
A biopsy of the heart or kidneys is a
more major procedure, and is only
done if necessary.

Myeloma

You will be given details of what kind
of biopsy is being taken and how
this will be done.

You may have more than one biopsy
sample taken, or have samples
taken from more than one organ.

Not finding amyloid deposits in a
biopsy sample does not completely
rule out a diagnosis, because

a biopsy sample is only a small
piece of tissue and the amount of
amyloid can vary in different parts of
an organ.

Tests done at diagnosis and
to monitor AL amyloidosis

The tests described below are done:

® As part of the diagnosis
of AL amyloidosis

® To measure response to treatment

® To monitor AL amyloidosis activity
over time

Many of these tests are repeated
regularly throughout all stages of
your treatment and care.

Infoline: 0800 980 3332 11
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Blood cell counts

A full blood count measures the
levels of different cells in your blood.

The most important measures are:

® Red blood cell count —a low count
shows that you have anaemia

® White blood cell counts - low
counts of some or all the different
white blood cells indicate that you
are at greater risk of infection

® Platelet counts — a low count
shows that you are at an increased
risk of bleeding or bruising more
easily than normal

Some of the treatments given for
AL amyloidosis can affect the bone
marrow and reduce the production
of normal blood cells. This is why
doctors will regularly check your full
blood count.

Bone marrow tests

Bone marrow tests are done to
measure abnormal plasma cells
(the cells that produce light chains
that go on to form amyloid).

There are two types of bone
marrow test:

12 myeloma.org.uk/amyloidosis

® A bone marrow aspirate is
where a small amount of liquid
bone marrow is removed

® A bone marrow biopsy or
trephine biopsy is where a small
core of solid tissue is removed

The two tests are often done
together. The samples are usually
taken from the pelvic bone (hip
girdle). A needle is passed through
the skin and into the bone, and
the bone marrow sample is
removed. The procedure lasts only
a few minutes, but you are likely

to experience some pain. You will
be given local anaesthetic, and
you may be given sedation. The
procedure is shown in Figure 2.

Bone marrow tests are done as part
of the diagnosis of AL amyloidosis,
but you may need further bone
marrow tests to assess response

to treatment. You may also have a
repeat bone marrow test if you have
a relapse, which means that your
light chains have started to increase
again. You may need bone marrow
biopsies more often ifyou are in a
clinical trial.
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Kidney function

Regular blood tests are done

at diagnosis and during treatment
to measure levels of creatinine and
urea. These are used to monitor how
well your kidneys are working.

The creatinine level is converted
to a measure called estimated
glomerular filtration rate (eGFR).

In addition, your urine will be
checked for protein, which can
indicate that your kidneys are
leaky due to damage caused by
amyloid deposits.

Serum Free Light Chain
(sFLC/dFLC)

Amyloid deposits in AL amyloidosis
are formed from light chains
produced by abnormal plasma

Myeloma

cells (see page 2). The light
chains in your blood are called
free light chains because they

are not attached to the rest of the
immunoglobulin. Light chains are
of two types, called kappa and
lambda. Healthy people have low
levels of both kappa and lambda
light chains. In AL amyloidosis, the
type of light chain produced by the
abnormal plasma cells is present at
high levels.

Light chains are measured in your
blood at the time of diagnosis,
although the results of the test are
not enough on their own to diagnose
AL amyloidosis.

Light chains are also measured
regularly to see how well treatment
is working. During periods when you

Ve

\Figure 2. Bone marrow sample being taken from the pelvic bone

~

bone
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are not receiving treatment, light
chains are measured to check that
the AL amyloidosis is remaining
stable. Light chains in the blood
are a good indicator of the level

of activity of AL amyloidosis. The
higher the level of light chains, the
more quickly amyloid is deposited.

Light chains in the blood are
measured using a test called the
Serum Free Light Chain Assay (the
sFLC assay or Freelite® test).

For more information see the

Serum free light chain assay
(AL amyloidosis) Infosheet from
Myeloma UK

The test involves taking a sample
of your blood from a vein in your
arm or hand. Sometimes an FLC
assay is done on a urine sample.
The results of an FLC assay may
be given as either aratio ora
‘difference’ (difference free light
chain or dFLC). If the abnormal
plasma cells are producing a lot
of one type of light chain (either
kappa or lambda), the ratio (and
the difference) between kappa and
lambda will change.
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The SAP scan

This test is available at the
National Amyloidosis Centre
(NAC) in London and is performed
routinely for most patients who are
referred there.

Serum amyloid P component

(SAP) is a normal protein found

in the blood that binds to amyloid
deposits. In healthy people there are
very small amounts of SAP and this
is only present in the bloodstream,
not in the organs.

AL amyloidosis patients have
large quantities of SAP coating the
amyloid deposits in their organs.

This coating shows up clearly in the
SAP scan so the scan shows where
in the body the amyloid is located
and which organs are affected. The
SAP test is less effective at showing
amyloid in hollow or moving organs
like the heart and gut, or in the skin
and nerves.

The SAP scan has reduced the
need for organ biopsies as a way
of monitoring AL amyloidosis.

This investigation is available at the
NAC in London only.
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The scan may be repeated every
6to 12 months to:

® Check how well treatment
is working

® Monitor the amount of amyloid
deposits and where they are

® Help guide ongoing treatment

For more information see the

SAP scan (AL amyloidosis) Infosheet
from Myeloma UK

Other tests

You may have other tests or
investigations during diagnosis
and monitoring of AL amyloidosis:

® Echocardiogram (also called
an echo): this is a scan that uses
ultrasound to show an image of
the heart

® Electrocardiogram (ECG): this is
a test that measures the electrical
activity of the heart

® NT-proBNP and cTnT (troponin)
tests: these are blood tests which
show if there is heart damage
caused by amyloid. They may be
used when you are diagnosed

Myeloma

to check if your heart is affected
and again later to check for the
effectiveness of treatment

® CT (computerised tomography):
this is a scan that uses X-rays to
create detailed images of organs
and structures in the body

® MRI (magnetic resonance
imaging): this is a scan that uses
a combination of radio waves,
a powerful magnetic field and
a computer to produce images
of organs and tissues within the
body. An MRl is especially useful
for assessing amyloid deposition
in the heart (called a cardiac MRI)

® Additional blood and urine tests

It is important to repeat tests
and investigations, because

AL amyloidosis does not usually
remain stable over a long time.

The amount of amyloid deposits
may increase, or, if treatment

is working, will decrease. It is

vital to have a clear picture of

AL amyloidosis in each patient,

to help decide on the choice of
treatment and to monitor response
to treatment.
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Treatment for AL amyloidosis

Although AL amyloidosis is a serious and progressive condition
if left untreated, treatments can be very effective in controlling
the condition, reducing symptoms and prolonging life.

In general, treatment is given to:

® Reduce the number of abnormal
plasma cells. This is to reduce
production of light chains, so that
new amyloid deposits are formed
slowly or not at all

® Prevent further tissue
or organ damage

® Manage problems caused by
tissue or organ damage that has
already happened

® Control the AL amyloidosis if it
has come back again (relapse)

® Improve quality of life
® Prolong life

It has been found that amyloid
deposits often begin to decrease
and break up when the number of
abnormal plasma cells is controlled.
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Unfortunately, there is currently
no cure for AL amyloidosis. At
some point amyloid will start to
be produced again, and more
treatment will be needed to get it
under control.

Treatments given in AL amyloidosis
are of two types:

® Anti-plasma cell treatments
(treatments for the
AL amyloidosis itself)

® Supportive treatments
(treatments to manage
symptoms and complications)

These are described in the
next sections.
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Anti-plasma cell treatments

Treatments for the AL amyloidosis
itself are known as anti-plasma cell
treatments. They are generally ones
also used in myeloma, as this also
involves abnormal plasma cells (see
page 6). The treatments include:

® Chemotherapy such
as cyclophosphamide
and melphalan

® Steroids such as dexamethasone
and prednisolone

® Immunomodulatory drugs
such as thalidomide, and
lenalidomide (Revlimid®)

® Proteasome inhibitors such
as bortezomib (Velcade®),
carfilzomib (Kyprolis®) and
ixazomib (Ninlaro®)

® Monoclonal antibody drugs such
as daratumumab (Darzalex®)
and isatuximab (Sarclisa®)

® High-dose therapy and stem cell
transplantation (HDT-SCT)

These are often given in
combinations, because treatment
is usually most effective when

Myeloma

two or more drugs with different
actions that work together are given
in combination.

The treatment that will suit you
best will depend on a number of
factors including:

® Your age
® Amount of amyloid you have

® Which organs are affected
(particularly whether the heart,
kidney, or both, are affected)

® Other diseases and your
general health

® Your personal preferences

The length of treatment varies
depending on the type of treatment
being used and the stage at which
the treatment is being given.

Treatment is usually given for a
number of days (dosing days)
followed by a rest period. This
makes up one treatment cycle.

A series of treatment cycles is
called a course or line of treatment.

Not all drugs are available at each
line of treatment.

Infoline: 0800 980 3332 17
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The different anti-plasma cell
treatments are described below.
High-dose therapy and stem

cell transplantation is described
on page 22.

Chemotherapy

Chemotherapy drugs, such as
cyclophosphamide and melphalan,
work by damaging the DNA of the
abnormal plasma cells in the bone
marrow. This stops them from
multiplying and causes them to die.

