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Welcome to the third issue of 
AL amyloidosis Matters. We had 
a fantastic response to our request 
in the last newsletter for patient,
family and carer stories. Thank 
you to everyone who contacted 
us about their experience of AL
amyloidosis. We’ll be featuring 
your stories in future issues.

Don’t forget that you can also ask
for a particular topic to be covered
in the newsletter by emailing
sue.perkins@myeloma.org.uk. 

I can now confirm that our 2013 
AL amyloidosis Infoday will be held
on Friday 13 September at the
Institute of Physics in London from
9.30am – 4.30pm. 

We hope that as many of you 
as possible attend to hear the
latest in treatment and
management of AL amyloidosis
from a panel of leading experts. 
To book a place call Nicola on 
+44 (0)131 557 3332 or email
nicola.ewart@myeloma.org.uk.

I look forward to seeing those 
of you who can attend the
Infoday.

Best wishes
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DIAGNOSTICS 

New test for the diagnosis and monitoring of AL amyloidosis 
Results presented at the 14th International Myeloma Workshop in April this year
demonstrated mixed results for a new test for measuring the free light chain level
in AL amyloidosis. In an Australian analysis the N-Latex™ assay was deemed to
have a significantly lower sensitivity to kappa light chains than the established
Freelite™ assay. However, the lamba light chain sensitivity was similar in both tests.
Further analysis is needed.   

TREATMENT

Velcade® benefits newly diagnosed AL amyloidosis patients  
The addition of Velcade (bortezomib) to melphalan and dexamethasone can
improve responses in newly diagnosed AL amyloidosis patients. Results presented
at the 14th International Myeloma Workshop in April this year showed that patients
treated with Velcade, melphalan and dexamethasone had a greater reduction in
free light chains and were more likely to have a complete or very good response
after 6 months, to those treated with melphalan and dexamethasone alone. Data
from Phase III clinical studies is needed to better define the role of Velcade in this
patient group. 

TREATMENT 

Kyprolis® (carfilzomib) in treatment of AL amyloidosis 
Onyx Pharmaceuticals has begun a Phase I dose finding study to determine the
maximum tolerated and safe dose of Kyprolis in patients who have received at
least one prior treatment for their AL amyloidosis. The study is being carried out in
the US but will have applicability to the future use of Kyprolis in the treatment of 
AL amyloidosis in the UK. 

INFORMATION AND SUPPORT

AL amyloidosis Infoday
The annual UK Patient and Family AL amyloidosis Infoday will take place on 
13 September 2013 at the Institute of Physics in London. Invited speakers will
provide updates on the latest developments in treatment and care, current and
future clinical studies in which AL amyloidosis patients can take part and a
patient’s experience of living with AL amyloidosis. Book your place by calling
Nicola on +44 (0)131 557 3332 or emailing nicola.ewart@myeloma.org.uk. 

TREATMENT

Possible new approach for future treatment of AL amyloidosis 
A Phase I dose finding study of a drug called NEOD001 has opened in the US.
NEOD001 is a monoclonal antibody that specifically targets the amyloid that
accumulates in both AL and AA forms of amyloidosis. The study will evaluate the
safety and tolerability of NEOD001 in patients with AL amyloidosis and determine a
recommended dose for testing in Phase II studies. If proven safe and effective in
clinical studies, NEOD001 has the potential to represent a completely new way of
treating AL amyloidosis. 

News&Notes
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Medicalmatters
AL AMYLOIDOSIS AND 
THE SAP SCAN

The SAP scan is carried out at the National Amyloidosis Centre (NAC) in London, and is performed routinely in all
patients who are referred to the NAC for evaluation of AL amyloidosis. The SAP scan is able to show where amyloid
deposits are present within the body and which organs are affected.

WHAT IS SAP?

Serum amyloid P component (SAP)
is a normal protein found in the
blood that binds to amyloid
deposits in proportion to the
amount of amyloid present.

