
Matters

Issue 4 Autumn 2013

AL amyloidosis

News from the National 
Amyloidosis Centre

Prof Sir Mark Pepys FRS, who
founded the University College
London Centre for Amyloidosis
and Acute Phase Proteins, which
includes the UK NHS National
Amyloidosis Centre, and who is
now the Director of the Wolfson
Drug Discovery Unit in the Centre,
has been working for the past 30
years to devise and develop new
treatments for amyloidosis. After
inventing and patenting new
approaches, development into an
actual medicine available for
patients is a very long, slow,
expensive and difficult process.
Very few such developments, less
than 5% of those that start, end
up in a licensed product and the
participation of major
pharmaceutical companies with
massive resources is almost
invariably necessary. It is therefore
very encouraging that in 2009,
GlaxoSmithKline, the UK’s largest
drug company, licensed Sir Mark’s

Welcome to the fourth issue of 
AL amyloidosis Matters. We have
dedicated the majority of this
issue to a special theme of
amyloidosis and the heart. This
includes an overview of cardiac
amyloidosis, an AL amyloidosis
patient case study of having a
pacemaker implanted and
information from the patient’s
cardiac doctor about what was
involved in this operation. We’d
be very interested to hear if you
have any suggestions for future
themed issues – please email:
sue.perkins@myeloma.org.uk

I hope that many of you will be
reading this newsletter at our
2013 AL amyloidosis Patient and
Family Infoday on 13 September
at the Institute of Physics. For
those of you who are unable to
attend the Infoday, slides will be
available after the event at
www.myeloma.org.uk/patient-
services/infodays/past-infodays

Best wishes

Eric Low
Chief Executive
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Working on new medicines for amyloidosis  

invention of a new therapeutic
approach for amyloidosis and is
developing it in very close
collaboration with his team at the
Wolfson Drug Discovery Unit. For
those interested in reading more:
Bodin, K., et al & Pepys, M.B.
(2010) Antibodies to human serum
amyloid P component eliminate
visceral amyloid deposits. Nature,
468: 93-97

AL amyloidosis Matters
For feedback, comments and
questions about AL amyloidosis
Matters contact Sue Perkins on
0131 557 3332 or email
sue.perkins@myeloma.org.uk.



2 l AL amyloidosis Matters AUTUMN 2013

SYMPTOMS 

Amyloid deposits in the heart can
cause it to become unusually stiff
and unable to function effectively.
The stiffness leads to an
accumulation of excess water and
salt in the body, reduces blood flow
through vital organs and causes a
low blood pressure. This can cause
some or all of the following
symptoms:
• Breathlessness, which, in the

early stages, may be apparent
with moderate exertion but later
occurs even with slight exertion
e.g. walking up an incline or
climbing stairs

• Swelling of the feet and ankles
• Tiredness
• Loss of appetite, weight loss,

nausea
• Difficulty in sleeping 
• Dizziness and blackouts

DIAGNOSIS

It may be difficult to diagnose
cardiac amyloidosis in the early
stages. This is because the
symptoms caused by cardiac
amyloidosis are very similar to
symptoms of much more common
causes of heart impairment such as
high blood pressure, kidney
disease, or a previous heart attack
or angina. Assessment of
amyloidosis in the heart needs many
different tests which require careful
and specialist interpretation. 

The SAP scan is unable to assess
amyloid deposits in the beating
heart. Diagnostic tests for cardiac
amyloidosis include

Al amyloidosis and the heart
Cardiac amyloidosis occurs when amyloid proteins are deposited in between the normal heart muscle
tissue, making it hard for the heart to work properly. Cardiac amyloidosis can also affect the electrical
system of the heart causing the heart beat to become irregular (arrhythmia). In this article, Jude Leitch,
Patient Information Specialist at Myeloma UK outlines the symptoms, diagnosis and treatment of cardiac
amyloidosis.

electrocardiograms (ECG, which
measure the electrical activity of 
the heart); echocardiography
(ultrasound images of the heart);
MRI (magnetic resonance imaging)
scans, DPD scans (involving
injection of a radiotracer followed 
by a 3D scan of your heart); and
blood tests which measure markers
of heart function. 