Chemotherapy drugs attack all
rapidly multiplying cells in the body.
This includes the abnormal plasma
cells, but also may affect other
rapidly multiplying cells such as
normal developing blood cells in the
bone marrow, hair follicles and the
lining of the mouth and stomach.

This is the cause of some of the side
effects of chemotherapy treatment.

Steroids

Steroids are drugs that mimic
certain hormones in the body. They
are effective at killing abnormal
plasma cells, and can make other
drugs work better.

18 myeloma.org.uk/amyloidosis

The most commonly used
steroids used in AL amyloidosis
treatment are dexamethasone
and prednisolone.

Proteasome inhibitors

Proteasome inhibitors work by
temporarily blocking the actions

of proteasomes. Proteasomes are
involved in the removal of damaged
or unwanted proteins. Proteasome
inhibitors block proteasome
function, which results in the
proteins building up to toxic levels.
This can cause the cell to die. The
abnormal plasma cells are more
sensitive to this action than normal
healthy cells are.

Proteasome inhibitors used
in AL amyloidosis treatment
include bortezomib.

Immunomodulatory drugs

Immunomodulatory drugs (IMiDs)
are thought to work in a number of
ways, including by stimulating the
immune system to attack and kill
abnormal plasma cells.

IMiDs used in AL amyloidosis
treatment include lenalidomide
and thalidomide.
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Monoclonal antibody drugs

Monoclonal antibodies work by
attaching to a protein that is present
on the surface of abnormal plasma
cells. This flags these cells, enabling
the immune system to target and

kill them.

Anti-plasma cell monoclonal
antibodies that may be used for
treatment are daratumumab
and isatuximab.

For more information about drugs
used for initial AL amyloidosis
treatment see the AL amyloidosis
Treatment Guide from Myeloma UK

Side effects

Each drug has its own side effects
and the same drug can produce
different reactions in different
people. Most side effects are only
short term, can be managed with
supportive treatments and gradually
disappear once the treatment

has stopped.

Myeloma

Sometimes it may be necessary to
reduce the dosage or frequency of
treatment, or to change from one
drug to another if the side effects
are too much to manage. The aim
of treatment is to achieve a balance
between rapid response to the
treatment, and minimising problems
with side effects.

You should be given patient
information leaflets for all of your
drugs. If you are not, ask your doctor
or pharmacist for copies.

If you have any side effects that you
think may be due to your treatment,
it is important that you tell your
healthcare team straight away. They
may be able to suggest ways of
reducing or relieving the side effects,
perhaps by changing or reducing the
dose or by prescribing supportive
treatments. It is also important to
tell your healthcare team about any
other drugs you are taking (including
natural remedies), because some
drugs can cause problems when
given together.

Infoline: 0800 980 3332 19
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Supportive treatments

Supportive treatments are ones
that aim to manage symptoms

and complications caused by a
condition, rather than controlling the
condition itself. For AL amyloidosis
patients, these treatments

can include:

® Diuretics (‘water tablets’) that
control fluids in the body

@ Antibiotics for infections

® Anti-emetics (drugs to control
nausea and vomiting)

® Diet supplements
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® Treatments for heart disease

® Pain relief for
peripheral neuropathy

There is more information about
supportive treatments beginning on
page 32.

Anti-plasma cell treatments and
supportive treatments are not
completely separate. Any treatment
that controls the plasma cells (and
therefore the production of amyloid)
will also aim to reduce symptoms
and complications, or prevent
further worsening of symptoms.
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Initial treatment

Myeloma

Initial treatment in AL amyloidosis is usually a combination of
drugs. The specific combination depends on your circumstances

and what is most suitable for you.

The drug combination most often
used as initial treatment in the UK is
cyclophosphamide, bortezomib and
dexamethasone (also called CyBorD
or VCd). Prednisolone may be used
instead of the dexamethasone.

In 2022, the first combination
treatment specifically for

AL amyloidosis was approved for
use in Scotland. This is CyBorD
combined with daratumumab
(called DaraCyBorD). The
combination is also available for
patients in Northern Ireland. The
combination was initially rejected by
the National Institute for Health and
Care Excellence (NICE) for patients
in England and Wales, but following
a successful appeal in 2023, the
decision will be reviewed by NICE.

If these combinations are not
suitable, lenalidomide and
dexamethasone (Rd) may be
used instead.

Other drug combinations can be
used, including melphalan with
dexamethasone (mel-dex) and

cyclophosphamide, thalidomide and
dexamethasone (CTd), but these are
rarely used in practice.

How long will my initial
treatment last?

The length of the initial treatment
course depends on which
treatment you are taking and how
you respond to it, but it is likely to
last for a number of months. Your
healthcare team can give you more
specific advice.

Unfortunately, different treatment
combinations do not always work for
everyone. Your doctor will monitor
your progress carefully and if you

do not respond to one particular
treatment, it will be stopped and
other options will be explored.

All patients receiving treatment for
their AL amyloidosis should go back
to the NAC to be assessed after
completing the first three cycles.

This enables any response to be
measured and treatment adjusted
accordingly early on.
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High-dose therapy and stem

cell transplantation

For some younger and/or fitter patients, initial drug-based
treatment may be followed by much more intensive treatment
known as high-dose therapy and stem cell transplantation

(HDT-SCT).

HDT-SCT is an intensive treatment
which is associated with
potentially greater side effects

and complications than standard
drug treatments. However, it may
be an effective option for some

AL amyloidosis patients. These will
be patients who are generally fit and
healthy, up to the age of about 70,
have no significant heart damage
and have good kidney function.

The safety of HDT-SCT in

AL amyloidosis has increased
greatly over the years. This has

been for a number of reasons
including very careful selection of
suitable patients for the treatment.
However, at the same time, newer
and highly effective drug treatment
combinations for AL amyloidosis
have been developed. This means
that a large proportion of patients
are likely to receive these treatments
instead of HDT-SCT. Currently, fewer
than 1in 20 AL amyloidosis patients

22  myeloma.org.uk/amyloidosis

in the UK have HDT-SCT treatment.
However, for suitable patients it can
be a very effective treatment.

What is high-dose therapy
and stem cell transplantation
and why is it used?

Chemotherapy is very effective.
Normally, however, it is not possible
to give very high doses safely. This
is because high doses not only

kill the abnormal plasma cells but
also the blood-forming stem cells

in the bone marrow. This results in
blood cell production being severely
affected, with blood counts falling to
dangerously low levels.

HDT-SCT was developed as a
solution to this drawback. Stem
cells are collected from the patient
and stored, before a high dose

of chemotherapy is given to kill

the abnormal plasma cells, and
then the stem cells are returned

to the patient. This effectively
‘rescues’ the patient’s bone marrow,
allowing blood cell production to
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continue. This type of stem cell Organ transplantation
transplantation (using a patient’s
own stem cells) is known as an
autologous stem cell transplant.

For a very small number of patients,
heart or kidney transplantation may
be appropriate. This might take

Stem cell transplantation using place before or after treatment for
stem cells from a donor, known the AL amyloidosis, depending on
as an allogeneic stem cell a number of individual factors.

transplant, is not generally done in

e If you are likely to be considered for
AL amyloidosis.

organ transplantation, your doctor
The HDT-SCT process can be quite Wil discuss this with you.
challenging. After the procedure a

period of several weeks or months

of gradual recovery at home

is needed.

—

For more information see
High-dose therapy and stem cell
transplantation (AL amyloidosis)
Infoguide from Myeloma UK
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How do | know if my

treatment has worked?

The aim of your anti-plasma cell treatment is to destroy the
abnormal plasma cells and to stop more amyloid being deposited
in organs. Over time, the body may then be able to gradually break
down the existing amyloid deposits.

This should result in a gradual
improvement in or stabilisation
of organ function, reduction in
symptoms and improvement in
quality of life.

In order to find out how you
are responding to treatment,
several tests are carried out
on a regular basis.

These tests may vary from patient
to patient, but generally will include
regular blood and urine tests,
occasional bone marrow aspirates
and SAP scans.

The earliest sign that treatment may
be working is a fall in the free light
chain level measured by the Serum
Free Light Chain (sFLC) Assay.

For more information see the

Serum free light chain assay
(AL amyloidosis) Infosheet from
Myeloma UK
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Measuring response
to treatment

Haematological response

Haematological response is the
response of the free light chains
(and paraprotein, when present)
to treatment.

This will happen before there is any
detectable improvement in organ
function, before you start to feel
better, and before there is any visible
change in amyloid deposits seen on
SAP scans.

The goal of treatment is to achieve a
complete haematological response
(CR) or a very good partial response
(VGPR). If the response is only
partial (PR), your healthcare team
may often consider changing your
treatment. Table 1 shows how these
levels of haematological response
are defined.
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Complete Normal free light chain ratio

haematological response No detectable paraprotein in the blood

No detectable light chain in the urine

Very good partial response A reduction in the difference free light
chain (dFLC) to below 40 mg/L. If the dFLC
cannot be used, reduction in paraprotein is
used instead

Partial response More than 50% reduction in the dFLC

Table 1. Measuring the haematological response to treatment

Organ response Function of organs affected by
AL amyloidosis is assessed by a

Organ response looks at whether Ring
combination of:

the function of organs affected by
AL amyloidosis has improved. ® Patient symptoms

There is nearly always a substantial ® Blood or urine tests
delay between the haematological

response and the organ response. ® Imaging tests

® Other tests such as nerve
function tests

Appendix 2 on page 63 gives
more details of these tests.
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Relapsed and/or refractory

AL amyloidosis

Learning that your AL amyloidosis is returning can be a particularly
difficult time for you. Although there are many effective treatments
for AL amyloidosis, currently there is no cure. This means that
after every successful treatment and period of remission, you will
eventually relapse and amyloid deposits will build up again.