HOW DOES THE SAP SCAN
WORK?

A small amount of SAP is tagged
with a radioactive iodine tracer and
is injected into a vein. The tagged
SAP then binds to amyloid
deposited within the organs of the
body. A gamma camera is used 6 –
24 hours after the injection to take
images which show the amyloid
deposits that are tagged with SAP.
This highlights the amount and
distribution of amyloid within the
body.

The scanner is an open device on
which patients lie, fully clothed for
about 40 minutes.

It is not necessary to avoid any
food, drinks, or medications before
the scan. The SAP scan is
particularly useful to identify amyloid
deposits in the liver, spleen,
kidneys, bones or soft tissues.
Organs, such as the gastrointestinal
tract and heart cannot be assessed
reliably by the SAP scan. It is still
important, however, to scan

ANY QUESTIONS?
Call our Myeloma UK Infoline
on 0800 980 3332 or
1800 937 773 from Ireland
www.myeloma.org.uk/amyloidosis

patients who have known or
suspected amyloid in their
gastrointestinal tract or heart in
order to look for amyloid deposits in
other organs.

WHY IS THE SAP SCAN USED?

The SAP scan can show the
distribution and amount of amyloid
within the body without the need for
invasive biopsies. Most patients
with AL amyloidosis have at least
some amyloid in more than one
organ, even when those organs
appear to be functioning normally.
This allows for appropriate tailoring
of treatment to avoid unnecessary
toxicity.

In addition to providing an overview
of all amyloid deposits within the
body, the SAP scan is key to
monitor changes in the amount of
amyloid and response to treatment
over months and years. 

The SAP scan may be repeated
every 6 – 12 months to monitor the
amount and location of the amyloid
deposits and therefore help guide
the need for ongoing treatment.
Through the use of the SAP scan it
has been found that amyloid
deposits often decrease and
disperse when the underlying
plasma cell disease is controlled 

by treatment and this is usually
accompanied by an improvement 
in general health.

DOES THE SAP SCAN HAVE ANY
RISKS?

The amount of radiation is similar to
that of a routine X-ray and much
less than the radiation in a routine
staging CT scan. The radiation
dose to the thyroid gland is further
reduced by administering
potassium iodide before the
procedure. The SAP protein used in
the scanning process has been
purified from healthy blood donors
and has been tested and treated,
as all donated blood products are,
to minimise any risk of infection or
contamination.

IN SUMMARY 

Doctors at the NAC have
performed over 8,000 SAP scans
since the test was devised in 1987.
This has greatly improved their
understanding of amyloidosis and
has encouraged a much more
effective approach to its treatment.

Jude Leitch, Patient Information Specialist
Myeloma UK
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WHAT FIRST INTERESTED YOU
ABOUT AMYLOIDOSIS?

I learned about amyloidosis as a
rare and very poorly understood
disease when I was a medical
student (1962 – 8) and junior doctor
in training (1968 – 70). However, I
had no special interest in it then or
when I was doing my research
training in immunology (1970 – 3).
In 1974 I started research on C
reactive protein and serendipitously
discovered a closely related blood
protein which I identified in 1976 –
7 as serum amyloid P component
(SAP), a universal constituent of all
amyloid deposits. I have worked on
SAP and amyloidosis ever since, as
well as other things.

WE’RE AWARE THAT
AMYLOIDOSIS COVERS A
RANGE OF DIFFERENT
DISEASES BUT 
WE ARE SPECIFICALLY
INTERESTED IN AL
AMYLOIDOSIS, CAN YOU TELL
US MORE ABOUT THE
RELATIONSHIP BETWEEN 
AL AMYLOIDOSIS AND
MYELOMA?

AL amyloidosis (A for Amyloid and L
for Light chain) is caused by
deposition in the tissues of
monoclonal immunoglobulin light

chains aggregated into amyloid
fibrils. Immunoglobulins are the
proteins which function as
antibodies to defend us against
infectious diseases. Each
immunoglobulin molecule consists
of four components: two smaller
light chains and two larger heavy
chains. These are made and
assembled into intact whole
immunoglobulins within plasma
cells in the bone marrow.