A biopsy of the heart muscle 
may be needed to confirm the
diagnosis. This is typically carried
out using a small catheter inserted
into a vein in the groin or neck 
that connects to the heart. This
procedure is only done by
cardiologists experienced in 
this technique. 

TREATMENT

If treatment for AL amyloidosis itself
– involving chemotherapy, steroids
and newer drugs such as Velcade®

and Revlimid® – is successful, the
build-up of new amyloid deposits in
the heart should be reduced or
stopped. Over time, some amyloid
deposits within the heart may begin
to disperse leading to improvement
in cardiac function. However, there
is often improvement in the function
of the heart even before any
breakdown of the deposits occurs
as the heart “adapts” to the effect
of the amyloid deposits.

A number of routine drugs for
treating heart failure like beta-
blockers (e.g. bisoprolol) or ACE
inhibitors (e.g. ramipril) may not
help (and may, in some cases,
worsen) cardiac amyloidosis. 

Diuretics (water tablets, such as
furosemide and spironolactone) are
the foundation of supportive
treatment for cardiac amyloidosis.
Diuretics remove excess salt and
water from the body into the urine.  

WHAT CAN I DO TO HELP MY
HEART?

Diuretic drugs encourage loss of
excess salt and water from the
body. Their effect can be
completely lost if your salt and
water intake is too high. Therefore,
reducing your salt intake and
limiting your fluid intake to around
1.5 litres per day is recommended.
Every litre of excess fluid retained
weighs around 1kg (2.2 pounds) so
weighing yourself regularly (weekly
or even daily) can be a good
indication of excess fluid, as can
swelling around the ankles (once
the ankles are obviously swollen
your weight is usually at least 3 – 4
kg above your ideal weight).

THE HEART IN
60 SECONDS

• Your heart is a pump that
keeps blood moving around
your body

• It delivers oxygen and
nutrients to all parts of your
body, and carries away
unwanted carbon dioxide and
waste products

• Each day, your heart beats
about 100,000 times and
pumps about 23,000 litres of
blood around your body
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Patient case study
Gary Mines talks about his cardiac problems
caused by his AL amyloidosis. Gary’s problems
with his heart included palpitations and feeling
faint and dizzy. He had a pacemaker fitted in
January 2013; the first patient with AL amyloidosis
at the Royal Liverpool Hospital to get one.

WHEN DID YOU START EXPERIENCING
PROBLEMS RELATED TO YOUR HEART?

About six months before I had my pacemaker
implanted. 

WHAT WAS INVOLVED IN HAVING YOUR
PACEMAKER IMPLANTED?

The operation is done under a local anaesthetic, so
that you are awake the whole time. The best way 
I can explain it is that the cardiac consultant who
performed the operation made an incision in my upper
chest on the left side and then connected the
pacemaker leads into my heart chambers. He then
connected these leads to the pacemaker unit. Overall
the operation took around two and a half hours. It was
very painful afterwards and for around six weeks after
the operation. 

WAS IT A DIFFICULT DECISION TO HAVE THE
OPERATION? 

To be honest I didn't have much of a choice. I was
having trouble with slow heart rhythms, bradycardia,
so it was decided I had to have the implant. I
discussed this with both my cardiac and AL
amyloidosis consultants who told me it would be for
the best. I was given leaflets explaining the operation,
but I would have liked to have spoken to someone
that had already had undergone this. Unfortunately,
this wasn’t possible. As my problems got worse, my
operation had to be performed quicker than expected
so I didn't have much time to really think about it.
Looking back, this was maybe a good thing. 

WHAT HAPPENED AFTER YOU HAD THE
OPERATION? 

The pacemaker was adjusted straight after the implant
was inserted. I then had problems with fast heart
beats, tachycardia and palpitations so it was adjusted
again six weeks after the operation. I also had various
problems with medication connected to my
pacemaker implant. The tablets prescribed made me
feel quite ill and I then had a second lot of medication

which gave me a terrible rash. Eventually my tablets
were changed to reduce the side-effects. I also attended
another course of cardiac rehabilitation after my
operation which helped with both my heart and my
muscle function.