If your AL amyloidosis returns after
a period of remission, this is called

a relapse. If your AL amyloidosis is

not responsive to a treatment, it is

referred to as refractory.

Treatments work in many different
ways, so if you have not responded
well to one type of treatment, this
does not necessarily mean that you
won't respond well to a different one.
Fortunately, there are many different
treatment options, making it less
likely that patients will become
refractory to all treatments.

The timing for beginning treatment
again at relapse will vary. You will
have regular blood tests while in
remission to ensure a relapse is
picked up as soon as possible, which
may be before symptoms appear.

Being told your AL amyloidosis is
not responding to treatment or has
returned can be a very disappointing
and distressing time for patients
and those close to them. Talking
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things over with your doctor, family
or friends, or another patient can
help. Myeloma UK may also be

a good source of support and
information at this time. You can
call the Myeloma UK Infoline on
0800 980 3332 or 1800 937 773
from Ireland. Turn to page 66

for information about other ways
Myeloma UK can support you.

What treatments are available
for relapsing AL amyloidosis?

As with initial treatments, the
treatment combinations for
relapsed patients are based on
drugs approved for use in myeloma.
You may be given combinations of
the following:

® Chemotherapy drugs including
cyclophosphamide and
melphalan (see page 18)
and bendamustine
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® Steroids including
dexamethasone and
prednisolone (see page 18)

® Proteasome inhibitors including
bortezomib (Velcade®),
carfilzomib (Kyprolis®)
and ixazomib (Ninlaro®) (see
page 18)

® Immunomodulatory drugs
including thalidomide,
lenalidomide (Revlimid®)
and pomalidomide (Imnovid®)
(see page 18)

® HDT-SCT (see page 22)

® Monoclonal antibody drugs,
including daratumumab
(Darzalex®) and isatuximab
(Sarclisa®) (see page 19)

® Panobinostat (Farydak®),
a type of drug called a histone
deacetylase inhibitor

® Clinical trial drugs (see
page 30)

For more information about drugs
used in relapse see the AL amyloidosis
Treatment Guides from Myeloma UK
or contact the Myeloma UK Infoline

Myeloma

Choice of treatment

As with initial treatments, the
choice of treatments will depend
on different factors for each
patient. For example, if you have
kidney problems or peripheral
neuropathy, this will make some
drug treatments unsuitable.

If you responded well and for a long
time on a particular initial treatment
combination, the same one may

be tried again. Otherwise, at each
relapse you will be given different
drugs or combinations from those
used previously.
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Making treatment decisions

There is an increasing range of effective treatments for
AL amyloidosis. Your healthcare team will discuss different

treatment options with you.

Generally, the best treatment for you
will take account of:

® Your general health, including any
other medical conditions you have

® Your age

® Your personal circumstances
and lifestyle, your priorities
and preferences

® The nature and characteristics of
your AL amyloidosis (for example,
which organs are affected
by amyloid)

® The number of abnormal plasma
cells in your bone marrow

® Any previous treatment you
have had

Making an informed decision is
important, and you should take as
much time as you need. However,
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in some situations, there may be
an urgent need to start treatment.
If this is the case, your doctor will
discuss this with you.

Listing the pros and cons of each
option is a good way to help you
decide on the best one for you. You
can contact the Myeloma UK Infoline
for information and support. Talking
things over with your family, friends
or another patient can also help to
clarify your thoughts.

Hearing the experience of other
AL amyloidosis patients can be
helpful. However, it is important

to remember that each person’s
experience of AL amyloidosis

is different. A treatment that
works well for one patient will not
necessarily be suitable or effective
for someone else.
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Who is involved in my
treatment and care?

Guidelines for AL amyloidosis
recommend that, if possible, all
patients should be seen at the NAC
at regular intervals.

The NAC will agree treatment for
your AL amyloidosis, some of which
may be provided by your local or
regional hospital, working jointly
with the NAC.

Your relationship with
your healthcare team

Your relationship with your
healthcare team will involve trust
and collaboration. You should feel
comfortable asking questions
and discussing treatment options
with them.

Myeloma

If you do not understand something,
don't be afraid to say so, and ask for
any technical terms to be explained.
Many people also find it helpful to
receive written information they can
take away and read at home.

Remember that there are likely to be
uncertainties and that your doctor
may not be able to answer specific
questions about the future.

For example, you may want to know
how successful your treatment is
likely to be before you decide to
have it. Whilst your doctor will be
able to give you general information,
they will not be able to predict
exactly how you are going to
respond to the treatment.
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Clinical trials and new treatments

for AL amyloidosis

Treatment for AL amyloidosis is an active area of research. There
are many more clinical trials involving AL amyloidosis patients
now than in the past, and you may be invited to take part in one.
Research is looking both at new treatments, and using existing
treatments in more effective ways. Some of the current areas of
research are described in the following sections.

Treatments targeting
abnormal plasma cells

AL amyloidosis and myeloma both
involve abnormal plasma cells, and
the same drugs are often used for
both. New drugs and combinations
of existing drugs (initially developed
for myeloma) may benefit

AL amyloidosis patients as well.

Clinical trials in AL amyloidosis
patients are looking at the best
ways to use and combine drugs,
in order to control the plasma
cells effectively while minimising
side effects.

Many new drugs being developed
for myeloma and AL amyloidosis
are immunotherapies - drugs
that use the patient’s own immune
system to attack the abnormal
plasma cells. Some existing drugs
(such as daratumumab) are

also immunotherapies.
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Treatments to stabilise
light chains

Drugs are being investigated that
may make light chains less likely to
clump together into amyloid fibrils.
This could reduce the damage done
by amyloid fibrils.

Treatments to clear
amyloid deposits

Monoclonal antibodies already
in use, such as daratumumab,
target proteins on the abnormal
plasma cells.

However, new forms of monoclonal
antibody are in development, that
target the amyloid itself. These
drugs bind to the amyloid fibrils
and flag them for removal by the
patient’s immune system.
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Cardiac amyloidosis

For patients who already have
considerable effects on the heart by
the time of diagnosis, treatment is
difficult. Therefore, researchers are
looking for well-tolerated and rapidly
acting treatments that could be
used in these patients.

‘Real world’ studies

‘Real world’ studies are different
from clinical trials. With clinical trials,
there are strict criteria for who can
and cannot be included in the trial.
With real world studies, all patients
treated at a centre are followed up
as part of the study, so the range
of patients studied is wider. These
trials collect useful information
about how patients are treated and
how they respond.

Myeloma

The ALchemy study is a large,
ongoing ‘real world’ study of

all UK patients diagnosed

with AL amyloidosis at the
NationAL amyloidosis Centre (NAC)
in London. The study was set up

in 2009, funded by a grant from
Myeloma UK, and is gathering data
including patients’ treatments, side
effects, responses to treatment and
long-term outcomes.

The ALchemy study has led to
important changes in clinical
practice. An early finding was that
patients’ response to treatment
should be evaluated early (after

3 months of treatment rather than
6 months), and those who do not
have a good response should have
their treatment changed as early
as possible.
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Coping with symptoms

and side effects

AL amyloidosis and its treatment can cause different symptoms
and side effects in different patients. These can greatly affect you
not just physically but psychologically too, as having to live with
them day to day can be frustrating and tiring.

However, there are supportive
treatments available to help with
the different symptoms. There are
things you can do as well, to help
you manage your symptoms.

Fluid overload

One of the most common
and serious side effects in
AL amyloidosis is fluid overload.

This happens when your kidneys are
unable to pass enough urine, and
fluid collects in your body.

This can happen if your

AL amyloidosis has affected your
heart or kidneys. Fluid overload
can cause:

® Swelling in the feet, ankles or
lower legs (oedema)

® Swelling in the abdomen (ascites)

® Rapid increase in body weight due
to fluid buildup

® Tiredness

® Difficulty breathing
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® Coughing and/or trouble
breathing at night (especially
when lying flat)

There are three specific things you
can do to reduce the risk of fluid
overload and to recognise it when
it happens. These are known as the
three Ds:

® Diet and drinks
® Diuretics

® Daily weight checks

Diet and drinks

Fluid overload happens when you
are taking in more fluid than your
kidneys can remove. To prevent this,
you should keep your fluid intake
steady. You will be advised about
your fluid intake by your healthcare
team, but it is likely to be no more
than 1.5 litres (about 3 pints) a

day. This includes all fluids — water,
tea, coffee, soft drinks and alcohol.
Your team will probably advise you
to include foods containing a lot of
liquid (e.g. soup, gravy and custard),
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counting these as half liquid. It is
wise to limit your alcohol intake but
you do not have to give up alcoholic
drinks completely.

Excess salt can contribute to fluid
overload so you should also keep
the amount of salt you eat to a
minimum. As well as reducing the
amount you add while cooking

or before eating, you should be
aware of how much saltis in any
ready-made food you buy, as it can
contain a surprising amount. Check
food labels to make sure you're not
eating too much salt.

Foods that can have a particularly
high salt content include:

® Processed foods
® Ready meals

® Crisps and snacks
® Bacon

® Canned meats

® Sausages

@ Canned soups

® Smoked fish

Myeloma

It may be helpful to talk to a
dietician to get detailed advice
on a healthy diet.