Myeloma is a cancer of plasma
cells in which one single original cell
multiplies out of control and
damages the bones. Myeloma cells
usually produce large amounts of
both whole immunoglobulins of a
single type (called a monoclonal
protein) and also greatly increased
amounts of the light and heavy
chains which together compose
monoclonal proteins. The abnormal
myeloma proteins can cause a
variety of damaging effects which
contribute to myeloma. 

In about 15% of all patients with
myeloma, free light chains readily
clump together in the tissues and
form insoluble abnormal fibrous
structures, which are the amyloid
fibrils. Their deposition damages
the body’s organs and causes AL
amyloidosis.

HOW HAVE DEVELOPMENTS IN
THE TREATMENT OF MYELOMA
HELPED WITH THE TREATMENT
OF AL AMYLOIDOSIS?

AL amyloidosis most commonly
occurs when there is abnormal free
light chain production by plasma
cells which are not actually
cancerous. However, the
increasingly effective medicines
recently developed to kill cancerous
myeloma cells also kill the plasma
cells which cause AL amyloidosis in
patients without myeloma. The only
currently available treatments for AL
amyloidosis are the drugs and other
approaches used to treat myeloma.
The rapid improvement in their
efficacy in myeloma has yielded
corresponding benefits in all AL
patients.

WHAT RESEARCH AND
DEVELOPMENTS HAVE YOU
BEEN INVOLVED WITH OR ARE
AWARE OF SPECIFICALLY
TARGETING THE UNIQUE
ASPECTS OF AL AMYLOIDOSIS
PATIENTS?

There are currently many trials in
progress in AL amyloidosis, in the
UK and abroad, looking at new
drugs and comparing different
treatment regimens. These are
coupled with the use of increasingly

In this article Prof Sir Mark Pepys FRS, founder of the
National Amyloidosis Centre (NAC) and current Director 
of the Wolfson Drug Discovery Unit at University College
London, talks about his interest in AL amyloidosis. 
Prof Sir Mark Pepys is a clinician scientist whose research
since 1975 has transformed the diagnosis and treatment of
AL amyloidosis patients.

LEADING
VOICES
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sophisticated classification and
staging of patients to ensure they
can receive the optimal, individually
tailored treatment. There has been 
a steady improvement of patient
outcomes but AL amyloidosis
remains a very serious condition 
and a major unmet medical need.

WHAT ARE THE MAJOR
BARRIERS TO RESEARCH AND
DEVELOPMENT IN RARE
DISEASES SUCH AS AL
AMYLOIDOSIS?

There tends to be less research on
rare diseases, with fewer people
working on them, although funding
for scientific work is usually
available for the best researchers.
The problem is that drug
development – bringing new
medicines all the way from an
original idea to an actual
prescribable commercial medicine –
is a very slow, extremely expensive
process with very low chances of
success. This previously meant that
no large pharmaceutical companies

were interested in rare diseases.
Recently there has been a
revolutionary change and all the big
companies are now very enthusiastic
about drug discovery and
development for rare conditions. 
A wonderful example is the Wolfson
Drug Discovery Unit’s collaboration
with GlaxoSmithKline to develop two
of the novel treatments of
amyloidosis which I have invented.

WHAT CAN MYELOMA UK DO TO
HELP ADDRESS THESE
BARRIERS?

Myeloma UK public and patient
awareness programmes are very
valuable. First in helping individuals
and carers to understand and cope
with their disease. Second, in
creating awareness and thus
maintaining pressure on research
funders, industry, government and
society generally to solve problems
of unmet medical need. Myeloma
UK funding support for research can
also make critical contributions to
the process.