WHAT ADVICE WOULD YOU GIVE OTHER
PATIENTS? 
This is a tricky question to answer. In my case I didn't
have much of a choice. If I could have chosen not to, I
would have preferred not to have the operation and
implant, because it has caused scarring and I don’t like
how the unit looks at the moment in my chest; as I am
of slim build, my pacemaker unit is very prominent. The
operation itself was quite painful and I did have
problems after it with the medication causing side-
effects. 

However, obviously I am glad overall that I had my
pacemaker implant as I’m still alive and the problems

Gary with his daughter Jessica
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with my heart have improved. My
cardiac consultant has said that I
can now have the pacemaker unit
moved to under my lower pectoral
muscle. However, this will involve a
major operation and being put to
sleep by a general anaesthetic. This
operation is a lot more involved
than my previous pacemaker
implant and will be painful
afterwards for a longer period. If I
do go ahead, I will still have the
same scarring, but hopefully the
unit will not be visible as it will be
under the muscle. 

WHAT ADVICE HAS YOUR
CONSULTANT GIVEN YOU?

The advice I’ve been given about
cardiac amyloid has focused on
making changes to my diet. I saw a

Dr Jason Pyatt, Gary’s consultant cardiologist at Royal Liverpool Hospital has been employed at Royal
Liverpool and Broadgreen University Hospitals NHS Trust since 2003. He qualified in medicine from
University of Manchester and trained in cardiology within Liverpool region. His main areas of interest are
heart failure and implantable cardiac devices including implanting pacemakers. He spoke to us about what
Gary’s operation involved. 

Healthcare professional case study

DO YOU HAVE MANY AL AMYLOIDOSIS PATIENTS
WITH CARDIAC AMYLOID ON YOUR CASELOAD?

Currently there’s only one patient which is Gary with
AL amyloidosis but I do also see patients with other
types of cardiac amyloid. For all types care is shared
between my clinic and the National Amyloidosis Centre
in London. This is very important because amyloidosis
is fairly rare and care can be complicated. In
cardiology we do seem to be more aware of cardiac
amyloid than previously.

WHY DID GARY NEED A PACEMAKER?

Gary had a slow heart beat that occurred intermittently
and was causing him symptoms of dizziness.
Monitoring of his heartbeat by an ECG as an
outpatient revealed times when the normal conduction
through his heart was impaired and this correlated with

the dizzy spells. This type of rhythm disturbance is a
recognised indication to have a permanent pacemaker
implanted as it only gets worse with time and can
cause blackouts and heart failure if untreated.

WHAT DID THE OPERATION INVOLVE?

A permanent pacemaker can usually be implanted as 
a daycase operation under a local anaesthetic and 
mild intravenous sedation. It takes approximately 45 –
60 mins to complete and is considered a low risk
operation with a risk of complication of only a few
percent. A 4 – 5cm incision is made beneath the left or
right collarbone, a small subcutaneous pocket for the
device fashioned and the leads or wires positioned in
the heart using X-rays. Once inserted, patients can’t
tell the difference between their own natural heart beat
and the pacemaker’s generated one.

dietician who recommended that I
eat a low salt diet and restrict my
fluid intake. They also told me to try
to keep fit.

WHAT ELSE HAS HELPED YOU?
I also attended two courses of
cardiac rehabilitation classes at
Broadgreen Hospital after my
chemotherapy treatment. These
classes are led by a team of cardiac
physiotherapists and cardiac
nurses. The classes are very useful
in that they help you gain the
confidence to start exercising again
and help you to get back to some
sort of fitness. They cater for all
sorts of people and all different
ages. They are held over an eight
week period and you attend once 
a week. 