Diuretics

Even with careful diet control, you
may still have fluid overload. This
can be treated with diuretics, often
called ‘water tablets’. These are
drugs that help your kidneys to pass
more fluid. This helps your body to
get rid of salt as well as excess fluid.

Diuretics can help to ease ankle
swelling and breathlessness caused
by fluid overload.

Diuretics are only effective if you
continue to control your salt and
fluid intake.

Daily weighing
It is important to recognise and treat
fluid overload early. Usually, one of

the first signs of excessive fluid is an
increase in weight.

If your doctor thinks you are at risk of
developing fluid overload, you may
be asked to weigh yourself daily.

You should do this at the same time
each day. It is best to do this as
soon as you have passed urine in
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the morning and while wearing your
underwear only. It is usual for your
weight to vary a little day to day, but
if your weight increases several days
in a row, even slightly, you should tell
your doctor or nurse. They may wish
to start you on diuretics or adjust
your diuretic treatment.

Raised blood pressure

If you have kidney damage caused
by amyloidosis, then you may

also have raised blood pressure
(hypertension). However, some
standard drugs used to treat raised
blood pressure or heart failure can
make things worse for people with
amyloid heart disease. This makes
it more complicated to treat raised
blood pressure if you have amyloid
heart disease.

If you are being treated for raised
blood pressure by a doctor other
than your amyloidosis specialist, it
is very important to make sure they
know about your amyloidosis. If they
are not sure how to deal with this,

it may be helpful to suggest they
contact the NAC.
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You can help to reduce the risk of
raised blood pressure by not putting
on weight and by taking exercise.
You should not overdo exercise but a
moderate amount is helpful.

Pain and peripheral
neuropathy

One of the main causes of
pain in AL amyloidosis is
peripheral neuropathy.

Peripheral neuropathy may be
caused either by amyloid deposits
on the nerves, or by some of the
treatments for AL amyloidosis. The
nerves most often affected are
those of the hands and feet, and this
causes symptoms such as altered
sensation, tingling, numbness or pain
(referred to as neuropathic pain).

Pain caused by peripheral
neuropathy does not usually
respond well to ordinary painkillers,
such as paracetamol. Instead, it is
treated with specific drugs known to
help with this type of pain, such as
gabapentin and pregabalin.

—

For more information see

the Peripheral neuropathy

(AL amyloidosis) Infosheet from
Myeloma UK



https://myeloma.org.uk/amyloidosis
https://www.myeloma.org.uk/documents/peripheral-neuropathy-infosheet-2/
https://www.myeloma.org.uk/documents/peripheral-neuropathy-infosheet-2/

Tips for managing pain:

® Take painkillers regularly as

prescribed. They will be more
effective if you take them before
the pain takes hold

If you are taking your painkillers
as prescribed but your pain is not
being managed properly, speak to
your healthcare team. They will be
able to change the dosage or give
you a different painkiller to help.
There is a range of painkillers
available, and the same one will
not help everyone

Avoid taking non-steroidal
anti-inflammatory drugs
(NSAIDs) such as ibuprofen
and diclofenac, as they can
worsen kidney damage

Describe your pain as accurately
as you can, i.e. dull and aching,
piercing, transient or constant.

It may be helpful to keep a diary
of when you feel pain and what it
is like

Complementary therapies such
as relaxation, meditation or gentle
massage can help with pain

Myeloma

® Anxiety and stress can worsen
pain symptoms. Talking therapies,
counselling and complementary
therapies can help

® Distractions suchas TV, a
favourite film, a hobby or chatting
to a friend, can help take your
mind off pain for a while

® Neuropathic pain sometimes
responds better to either heat
or cold. Hot water bottles or an
ice pack can help (wrap them in a
towel first). It can also be helpful
to use cooling menthol cream or
warming capsaicin cream

® Make sure you are sitting
comfortably — the way you sit or
lie can affect your pain. Try using
special v-shaped pillows to help
you get more comfortable when
sitting in bed

® [fyour pain is not being controlled,
ask your doctor or nurse for a
referral to a pain specialist

Fatigue

Fatigue is an extreme ongoing
tiredness, lethargy or exhaustion.

It is a very common problem for

AL amyloidosis patients. Living with
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fatigue can have a significant impact
on your quality of life and can be
challenging for you and those close
to you.

Fatigue is not caused by a lack of
sleep, but poor sleep can worsen
it. It may be caused or made

worse by many things, including
anaemia (low red blood cell count),
poor nutrition, pain, drugs used

to treat AL amyloidosis, anxiety
and depression.

You should make sure that your
doctor is aware if fatigue is a
problem for you and how it affects
your day-to-day life, so they can help.

There are a number of things that
you can do to help cope with fatigue:

® Try to eat a well-balanced diet

® Ask your doctor to refer you
to a dietician if you are having
trouble eating

® Make getting enough sleep a
priority and get into a routine of
going to bed and getting up at the
same time every day
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® |fyour AL amyloidosis is affecting
your heart or kidneys, you may
find it difficult to sleep flat so
having a few extra pillows or even
a back rest for the bed can make a
big difference

® Complementary therapies such
as relaxation may be helpful

® Take gentle exercise every
day - this can actually help to
improve your energy levels. You
can ask your doctor to refer
you to a physiotherapist who
can recommend some suitable
exercises for you. Remember that
you may be limited in what you
can do, depending on how your
AL amyloidosis is affecting you

® Keep a diary so that you can
recognise when you are most
likely to need rest and when you
are more able to do chores or
gentle exercise

® Pace yourself and allow yourself
rest periods during the day.
This can be a nap or just a sit
or lie down
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® Too much sleep during the day
may be counter-productive
though, if it makes it harder to get
a good amount of sleep at night

® |fyou work, talk to your employer
about changes to your working
arrangements that may help,
such as reduced hours, breaks
during the day, or a change of role

or workload
For more information see the
Fatigue (AL amyloidosis) Infosheet
from Myeloma UK

Nausea and vomiting

Two of the main side effects
associated with some

AL amyloidosis treatments are
nausea and vomiting.

Many AL amyloidosis patients find
these side effects very upsetting but
there are things that can be done to
control them.

It is important to tell your doctor if
you are vomiting, as it can lead to
dehydration and other complications
if left untreated.

Myeloma

Tips for managing nausea
and vomiting:

® Take your anti-emetic treatment
regularly as prescribed. Do not
wait until you feel sick, as the
drugs won't be as effective
this way

® |fyou find that your anti-emetics
are not effective when you are
taking them as prescribed, ask
to try a different one as there are
several types available

® Sometimes you may feel sick
before having your treatment,
especially if treatment has made
you sick previously. Ask your
doctor or nurse if it is OK to take
your anti-sickness treatment
before your AL amyloidosis
treatment to help avoid this

® Certain smells may make you
feel sick, for example strong
food smells. Avoid cooking
foods with strong smells and
keep the window open during
food preparation

® |f hospital smells make you feel
sick, try putting light perfume onto
a handkerchief that you can use to
help mask the smell
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® Certain scents may help with
nausea, for example lavender
can be soothing. Speak to a
complementary therapist who
should be able to recommend
some aromatherapy scents
to help with your nausea

® Ginger flavoured drinks may help
settle your stomach

@ Mints or chewing gum can help
with nausea and freshen your
mouth after vomiting

® Try to take your mind off how you
feel —talk to people, watch a film
or listen to soothing music to
distract yourself

® Relaxing breathing exercises
or lying down in a darkened room
may help to reduce feelings
of nausea

® Fresh air may also help calm
nausea - try sitting near an open
window or outside

® |tis important to keep drinking as
vomiting can dehydrate you

® Allow your stomach to rest after
vomiting then sip drinks such as
still or sparkling water or fizzy
juice drinks
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® |fvomiting is severe, fluid can be
replaced by special preparations
available through your GP or from
a chemist

Hair loss/thinning

Hair loss is common with some
kinds of chemotherapy. However,
generally speaking, with the
chemotherapy drugs used to treat
AL amyloidosis you may experience
some thinning of the hair, rather
than losing it all.

The exception to this is the very
high dose of chemotherapy used as
part of the high-dose therapy and
stem cell transplantation (HDT-SCT)
process, when losing your hair is
more likely.

Going through hair loss or thinning
can be very emotional as it can
affect your self-image and your
identity. Speak to your nurse about
how it is making you feel and how
best to manage it.

If you do lose some or all of your
hair, remember that it will grow back
once your treatment has finished.
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When your hair does start to grow
back it is often very fine, but you
will probably have a full head of hair
after 3 to 6 months. You may also
find that your new hair is curlier or
finer than it was before and it may
be a slightly different colour.

Cutting your hair short before
treatment can give you a sense of
control over your appearance and
may keep it looking better during
loss and regrowth.

You're likely to feel the cold more,
and some patients find soft hats,
hoods, headscarves or wigs useful.

Many hospitals have a wig fitting
service available, so if you think

you may want a wig, ask your nurse
about it. It may be easier to get a wig
while you are in hospital receiving
treatment. Usually wigs are available
for free on the NHS, but you may
need to meet certain requirements
depending on where you live, and
you may be limited in the type or
number of wigs you are able to get.
You can ask your hairdresser to

style the wig on you to make sure

it sits in the way you want it to. If

you are from a Black or minority
ethnic community, you may need a
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wig from a specialist supplier, and
there are companies that work with
the NHS to supply these. Ask your
Clinical Nurse Specialist (CNS) for
more information.