DEFINITIONS
• Amyloid – abnormally clumped

protein which can form in the
body and cause disease

• Amyloid deposits – abnormal
lumps of protein in the tissues
and organs of the body

• Amyloid fibrils – the protein
clumps of amyloid are
microscopic string-like fibres
called fibrils. In AL amyloidosis
the fibrils are formed from
immunoglobulin light chains
produced by plasma cells in the
bone marrow 

• Bone marrow – the tissue within
the hollow centres of the bones.
It contains the cells that divide to
produce red and white blood
cells and platelets, It also
contains the plasma cells which
make the antibody proteins

called immunoglobulins and
which cause myeloma and AL
amyloidosis when they get out 
of control

• C-reactive protein (CRP) – a
protein made by the liver and
found in the blood. Levels of
CRP rise in response to
inflammation

• Deposition – the build up of
amyloid deposits in organs and
tissues

• Immunoglobulins – the proteins
which are antibodies. They are
produced by specialised bone
marrow cells (plasma cells) to
fight infection and disease.
Immunoglobulins are made up of
heavy and light chains

• Insoluble – impossible to
dissolve. Most proteins are
soluble like transparent runny

liquid raw egg white. In amyloid
the proteins become solid and
hard like hard boiled egg white

• Monoclonal – cells all derived by
division of a single original cell,
and proteins derived from the
daughter cells of a single original
parent cell

• Plasma cells – the bone marrow
cells, also present in the spleen
and lymph nodes, which produce
the antibody proteins called
immunoglobulins

• Protein – large molecules which
are one of the major components
of all living creatures, responsible
for most structures and functions
of life

• Serum amyloid P component
(SAP) – a normal protein found in
the blood which binds to amyloid
fibrils

GIVEN THAT TWENTY YEARS 
AGO AL AMYLOIDOSIS WAS
UNTREATABLE, WHAT DO YOU
THINK TREATMENT FOR AL
AMYLOIDOSIS WILL LOOK LIKE 
IN TWENTY YEARS’ TIME?

There will, I hope, be steady
incremental progress in the
efficacy and tolerability of
chemotherapy regimens to kill the
abnormal plasma cells. However,
since so many patients are only
diagnosed when they already
have advanced disease with
substantial amyloid deposits in
major organs, it is essential to
develop treatments which directly
attack the deposits and eliminate
them. There are several different
approaches to this goal which are
currently in development,
including our own combination of
a small molecule drug and an
antibody. I very much hope that
this and/or other amyloid
elimination treatment is widely
available in the future. 
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When I visited my GP in March 2007, he took a blood
test and told me to go straight to the hospital as he
thought something was seriously wrong with me. I went
directly to my local hospital where I spent three weeks
as an inpatient. They were unable to find what was
causing me to be so ill, so I was transferred to the
Royal Liverpool Hospital where consultants performed a
kidney biopsy and told me they where 90% certain 
I had AL amyloidosis. They then performed a bone
marrow biopsy which confirmed it was definitely 
AL amyloidosis. 

I was devastated and felt like my whole world was at an
end. My wife, Joanne, and I just couldn’t understand it,
and the same two questions
kept going round and round
in our heads, How did I get
this serious condition? And,
why me?  

I had great difficulty in telling
my family, as I knew so little
about this condition myself.
Eventually Joanne told them and they were all equally
as devastated. Many of them searched the internet for
any information they could get about AL amyloidosis.

The Royal Liverpool Hospital sent me to the National
Amyloidosis Centre (NAC) where I had a lot of tests and
examinations done and it was decided I should start
chemotherapy treatment as soon as possible. I was put
onto VAD (Velcade®, adriamycin and dexamethasone)
around June 2007. This is a tablet and pump system
that pumps the drugs straight into your heart. I only
lasted a few days on this before having a fit and
collapsing at home.  