Patient case study

Where the pacemaker unit 
is placed in Gary’s chest
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ANY QUESTIONS ABOUT CARDIAC AMYLOIDOSIS?  Visit www.myeloma.org.uk/amyloidosis 
or call our Myeloma UK Infoline on 0800 980 3332 or 1800 937 773 from Ireland 

HOW OFTEN DO PATIENTS WITH AL
AMYLOIDOSIS HAVE THIS TYPE OF HEART
PROBLEM?

The real incidence of cardiac rhythm disturbances in
amyloidosis is uncertain. More often, in AL
amyloidosis, the rhythm disturbances lead to a fast
heart rate. In such cases, if there is a serious
disturbance of the heart rhythm, an implantable
defibrillator device is used which can deliver a small
shock to get the heart back into normal rhythm. Less
commonly, the heart rate can become slow or
irregularly slow, such as happened with Gary, in which
case a pacemaker is more appropriate. 

The decision on whether a pacemaker or implantable
defibrillator device is needed depends on the
individual patient assessment. Although we implant
pacemakers regularly and have been doing so for
some years, Gary is the first AL amyloidosis patient
I’ve had to implant a permanent pacemaker into.

News&Notes
TREATMENT 

Stem cell transplantation may be more effective in AL amyloidosis
than myeloma  

Results of a recent retrospective analysis conducted at the Mayo Clinic in 
the US indicate that AL amyloidosis patients may benefit more from stem cell
transplantation than myeloma patients. Specifically, the researchers found that 
more AL amyloidosis patients achieved a complete response, compared to
myeloma patients (40% versus 29%, respectively). Overall survival was also
superior in AL amyloidosis patients (9.4 years versus 5 years, respectively). 
The researchers hypothesise that despite both being plasma cell disorders, 
the biology of AL amyloidosis and myeloma is very different. 

DIAGNOSIS
Detecting cardiac AL amyloidosis using amyloid imaging  

Currently there is no non-invasive test available for definitive diagnosis of
cardiac AL amyloidosis. First-of-its-kind research published in The Journal 
of Nuclear Medicine has demonstrated that positron emission tomography 
(PET) with a ‘tracer’ called 11C-PIB – that binds specifically to amyloid
deposits – allows them to be visualised in the heart. “Imaging with 11C-PIB
provides a non-invasive and specific means of showing distribution of amyloid
in an organ. This gives a unique opportunity to follow and monitor therapy, as
amyloid deposits in the heart should decrease with successful therapy” said 
the lead author of the study.   



It all began in March 2003 when
aged 55, I noticed a lumpy feeling
around my upper right back teeth.
My dentist checked for abnormalities
but found nothing and referral to a
maxillo-facial consultant led no-
where. As well as the lumpiness, I
had a powerful salty taste in the
saliva flowing from my upper palate.
My consultant said it was because of
stress, and advised physiotherapy as
my jaw was rather stiff. My
physiotherapist observed abnormal
hard lumps in my right cheek, which
I now know was a marker. Three
months later my maxillo-facial
consultant could not suggest what
these could be or a need to
investigate further. 

After a cinema visit that December,
Patrick noticed that I had two
enormous racoon-like deep purple
bruises encircling my eyes. In
December 2004, after more “eye
episodes” my GP referred me to a
consultant haematologist “just in
case”. 

I saw Dr Bell at Poole Hospital in
January 2005. From my GP’s referral
letter about the bruising and the
photo I took along showing my
racoon eyes, he explained that I
presented with a classic symptom of
AL amyloidosis. He told me I would
need to have a blood test, but in the
meantime not to search the internet
because I would scare myself.
Ignoring this advice, I went online. I
was aghast at the severity and
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incurability of AL amyloidosis. I didn’t
understand much of the terminology,
so put it to the back of my mind as
Dr Bell had said it was unlikely that I
had the rare disease and it affected
older people.

My blood test result showed that my
free light chains were elevated,
which confirmed a diagnosis of AL
amyloidosis. A bone marrow biopsy
followed, but ruled out other serious
blood disorders. 