In some cases you may lose your
eyelashes and eyebrows as well.
You can use make up like eyebrow
pencils and eyeliner, and false
eyelashes if you like.

Some cancer support groups have
workshops that may be available

to AL amyloidosis patients as well.
For example, Look Good Feel Better
(lookgoodfeelbetter.co.uk) is a
charity that holds workshops and
online tutorials to teach makeup
and hair care techniques for people
with cancer.

Mouth problems

Some chemotherapy drugs can
cause mucositis. This is pain

and inflammation of the mouth,
sometimes with blistering. If your
mucositis is severe, your eating may
be affected.
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Your doctor will be able to give
you something to treat or prevent
mucositis, such as a mouthwash.
There are a number of things you
can do to help.

Tips for when you have mucositis:

® Make sure you clean your teeth
gently and regularly using a
soft toothbrush

® Avoid food that sticks to the roof
of your mouth such as chocolate,
peanut butter or pastry

@ Avoid spicy, salty or tangy foods

® Avoid mouthwashes that
contain alcohol

@ Drink cold drinks to soothe a
sore mouth

® Moisten your food with gravy
or sauces

® Allow food or drinks to cool
slightly before consuming

® Drink through a straw

® Sucking ice cubes orice lollies
during chemotherapy treatment
can help prevent mucositis from
happening. They can also help
ease pain if you do have mucositis
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® Try using boiled sweets or
chewing gum to stimulate
saliva production

You may also notice a change in
your sense of taste and find that
some foods taste sweet, salty or
metallic — this can be especially true
after HDT-SCT.

Your sense of taste should return to
normal after treatment has stopped.

Tips for when your sense of
taste changes:

® Experiment with flavours in
your food

® Try lots of different drinks and
foods that you might not normally
like, to try and find something that
tastes good

® |t is better to eat something than
nothing, so if you only want to eat
a certain food you should try not
to worry about it

® Ensure food smells appealing by
seasoning it with sauces, herbs
or marinades

® Try using plastic cutlery if your
food tastes metallic
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Loss of appetite

Your appetite may change over

the course of your condition and
treatment. Sometimes you may

feel that you simply cannot face
food. If this happens, try not to be
discouraged by the fact that you are
not hungry. Just eat when you can.

Eating little and often may help, or
try planning meals around when
you generally feel most hungry. For
example, have a large breakfast
and a smaller evening meal if you
are always hungry in the morning.
Always drink plenty of fluids,
especially on days when you don’t
feel like eating.

If your loss of appetite does not
improve after a couple of weeks,
oryou lose a lot of weight, tell your
doctor or nurse. They will be able to
refer you to a dietician who can offer
advice on how to eat a balanced
diet and may recommend special
high-energy foods and drinks.

Infection

Infections are common in
AL amyloidosis patients because
AL amyloidosis and its treatments
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can reduce your white blood cell
count, which affects your ability to
fight infection.

You should be vigilant for any signs
of infection. It may be helpful to have
a thermometer at home. Signs of
infection include:

® Raised temperature (above 38°C)
® Feeling generally unwell or feverish
® Shivering

® Rash

® Cough or sore throat

® Diarrhoea

® Pain, redness or swelling around a
cut or wound or around the entry
point of your Hickman® catheter
or PICC if you have one

If you develop signs of an infection,
it is important that you contact your
doctor or the hospital immediately,
especially if you are feeling unwell or
shivering, as it may be important to
start treatment as soon as possible.
If you do not have out-of-hours
contact details for your healthcare
team, phone NHS 111.
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A rare but serious complication

of infection is sepsis (also known
as ‘blood poisoning’). This is a
potentially life-threatening condition
where your system overreacts to an
infection and starts to damage your
own tissues and organs.

Symptoms vary but can include one
or more of these:

® Confusion or slurred speech
® Pale or blotchy skin

® Breathing fast or
feeling breathless

® Feeling extremely unwell
® Not having had a pee all day

® Avery high or low temperature,
or shivering

Read more at nhs.uk/conditions/
sepsis

Sepsis is life-threatening and

can be hard to spot. If you think
you or your family member could
be getting sepsis, you should get
medical help urgently - trust your
instincts.

s =
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Tips for avoiding infection:

® Wash your hands with warm water
and soap regularly, particularly
after using the bathroom, before
handling and eating food, and
after being in public places

® Use sanitiser containing at least
60% alcohol to clean your hands
regularly when you are out and
about, or if people are visiting
your home

® Avoid being in enclosed spaces
like buses or trains when they are
very busy

® Ask people not to visit if they or
anybody in their household have
signs of infection

@ All food should be as fresh as
possible, fruit and salad should
be washed, and meat should be
cooked thoroughly

If you have undergone HDT-SCT,
you will be especially vulnerable to
infection, and your healthcare team
will advise you on extra measures
you need to take.
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Living well with AL amyloidosis

Being diagnosed with AL amyloidosis affects every patient
differently. It can bring challenges in many different areas of your
life. This section talks about some of these challenges, and ways
you can live well with AL amyloidosis.

Moods and emotions

The emotional impact of

AL amyloidosis can be considerable.
Your emotions can vary at different
times, and there is no right or wrong
way to feel. Recognising these
impacts is important.

® Most people have not heard
of AL amyloidosis before they are
diagnosed, and this can make
the diagnosis more challenging.
You may initially feel numb orin
shock, and unable to take in all
the information

® Although thinking positively can
help you cope with the challenges
of an AL amyloidosis diagnosis,
you do not need to be upbeat all
the time. It's okay to take time out
to feel sad, angry or frustrated.
Acknowledge how you feel and
take time to process your emotions

® |t is usual to feel anxious before
appointments and when waiting
for test results

® Being in remission can be hugely
uplifting, although it can be a
time when your emotions may
‘catch up’ with you. In addition,
people around you may struggle
to understand what being in
remission means, and assume
you are ‘cured’

® Relapsing or being refractory to
a treatment can be distressing,
but learning more about other
treatment options may help you
to feel more positive, and will
help in your discussions with your
healthcare team about next steps

® AL amyloidosis and its treatments
can cause physical symptoms
and side effects such as pain
and fatigue, that can influence
your mood. Steroids can cause
symptoms such as mood swings
and agitation, especially when
given at high doses a few days
at atime
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® |t is not uncommon for patients
to feel depressed or anxious at
some points during the course
of their AL amyloidosis. You may
have difficulty sleeping, become
irritable or lose interest in things
you normally enjoy. It is important
to talk to your healthcare team
about these feelings, and get
extra support when you need it

Some ways to help you take care
of your mental health are:

® Focusing on what is important
to you. Try to plan something
enjoyable every day,
however small

® Talking to those close to you
about how you feel

® Trying to keep to a healthy
diet and to take regular
moderate exercise

® Techniques such as mindfulness
and meditation, or writing down
how you feel, can be helpful

® A diagnosis such as
AL amyloidosis can bring positive
changes as well as challenges,
forcing you to slow down and
change your perspective on life
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® There is more about sources of
emotional support on page 46

Relationships

Changes to your relationships with
those close to you are not unusual
after a diagnosis of AL amyloidosis.
People will respond in different ways.
They may not know how to respond,
or they may be overwhelmed by
emotions and withdraw from you.
Talk openly and honestly with
people, and be clear about how you
feel and what support you need.

Living with AL amyloidosis can
change the dynamic of your
relationship with a partner. You may
both be adjusting in different ways.
There may be financial changes,
and adjustments if your partner is
physically caring for you. But there
can be positive changes, bringing
you closer as a couple and changing
your perspectives.

Sexual relationships

Sometimes sexual relationships
change after a diagnosis of

AL amyloidosis. You or your partner
may feel less keen to have sex.
There can be many reasons for this.
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You may feel too tired or physically
unable to enjoy a full sexual
relationship. Stress and anxiety can
cause a loss of sexual desire (libido),
as can complications and side
effects such as pain and fatigue.
You may feel that sex is no longer
important, or else find it difficult

to ‘switch off’ from worries about
your amyloidosis.

If a sexual relationship is important
to you, talk to your partner about
the way you feel, even though you
may find it difficult to start the
conversation. It is easy for people
to feel rejected when a sexual
relationship changes or ceases

so talking about it is important to
prevent misunderstandings. Try to
discuss with your partner what level
of intimacy feels comfortable. In time
you may gradually return to a more
physical relationship.

Don’t be embarrassed to talk to
your GP, hospital doctor or nurse
about problems with your sexual
relationship. They are quite used to
this sort of discussion, even if you
are not.
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Fertility and contraception

If you might want to have children,
you may need to think about the
effect AL amyloidosis treatment
can have on your fertility and how
this might affect you, if not now then
in the future. Most of the treatments
have little or no effect on fertility,
but some can do, for example

the high-dose melphalan used as
part of HDT-SCT. It is important to
discuss fertility with your healthcare
team so they are aware of how you
feel and can advise on your options
before you start treatment.

Itis important to avoid becoming
pregnhant or making someone
pregnant during treatments

such as chemotherapy, and for

a time afterwards. You will need

to use contraception while you

are receiving treatment if you

or your partner could become
pregnant. With immunomodulatory
drugs (IMiDs) i.e. thalidomide,
lenalidomide and pomalidomide,
you will be required to adhere to

a Pregnancy Prevention Programme,
because these drugs are known to
cause defects in unborn babies.
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Some treatments used in

AL amyloidosis may be found in
bodily fluids (including semen

and vaginal fluid). These include

the chemotherapy drugs melphalan
and cyclophosphamide. For this
reason you should use a barrier
method to protect your partner (such
as a condoms or dental dams), if you
have sex during treatment.