I was readmitted to hospital and the NAC decided to
change my regime to CTD (cyclophosphamide,
thalidomide and dexamethasone), which is an oral
(tablet form) combination treatment. I was on this for
three months and had many side-effects, such as
constantly feeling unwell, sickness, fatigue, no energy,
pain in my legs and nerve tingling in both arms and

6 l AL amyloidosis Matters SUMMER 2013

hands. I also felt constantly depressed and found it
difficult to cope. However, after three months my light
chains had returned to a normal level and the NAC
said that I’d had a 92% response to the treatment.
They were pleased with this and no further treatment
was necessary.  

I then had three years in remission before relapsing in
October 2010. The NAC had found that my lambda
light chain had begun to rise significantly. I was started
on another form of chemotherapy in November 2010,
which was CVD (cyclophosphamide, Velcade and
dexamethasone). I was on this regime for four months,
having four cycles. At the end of this treatment I was

told that I had achieved a
near complete response. 

I witnessed all the same
side-effects as with the
previous treatment, but also
had very sore veins in my
hands and arms and even
worse leg pains than before.

As with all chemotherapy treatment my immune
system was very low and I was prone to picking up
infection. I twice had pneumonia and was admitted 
to hospital on both occasions.  

After each of my treatments I was put on a cardiac
rehabilitation course to help with my heart and to get
my muscle functions back to some sort of normality. 

My life style changed dramatically after getting AL
amyloidosis. In the past I had played lots of football
and squash, and was into walking and mountain
climbing, but I was unable to do any sports and found
it difficult to walk up steep inclines without getting out
of breath. The cardiac rehab is very useful and has
helped me to get some normality back into my life, so 
I would recommend this to anyone that hasn’t tried it.  

I have also had to make a few dietary changes. I’m
now on a low salt and low potassium diet and also
have to watch my fluid intake to a certain extent, so 
no more wild nights out…

Patient
experience
In March 2007, at the age of 44, Gary Mines was feeling generally unwell and was getting terribly out 
of breath walking and carrying out every day activities. After several tests, he was diagnosed with AL
amyloidosis. Here he describes his experience of the condition and its treatment.

IT IS DIFFICULT TO TRY NOT TO
THINK WHAT IS GOING TO HAPPEN
TO YOU IN THE FUTURE, BUT WE
MUST ALL BELIEVE AND HOPE
THAT A CURE WILL BE FOUND.”
“
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Last May I started playing 5-a-side football again, and
as a team we raised money for Myeloma UK.

I have now been in remission again for two years. The
only problem I’ve had recently was with my heart. It
kept having spells where it would beat slowly when I
was at rest and at other times I would have
palpitations, feel feint and dizzy.

It was recommended by the Royal Liverpool Hospital
that I have a pacemaker implanted, which was done in
January this year. 

My consultant said it was the first case they had done
where the patient has had cardiac amyloid. Although it
was a very painful operation and long healing process, 
I did feel better for a short while. Unfortunately, I then
suffered from ectopic heartbeats and tachycardia and
was admitted to the heart emergency centre on a few
occasions. Over the following few months the
pacemaker implant was adjusted and I have tried
different medications to assist with any irregular
heartbeats. At present, all seems OK.

Having AL amyloidosis can make me feel very
depressed at times and it also makes me very irritable
and short tempered.  

Most people ask how I cope with having this condition.

That is a very difficult question to answer, but I
suppose you just have to get on with it. Joanne is
absolutely brilliant and gives me all the support I could
ever need. Whenever I get depressed she always
manages to pick me up and keep me going. As does
my three year old daughter, Jessica, who constantly
keeps me on my toes and my mind off being ill. 

AL amyloidosis can be a very lonely condition, so you
need all the support you can get. It is very difficult for
others to understand as there is so little you can
explain easily to them and they cannot feel exactly
what you are going through or feeling. The best
philosophy is the old cliché ‘to take one day at a time’
as obviously there are good days and bad days.  

It is difficult to try not to think what is going to happen
to you in the future, but we must all believe and hope
that a cure will be found, or something to help get rid
of the amyloid that is present in our bodies.  