Haematologist, Dr Jack explained
everything to me and Patrick. He
said I would be referred to the
National Amyloidosis Centre (NAC) in
London where I would have another
blood test, echocardiogram,
electrocardiogram and special SAP
scan. The latter was the only scan in
the world which could detect where
masses of amyloid had deposited in
the major organs. He explained what
amyloid was, what was meant by
free light chains and the damage
that amyloid could do to organ
structure and function. I understood
little, was dazed and devastated. He
said I was very lucky, because until
about five years before my
diagnosis, no treatment had existed
for AL amyloidosis whereas now
there was more hope.

Patrick broke the news to our family
who found it hard to take in,
grappling with trying to understand
the disease and what was
happening to their strong and
healthy Mum. In an effort to turn

negatives into positives, they all
participated in challenging sporting
fundraising activities for AL
amyloidosis research.

To our great relief, my scan at the
NAC proved there was no amyloid
involvement in my organs. Dr Offer
diagnosed MGUS (monoclonal
gammopathy of uncertain
significance). So far not serious, but
as my abnormal protein was
associated with systemic AL
amyloiodosis there could be a
potentially serious outcome. I
explained my unpleasant mouth
symptoms and he recommended a
head/neck CT scan and mouth
biopsy. My maxillo-facial consultant
agreed to the scan, but as no
abnormality was found he refused to
do a biopsy. I re-emphasised the
debilitating continuing salty taste in
my palate; again to no avail. 

In 2007 a very large lump on my
upper arm was investigated by
ultrasound and diagnosed as
unusual lipoma. 

By 2008, the salty taste had become
so overbearing that I had to retire.
The arm lump had also increased in
size. During another CT scan, a
conscientious radiologist read my file
and noted my amyloidosis diagnosis.
She informed the general consultant
that the rather large hard lump could
be amyloid. A biopsy confirmed this
as did biopsies of other lumps in my
breasts. I had further multiple lumps
all over my upper body but none

Patient
experience

Patricia Pinchin lives in Poole, with husband Patrick. She has a son, daughter and two young grandsons.
She was working in her dream job as a Modern Languages’ Consultant for Dorset Education Authority
when she was diagnosed with AL amyloidosis and had to give up working. Here Patricia tells her story.

10 years of amyloid mouth misery 
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was troublesome. However, the ones
in the sub-mandibular glands could
apparently be associated with the
salty taste. A different maxillo-facial
consultant at Poole thought amyloid
had infiltrated my salivary glands
changing the ph in the saliva and
making it taste salty. He added that
nothing could be done about it.
Although the last two investigations
at the NAC still showed no organ
involvement, blood test results were
continuing to identify systemic AL
amyloidosis. 

Dr Jack decided that treatment was
necessary to lower the excess of
amyloid producing free light chains
and hopefully amyloid regression
would eventually follow. In 2008 I
started a three month course of
dexamethasone, but it had no
significant effect. In 2009, I
proceeded to four cycles of CTD,
but stopped the thalidomide after a
rash during the first cycle. Again, no
clonal response. 

On my next visit to the NAC, 
Dr Wechaleker, noting that my
abnormal protein was IgM (the same
as for lymphoma), prescribed
chemotherapy R-CVP (rituximab,
cyclophosphamide, vincristine,
prednisolone). His diagnosis was

Patricia with her grandson Wilf

nodular cutaneous amyloidosis
(amyloid in the skin/soft tissue). Back
at Poole, Dr Jack explained that he
would have to make a special
application to the NHS Trust for me
to have R-CVP. Unbelievably, it was
available only for lymphoma patients.
His first request failed, but thanks to
his dogged efforts backed up by a
weighty letter from Dr Wechaleker,
the treatment was finally granted. I
had eight cycles with a good clonal
response. Three years later my free
light chains are just above normal.
However, new amyloid nodules
continue to deposit and those in my
mouth are particularly troublesome.
More chemotherapy has now been
proposed to try and halt further
deposition.

Chemotherapy worsened the already
powerful salty taste in my mouth and
nothing could quench my permanent
thirst. Multiple amyloid lumps lined
my cheeks and lips and I often had
painful ulcers on my tongue. I
decided to try and find a maxillo-
facial consultant who could help me
and scoured the UK during the next
18 months consulting nine, including
two London professors. All in vain.
Amyloid was risky to remove
surgically because of its vascular
nature. They said I was lucky not to

have macroglossia (amyloid swelling 
in the tongue). 