Emotional support

Emotional support is important

in helping you to live well with

AL amyloidosis. It is very easy for
patients and those close to them

to feel isolated, and strong emotions
often make it difficult to discuss
worries or fears. Talking to someone
who understands what is happening
can ease these feelings of isolation.

You may need different sources

of support at different times so

it's important to access whatever
support you need when you need it.

Talking therapies

You may find counselling helpful.
Counselling is a talking therapy that
involves a trained therapist listening
to you and helping you find ways
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to deal with emotional issues. Your
therapist will listen and support
you without judging. They will not
usually give advice but can help you
to a better understanding of your
feelings and thought processes.

Other types of talking therapy
are helpful for some patients and
include therapies like cognitive
behavioural therapy (CBT).

You can get talking therapies like
counselling and CBT on the NHS -
go to nhs.uk/conditions/counselling
or to the British Association for
Counselling and Psychotherapy
(www.bacp.co.uk) for details.

The Myeloma UK Infoline

To talk to one of our Information
Specialists about any aspect of

AL amyloidosis, call the Myeloma UK
Infoline on 0800 980 3332

or 1800 937 773 from Ireland.

The Infoline is open from Monday

to Friday, 9am to 5pm, and is free

to phone from anywhere in the UK.
You can also email your queries to
AskTheNurse@myeloma.org.uk
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Emotional wellbeing tool

Our interactive digital emotional
wellbeing tool gives you space to
work through how you are feeling, and
find strategies and sources of support
for your wellbeing. Although it was
produced for myeloma patients, the
general sections may be helpful for

AL amyloidosis patients too.
@

Go to myeloma.org.uk/wellbeing
to access theemotional wellbeing tool

Support Groups

There are a number of Support Groups
for AL amyloidosis patients and
families in different parts of the UK.

If there is not a group near you, there
may be a myeloma or haematology
Support Group you could join.

For up to date information about
Support Groups, or if you are
interested in setting up a new group,
email support@myeloma.org.uk

or phone 0131 557 3332.

Digital Infoday Sessions

Myeloma UK holds regular Digital
Infoday Sessions for AL amyloidosis
patients and carers. You can watch
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these live, and submit questions if
you want to, or watch the sessions
on demand at any time.

For more information contact
Myeloma UK on 0131 557 3332
or go to myeloma.org.uk/
help-and-support

Peer buddy support

If you want to speak to another

AL amyloidosis patient, you can
request to be matched up with a
trained Myeloma UK Peer Buddy for
one-to-one support.

Find details at myeloma.org.uk/peer,
or contact the Myeloma UK Infoline.

Online support

You can also speak to other

AL amyloidosis patients through
our online discussion forum.
Connect with a community of
people who understand what it's
like living with AL amyloidosis. Post
messages, ask questions and share
experiences to help support each
other. To join the Discussion Forum
go to forum.myeloma.org.uk

More information and support about
AL amyloidosis is available online at
myeloma.org.uk/amyloidosis
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Carer concerns

A diagnosis of AL amyloidosis will affect more than just the
patient. Caring for someone with AL amyloidosis can be
challenging and unpredictable so ensuring that carers get
the support they need is critically important.

You may not think of yourself as a
‘carer’ because caring for someone
you love is second nature. However,
in many ways becoming a carer may
require learning new skills, dealing
with a change in established roles
and tackling demanding tasks.

When you are told that a family
member or friend has AL amyloidosis
you may feel shocked, upset and
worried because the future is now
uncertain. You may feel that you
need to put on a brave face and
disguise your feelings, but being
honest about how you feel will help
future communication between
you and the person you know with
AL amyloidosis.

You will probably have a lot of
questions — ask the patient’s
healthcare team if you can

talk to them about what to
expect, or call the Myeloma UK
Infoline on 0800 980 3332, or
1800 937 773 from Ireland, to
talk to an Information Specialist.
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Communication

Don't feel that you have to talk
about everything immediately
and remember that listening is

as important as talking. Taking
time to listen to someone, without
feeling you have to find solutions
to any problems or worries can be
very valuable.

Often, we feel a need to stay in
control by avoiding upsetting or
difficult subjects. Keep in mind,
though, that strong feelings are
there anyway, and it may be that the
patient needs an opportunity now
and then to let go. Being there with a
caring approach will help.

Giving the person space to think,
but making sure they know you are
there to listen when they want to
talk, can be very helpful.

Getting information

Although most of the attention from
the medical staffis focused on the
patient, remember that you are an
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important part of the team. You can
ask questions about the things you
want to know.

Sometimes there are questions
the patient might not want to ask,
or to know the answer to. These
may be questions about what is
likely to happen, or what plans to
make. It may be difficult to ask these
questions in front of them. If the
patient has given their permission,
ask the doctor or nurse if it would
be possible to speak to them on
your own.

Of course, this can sometimes be
reversed, with the patient wanting to
ask questions that they are worried
might upset you. Try to discuss
things together before seeing the
doctor or nurse so you know which
questions you are going to ask.

Getting help

During treatment and recovery,
AL amyloidosis patients will not
be able to do as much as they did
before. You may find you have to
take on additional responsibilities
or do things you rarely did before.
Don't let yourself be overwhelmed
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by all this — healthcare professionals,
relatives, friends and many voluntary
organisations are there to help you.

Your GP can be a useful source of
information and support and can put
you in touch with services available
in your area such as District Nurses,
Marie Curie nurses, home helps

and counsellors.

Sometimes friends and relatives
may want to help but may not
understand the extent of what

you do as a carer or may feel that
offering help implies you are not
doing a good job. Though you may
find it difficult to ask for help, doing
so can make others feel useful and
reduce the demands on you.

Preparing food

Some of the side effects of

AL amyloidosis treatment can
affect an AL amyloidosis patient’s
appetite and even change their
sense of taste. If the person you
care for is experiencing side effects
due to their treatment, they may not
be able to eat some days or may

no longer enjoy meals they used

to love.
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Gently encourage them to eat but
don’t push them. Have pre-prepared
snacks to hand for when they feel
like eating. Fresh and dried fruit

and nuts, soups, breakfast cereals,
yoghurt, dips, sandwiches and raw
vegetables are easy to prepare

and store.

Looking after yourself

It can be easy to stop prioritising
your own needs as a carer. However,
it is vital that you take time for
yourself. Remember that you can’t
look after anyone else if you don’t
look after yourself.

Taking a break from caring can

help you think things through and
relieve stress and tiredness. Even
taking a few hours off during the day
occasionally and getting out of the
house can make a huge difference
to the way you feel and the amount
of energy you have. Try to do
something for you, however small,
every day.

See ifthere is a friend or neighbour
you can ask to spend time with
your family member or friend
occasionally, to give you the chance
to take some time out.
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It is also easy to feel that you have
to be positive all the time and hide
negative feelings from the person
you care for. Thinking positively
can help you face the challenges
of AL amyloidosis, but don't feel
that you have to be upbeat all the
time. Giving yourself a day off to feel
sad does not mean that you have
lost control or that you will not feel
positive again.

If you feel things are getting on top
of you, try to find the time to talk to
someone such as your GP, specialist
nurse or call the Myeloma UK
Infoline on 0800 980 3332.
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Tips for carers

& Let other people help

Dﬂ Learn about AL amyloidosis
and its treatment

@ Look after yourself — eat well,
get enough sleep, and visit
your GP if you need to

o>  Take a day or a few hours off
e
when you need to

& Ask your GP about nurse visits
at home

Make sure you know who you
can contact in an emergency

&
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Questions for your
doctor/healthcare team

It can be helpful to write your questions down and give a copy to
the doctor at the start of the consultation. You might want to carry
a piece of paper with you so you can make a note of questions as
they occur to you.

Some questions you may want to ask your doctor or healthcare team are
listed below. You can highlight the ones you want to ask.

® Which tests will | need to have?

® When will | get the results?

® Are my heart or my kidneys affected?

® Who will be my main point of contact at the hospital from now on?
® What are my treatment options?

® How long is my course of treatment likely to last?

® What kind of side effects might | have, and for how long?

® Will treatment affect my chances of having children in the future?
® How often should | have check-ups and blood tests?

® Will | receive any other treatments?

® How will I know if the AL amyloidosis has come back?
The Myeloma UK Patient Diary was designed for myeloma patients, but you
may find it useful as a place to record things like treatments and side effects. There is
also space for you to make a note of any questions you have for your healthcare team.
Order your free copy from Myeloma UK at myeloma.org.uk/publications
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Top ten tips for living with
AL amyloidosis

1

Call the Myeloma UK Infoline on 0800 980 3332 for
information and emotional support

Find out about AL amyloidosis and its treatment

Talk to other patients and families and share experiences

Keep your fluid intake steady and your salt intake
to a minimum

Keep a careful check on your weight

Be vigilant about infection

Ask for help and support

Think positively but allow yourself to have ‘off days’

O 00 NO G b  WON

Put aside time for rest and relaxation

10 Try to do something you enjoy every day
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Medical terms explained

Allogeneic stem cell transplant:
A procedure in which stem cells
from a compatible donor (usually

a sibling) are given to the patient
following high-dose chemotherapy.

Amyloid: An abnormal protein that
is deposited in tissues and organs.

Amyloidosis: A term for a group
of conditions where an abnormal
protein called amyloid is produced.