My advice to other patients would be to get all the help
and support you can. Keep in contact with the NAC as
they are the experts and visit the Myeloma UK website
as it has a wealth of information about AL amyloidosis
and treatments for the condition. Take one day at a
time, and never give up hope.

Gary with his wife Joanne 
and daughter Jessica
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Fundraising news

If you are interested in raising
money for AL amyloidosis
research or the support and
information services provided 
by Myeloma UK, call our
Fundraising Team on 
+44 (0)131 557 3332 or email
fundraising@myeloma.org.uk

14 April – the Brighton Marathon.
The big day at last! Phew, what an
experience it was – so many
emotions flooding my mind and
sensations invading my body – from
euphoria to despair, from adrenalin
fuelled energy to deep agonising
pain! I had quite enjoyed the miles
of tough training and other
endurance building activities and
my determination to complete the
marathon and raise as much as
possible for the Amyloidosis
Research Fund had never faltered. 

I completed my last long run of 
22 miles one month before the
marathon. That inspired
confidence. However, just three
weeks before the day, I began to
feel knee pain. My physiotherapist’s
treatment and encouragement
helped me. He advised swimming
and lots of painful stretching
exercises with a foam roller. I knew
the marathon was the ultimate
challenge, especially with my knee
problem, but didn't expect what
was to come. 

By 10 miles out it was aching and
by 13 miles it was hurting. At 16
miles I was in pain and came to a
standstill. “No way can I finish” I

said to myself in despair. Physically,
I wasn’t fit to go on. How do I
explain this to all my generous
sponsors? Huh! Not being one to
give up, I thought to myself, “right,
let's try hobbling!” Not the best way
to run a marathon but my aim
wasn’t to record a fast time but to
cross the finish line and I had to find
a way. So, hobble I did, up to 20
miles. I've never felt such agonising
pain. I could hardly bend my knee
and move forward. Then I thought,
“why not try moving sideways?”
Hey presto it worked! Still in slight
discomfort, I was able to keep
going. At 23 miles the seven hour
challenge from a friend came into
my mind and there was more
money for amyloidosis research at
stake. I looked at my time 5 hrs
30mins. Yes, I could still do it!

I remembered physio Barry’s last
words, “whatever you do, don’t
allow anyone in fancy dress to
overtake you!” Now here I was with
a rhino running past me… Barry
must have put a curse on that rhino
because at 24 miles the costume
disintegrated and fell off its owner.
Eureka! That stopped him in his
tracks and I managed to overtake
my horned, thick skinned rival. With

the crowds cheering behind me,
they could see that I was in pain.
No disguising that. Determination
not to let my loyal sponsors down, 
I managed to jog slowly sideways
like a crab and finish in 6hrs 12
mins. 

My marathon agony lasted just over
six hours, but my wife Cheryl has 
to live with AL amyloidosis
constantly and it’s relentless, so
that's why I did this. I needed to
show my gratitude to the NAC for
the wonderful work they do for my
dear Cheryl and others. This was
my toughest fundraiser yet and an
experience I shall never forget!

A huge thank you to all my
sponsors. I have so far raised
£2,700 for UCL’s Amyloidosis
Research Fund. It would be great to
reach £3,000 by closure of the fund
in July: www.justgiving.com/
Martin-Bolton-Smith

Overtaken by a rhino 
at 23 miles in the
Brighton Marathon

Myeloma UK Broughton House, 31 Dunedin Street, Edinburgh EH7 4JG   Tel: +44 (0)131 557 3332
Email: myelomauk@myeloma.org.uk   www.myeloma.org.uk/amyloidosis   Charity No. SC 026116

Since his wife Cheryl was diagnosed with AL amyloidosis, Martin
Bolton-Smith has been fundraising for the NAC and raising 
awareness of AL amyloidosis. In his latest fundraising venture, he
took on the Brighton Marathon and here he tells his story of the day.
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