Anaemia: A condition in which the
amount of haemoglobin in the blood
or the number of red blood cells is
below the normal levels, causing
shortness of breath, weakness

and tiredness.

Anaesthetic: A type of drug used
to temporarily reduce or take away
sensation so that otherwise painful
procedures or surgery can be
performed. A general anaesthetic
makes the patient unconscious
and therefore unaware of what is
happening. A local anaesthetic
numbs the part of the body that
would otherwise feel pain.

Antibiotic: A type of drug used to
prevent or treat an infection caused
by bacteria.
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Antibodies (immunoglobulins):
Proteins found in the blood
produced by cells of the immune
system, called plasma cells. Their
function is to bind to substances
in the body that are recognised
as foreign, such as bacteria and
viruses, enabling other cells of the
immune system to destroy and
remove them.

Anti-emetic: A type of drug used
to prevent or minimise nausea
and vomiting.

Autologous stem cell transplant:
A procedure in which a patient’s
own stem cells are collected, stored
and then given back following
high-dose chemotherapy.

Autonomic neuropathy: A group
of symptoms caused by damage
to the nerves that supply the
internal organs.

Bendamustine: A chemotherapy
drug which is given as an
intravenous infusion. Also known
as bendamustine hydrochloride,
Levact® and Treanda®.

Biopsy: The removal of a sample
of living tissue for examination.
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Blood count: The number of red
blood cells, white blood cells and
platelets in a sample of blood.

Bone marrow: The soft, spongy
tissue in the centre of bones that
produces blood cells.

Bone marrow aspirate: A procedure
to remove a sample of fluid and
cells from the bone marrow for
examination and testing.

Bone marrow biopsy (trephine
biopsy): A procedure to remove
of a small sample of bone marrow
tissue (for examination under

a microscope).

Bortezomib (Velcade®):
A proteasome inhibitor which is
given as a subcutaneous injection.

Capsaicin cream: A cream which

is sometimes used to help relieve
neuropathic (nerve) pain in localised
areas of the skin.

Carfilzomib (Kyprolis®):
A proteasome inhibitor which is
given as an intravenous infusion.

Chemotherapy: A type of drug
intended to kill cancer cells.
Chemotherapy drugs can be
injected into a vein (intravenous or
IV) or swallowed as tablets (orally).
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Clinical trial: A research study

of new or existing treatment that
involves patients. Trials may be
designed to find better ways to
prevent, detect, diagnose, or treat
a condition or to answer specific
scientific questions.

Complementary therapy: A therapy
used alongside conventional
treatment, such as reflexology,
acupuncture or massage.

Computerised tomography (CT

or CAT scan): A scanning procedure
that uses X-rays and a computer to
create detailed images of the body.

Creatinine: A normal waste product
of muscle tissue breakdown which

is found in blood. Creatinine is
normally filtered through the kidneys
and excreted in urine.

cTnT (troponin) test: A test that
measures cTnT, a protein released
into the blood when heart muscle
is damaged.

Cyclophosphamide:
A chemotherapy drug which is given
orally or as an intravenous infusion.
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Daratumumab (Darzalex®):

A monoclonal antibody drug which
is given as an intravenous infusion
or subcutaneous injection.

Dexamethasone: A steroid
which is given orally or as an
intravenous infusion.

Dialysis: A procedure that removes
waste products from the blood,
performed when a patient’s kidneys
have stopped working.

Difference Free Light Chain (dFLC):
A measurement that calculates the
difference between the amounts of
normal and abnormal light chains

in the blood. This is one way of
reporting the results of the serum
free light chain assay. It can be used
to monitor the response to treatment.

Diuretic: A type of drug used to
promote the excretion of fluids

by increasing urine production.
Often used to treat oedema (water
retention) and high blood pressure.

Dominant organ: The organ that is
most affected by amyloid deposits.
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Echocardiogram (Echo):

A procedure that uses high
frequency sound waves (ultrasound)
to create images of the heart and
surrounding tissues.

Ejection fraction: The amount
of blood the heart pumps out each
time it beats.

Electrocardiogram (ECG): A test
used to detect and record the
electrical impulses that the heart
uses to make it beat.

Fatigue: A feeling of being
exceptionally tired, lethargic or
exhausted all or most of the time.
It does not result from activity or
exertion and is not relieved by rest
or sleep.

Free light chain: A light chain (part
of an antibody or immunoglobulin)
that is not attached to the rest of
the antibody.

Freelite®: A brand name for the
serum free light chain assay, a test
used to detect and measure the
type and amount of free light chains
in the blood.


https://myeloma.org.uk/amyloidosis

Glomerular filtration rate (eGFR):
A measure of how well the kidneys
are working by testing the amount
of creatinine in the blood.

Hickman® catheter/line: The brand
name for the catheter (tube) that is
inserted under the skin in the chest
into a large vein just above the heart.
It can be kept in for several months
and is used to administer treatments
and to take blood samples. Also
known as a central line and a central
venous access device.

High-dose therapy (HDT):
Treatment with high doses of
chemotherapy given intravenously,
usually via a central line or a PICC,
prior to patients receiving healthy
stem cells as part of the stem cell
transplantation procedure. Also
known as conditioning treatment.

Histone deacetylase (HDAC)
inhibitor: A type of drug used

to block the action of histone
deacetylase in myeloma cells,
preventing their growth and survival.

Myeloma

Immune system: The complex
group of cells, tissues and proteins
(including antibodies), that
protect the body against infection
and disease.

Immunoglobulins (antibodies):
Proteins found in the blood
produced by cells of the immune
system, called plasma cells. Their
function is to bind to substances

in the body that are recognised as
foreign, such as bacteria and viruses,
enabling other cells of the immune
system to destroy and remove them.

Immunomodulatory drug (IMiD):
A type of drug used to act on the
body’s immune system.

Immunotherapy: A type of
treatment that uses the patient’s
own immune system to attack the
abnormal plasma cells with a view
to killing them or stopping them
from growing.

Intravenous infusion: A slow ‘drip’
of drugs or fluids into a vein over
a set period of time.

Isatuximab (Sarclisa®):
A monoclonal antibody drug which
is given as an intravenous infusion.
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Ixazomib (Ninlaro®): A proteasome
inhibitor which is given orally.

Lenalidomide (Revlimid®):
An immunomodulatory drug which
is given orally.

Light chain: Part of an antibody
(orimmunoglobulin). An antibody
is made up of two heavy chains
and two light chains. There are
two types of light chain, kappa
and lambda.

Macroglossia: Enlargement
of the tongue.

Magnetic resonance imaging
(MRI): A scanning procedure

that involves a combination of
radio-waves, a powerful magnetic
field and a computer to produce
images of any organ or tissue within
the body. An MRI scan generates
very detailed cross-sectional images
of the area under investigation.

Melphalan: A chemotherapy
drug which is given orally
or intravenously.

Monoclonal antibody drug: A type
of synthetic drug that mimics the
actions of antibodies.
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Mucositis: Pain and inflammation
of the lining of the mouth and/or
gastrointestinal tract.

Myeloma (multiple myeloma):

A cancer of the bone marrow caused
by abnormal plasma cells which
results in bone damage, low blood
cell counts, increased infections and
kidney damage.

Nephrotic syndrome: An abnormal
condition of the kidney where the
kidney filtering system does not
function properly, causes fluid
retention and results in large
amounts of protein in the urine.

Non-steroidal anti-inflammatory
drug (NSAID): A type of drug used
to prevent or treat pain, which does
not contain steroids. Examples

are ibuprofen and diclofenac.
NSAIDs should not be used in

AL amyloidosis, because they can
worsen kidney damage.

NT-proBNP test: A test that
measures NT-proBNP levels and
shows whether a patient has heart
damage or failure.
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Oedema: The retention of
abnormally large amounts of fluid in
the body. This causes swelling in the
affected tissue.

Oral: By mouth.

Panobinostat (Farydak®): A histone
deacetylase inhibitor which is
given orally.

Paraprotein: An abnormal antibody
(immunoglobulin) sometimes
produced in AL amyloidosis.
Measurements of paraprotein in the
blood can be used to diagnose and
monitor the disease. Also known as
M protein.

Peripheral neuropathy: Damage

to the nerves that transmit signals
such as pain and touch, or that
sense our position and control
movement. Damage can cause pain,
tingling or altered sensation.

PICC (Peripherally Inserted Central
Catheter): A catheter (tube)
inserted into one of the large veins
of the arm (or leg) and threaded
into the vein until the end sits in a
large vein just above the heart. It

is used to administer treatments,
commonly chemotherapy.

Myeloma

Plasma cells: A type of white
blood cell that produce antibodies
(immunoglobulins) to fight infection.

Platelets: A type of blood cell
involved in blood clotting.

Pomalidomide (Imnovid®):
An immunomodulatory drug which
is given orally.

Prednisolone: A steroid given orally
or as a subcutaneous injection.

Proteasome: A type of cell structure
involved in the removal, breakdown
and recycling of damaged proteins
or those that are no longer needed
by the cell.

Proteasome inhibitor: A type

of drug which interferes with the
normal functioning of part of a cell
called the proteasome. Abnormal
plasma cells rely more heavily on
proteasomes than normal, healthy
cells; proteasomes inhibitors
therefore cause abnormal plasma
cells to die while leaving healthy
cells less affected.
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Quality of life: A term that refers to a
person’s level of comfort, enjoyment,
and ability to pursue daily activities.
It is a measure of an overall sense

of wellbeing.

Red blood cells: A type of blood
cell that transports oxygen around
the body.

Refractory: Disease that has
failed to respond to a treatment
or has stopped responding to
the treatment.

Relapse: The point where disease
returns or becomes more active
after a period of remission.

Remission: The period following
treatment when abnormal plasma
cells are not producing free light
chains, and treatment is not needed.

Renal failure: A condition in which
the kidneys lose the ability to
function properly.

Sepsis: A life-threatening
complication of an infection when
your immune system overreacts to
the infection and starts to damage
your own tissues and organs.
Sometimes called septicaemia

or blood poisoning.
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Serum Amyloid P component
(SAP) scan: A scanning procedure
that shows the distribution and
amount of amyloid in the body.

Serum Free Light Chain Assay:

A test used to detect and measure
the type and amount of free light
chains in the blood.

Side effects: Undesired effects
caused by a drug or treatment,
for example fatigue or nausea.

Stem cells: A type of cell from
which a variety of cells develop.
Haematopoietic stem cells give rise
to red blood cells, white blood cells
and platelets. They are harvested
for stem cell transplantation.

Stem cell transplant (SCT):

The infusion of healthy stem
cells into the body. This allows
the bone marrow to recover and
renew its blood-forming capacity
following the administration of
high-dose chemotherapy.

Steroid: A group of hormonal
substances produced by the body.
They are also produced synthetically
and used to treat many conditions.

Subcutaneous: Under the skin.
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Supportive treatment: Treatment
intended to relieve symptoms and
complications, or the side effects of
treatment, rather than treating the
underlying disease.

Thalidomide: An
immunomodulatory drug which is
given orally.

White blood cells: A type of blood
cell involved in the body’s immune
system, which help to fight infection
and disease.

Myeloma

Infoline: 0800 980 3332
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Appendix 1:
Blood test normal ranges

This table shows the normal ranges for blood tests you may have.
Results outside the normal range may indicate that something is wrong.

Explanation of units

x10°/L number of thousand million cells there are in a litre of blood
x10*%/L number of million million cells there are in a litre of blood
mg/L number of thousandths of a gram there are in a litre of blood
g/L number of grams there are in a litre of blood

mmol/L number of thousandths of a mole* in a litre of blood
mcmol/L number of millionths of a mole* there are in a litre of blood
*mole a standard measurement for the amount of any chemical

White cell count AT @sEEL o ERIE S el o

able to fight infections

Red cell count (men) 4.5-6.5 x10'%/L Red blood cells carry
haemoglobin, and a low cell

Red cell count (women) 3.9-5.6 x10'%/L count measures anaemia

Full blood
e Haemoglobin (men) 135-180 g/L A low haemoglobin level,
also called anaemia, can
Haemoglobin (women)  115-165 g/L cause fatigue
Platelets 150-450 x10%/L A low count makes you
bruise or bleed easily
Urea, Urea 2.5-7.8 mmol/L Measure of kidney function
electrolytes
and creatinine Creatinine 50-130 mcmol/L  Measure of kidney function
Proteins Albumin 35-50 g/L ik 190 !owered n
nephrotic syndrome
Kappa (k) light chain 3.3-19.4 mg/L
Free Raised levels and
light chains Lambda (M) light chain 5.71-26.3 mg/L  an abnormal ratio

in AL amyloidosis
Ratio (k to A) 0.26-1.65

The quantities per litre are calculated from the amount in a small sample (a few millilitres).
Each hospital laboratory has its own normal ranges so your results may not be considered
abnormal even if they are outside of the ranges here.
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Appendix 2:
Organ response

@elomaUK

This table shows what your doctor will be looking at to determine
whether the AL amyloidosis is improving or worsening (also called
progressing) in your organs.

Worsening
Improvement (also called progressing)

Kidneys

Heart

Liver

Nervous
system

At least a 30% reduction in 24-hour
urine protein or drop below 0.5 g/day
(if urine protein was greater than

0.5 g/day before treatment)

and

Less than 25% worsening of
estimated glomerular filtration rate
(eGFR)

NT-proBNP results show a response:
>30% and >300 ng/L decrease in
patients with baseline NT-proBNP
2650 ng/L

or

A decrease by at least 2 points in
NYHA classification in patients with
baseline NYHA class 3 or 4 (see
Appendix 3 on page 64)

At least a 50% improvement in
liver function tests (decrease in
abnormal alkaline phosphatase
value) and reduction in liver size
by at least 2 cm

Improvement in tests used to detect
nerve injury called electromyogram
or nerve conduction velocity

At least a 25% worsening of
estimated glomerular filtration rate
(eGFR)

NT-proBNP results show

a worsening/progress>30% and
>300 ng/L increase

or

Cardiac troponin (cTnT) results
increased by at least 33%

or

At least a 10% decrease in
ejection fraction

At least a 50% worsening in liver
function tests (increase in abnormal
alkaline phosphatase value)

Worsening in tests used to detect
nerve injury called electromyogram
or nerve conduction velocity
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Appendix 3:
NYHA* classification of cardiac
(heart) involvement

This table shows the criteria used to determine how the
AL amyloidosis is affecting the heart.

Class 1 No symptoms from ordinary activities

Some symptoms from ordinary activities — comfortable at

Class 2 rest or with mild exertion

Marked symptoms from ordinary activities - comfortable at

Class 3
rest only

Class 4 Confined to bed or chair, any activity causes discomfort

*New York Heart Association
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Useful organisations

Carers UK carersuk.org
0808 808 7777

Provides advice, information and support for carers.

Citizens Advice citizensadvice.org.uk

www.adviceni.net
England: 0800 144 8848 Wales: 0800 702 2020
Scotland: 0800 028 1456 Northern Ireland: 0800 915 4604

Offers advice about debt and consumer issues, benefits, housing, legal
matters and employment.

Mind mind.org.uk
0300 123 3393

Provides advice and support for anyone with mental health problems.
National Amyloidosis Centre (NAC) www.ucl.ac.uk/amyloidosis/
020 7433 2725 national-amyloidosis-centre
The NAC is the only centre in the UK specialising in amyloidosis. It is based at
the Royal Free Hospital in London, and is part of University College London.
NHS 111 Service nhs.uk/111
111

Call 111 when you need medical advice fast but it's not a 999 emergency.
NHS 111 is available 24 hours a day, 365 days a year.

Samaritans samaritans.org
116 123

Listening and support free, 24 hours a day, to anyone who’s struggling
to cope.
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We’re here for everything
a diagnosis brings

Myeloma UK is here with information and support to help you
and to connect you with others with shared experiences.

e X & &

e P o

Visit myeloma.org.uk, a one-stop-shop for information on
AL amyloidosis; with videos, news and articles to help you keep
up to date and live well with AL amyloidosis.

Call our Myeloma UK Infoline on 0800 980 3332 for practical advice,
emotional support and a listening ear.

Get answers to your questions by emailing our Myeloma UK
Information Specialists at AskTheNurse@myeloma.org.uk

Order or download our information booklets, which cover
all aspects of AL amyloidosis — call 0800 980 3332 or
visit myeloma.org.uk/publications

Learn about AL amyloidosis from experts at our Digital
Infoday Sessions.

Join a Support Group to meet other people living with
AL amyloidosis face to face or online.

Get matched up with a trained Peer Buddy for one-to-one support
from someone with direct experience of AL amyloidosis.

Chat and share experiences with others affected by AL amyloidosis,
including our peer volunteers, on the Discussion Forum.

EI ymyelomauk
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https://www.facebook.com/myelomauk/?locale=en_GB
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https://twitter.com/MyelomaUK

Myeloma

We need your help

Thanks to our generous supporters we are able to provide
information and support to patients and their families, as well as
fund vital research that will help patients live longer and with a
better quality of life.

Myeloma UK receives no government funding. We rely on fundraising
activities and donations.

You can support Myeloma UK by:

® Making a single donation or setting up a Direct Debit
Online at myeloma.org.uk/donate
Over the phone 0131 230 0429
Or by posting a cheque payable to Myeloma UK to:
Myeloma UK, 22 Logie Mill, Beaverbank Business Park, Edinburgh, EH7 4HG

® Fundraising - fundraising is a positive way of making a difference
and every pound raised helps. As AL amyloidosis is rare and relatively
unknown, fundraising is also a great way to raise awareness

® Leaving a gift in your will - legacies are an important source of income
for Myeloma UK and help us to continue providing practical support and
advice to AL amyloidosis patients and their families

However you decide to raise funds, our Fundraising Team is here
to support you. Contact us on 0131 230 0429 or email
fundraising@myeloma.org.uk
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Nobody ever forgets the moment they are
diagnosed. Myeloma UK advances the discovery of
effective treatments, with the aim of finding a cure.
That is what patients want, it’s what they deserve
and it’s what we do. , ’

Judy Dewinter - President, Myeloma UK

L

We appreciate your feedback. Please fill in a short online survey about our
patient information at myeloma.org.uk/pifeedback or email any comments to
patientinfo@myeloma.org.uk

For a list of references used to develop our resources, visit
myeloma.org.uk/references
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AL amyloidosis Infoguide:
AL amyloidosis: Your Essential Guide
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We're here for everything
a diagnosis brings
Get in touch to find out more about how we can support you

Call the Myeloma UK Infoline on
<~/ 0800 980 3332

Email Ask the Nurse at
b<d AskTheNurse@myeloma.org.uk

Visit our website at
& myeloma.org.uk
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