The NAC said that amyloid in the soft
tissue rarely changes over time. So I
was now in despair because I knew
it unlikely that my mouth would get
better. Whilst I was thankful that my
variant of AL amyloidosis was not
life-threatening and my
chemotherapy treatment had
produced a partial response, it had
robbed me of life as I knew it. Activity
and conversation worsened my
symptoms so normal relationships,
social activities, travel, cycling,
holidays, everything I loved, became
things of the past. My hard to endure
symptoms are not understood so
no-one can empathise. My doctors
are sympathetic, but with my light
chains stable and my disease non-
life threatening I am of little concern.

The most distressing aspect has
been the impact of the powerful
throbbing salty taste which causes
so much discomfort. Nerve damage
is thought to be the cause of this.
Management by drugs for
neuropathic disorders provides
minimal relief. They leave me fazed
and often give me blurred vision
though the sedative effects enable
me to sleep. My teeth decay
repeatedly because of amyloid
blocking the normal flow of
protective saliva. Chatting with family
and friends is of necessity reduced,
with a heart breaking emotional
effect. However, I can’t cry otherwise
deep purple bruises encircle my
eyes. I can’t be the wife and mother I
used to be, nor the fun, active and
avid story telling Nana to my
grandsons I had always hoped to be. 

However, I remain optimistic that the
anti-amyloid drug undergoing NAC
clinical studies may become a reality
and work for me. In the meantime, 
my occupations have become
uncharacteristically sedentary and
solitary. Battling the relentlessly hard 
to endure mouth symptoms is an
isolating daily struggle. I try to stay
cheerful and positive for the sake of
my cherished family and live my life 
as best I can. 



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 
0131 557 3332 or email
fundraising@myeloma.org.uk

Jo Jerden was diagnosed with 
AL amyloidosis in February 2012.
Since her diagnosis many of her
family and friends have pledged
support to try and raise the profile
of the condition and funds for
further research. 
It is because of this that on 
26 September 2013 four of Jo’s
colleagues (and one of their
partners) will be undertaking the
gruelling, but scenic, ride from
London to Paris to raise further
funding towards amyloidosis
research and, more specifically, the

Cover Slipper Fund. Nick Jones,
Tim Godden, Paul Brown and
Simon Greenhalgh will be trading 
in their desks for four days and 279
miles of pedalling. 
The Cover Slipper Fund was set 
up following Jo’s diagnosis of
amyloidosis in 2012, and with the
help of family, friends and
colleagues undertaking mountain
climbing challenges, hosting tea
parties and the likes they have so
far raised £10,000 of the £23,000
target for the fund. They want to
help provide the National

Amyloidosis Centre with a much
needed piece of equipment called 
a Coverslipper Machine which will
help the histologists to prepare both
clinical and research slides. 
Jo said, “I am totally in awe of the
challenge these guys are
undertaking, they have put in many
hours of hard training even while
they have been on their family
holidays.” It would be great if you
could offer words of encouragement
and show your support for the team
by visiting www.justgiving.com/
Joanna-Jerden-CoverSlipperFund. 

London to
Paris for 
amyloidosis

Myeloma UK Broughton House, 31 Dunedin Street, Edinburgh EH7 4JG   Tel: 0131 557 3332
Email: myelomauk@myeloma.org.uk   www.myeloma.org.uk/amyloidosis   Charity No. SC 026116

Brass band make music for Myeloma UK
Three years ago, 61 year old David
Rogers was diagnosed with AL
amyloidosis.
David’s wife, Frances, and their
son, Michael, play in Clifton and
Lightcliffe Brass Band and they
organised a major concert in
Huddersfield Town Hall in July to
raise money for Myeloma UK. 
Frances – a retired nurse and health
visitor – said: “As a nurse I had
heard of myeloma but had never
heard of AL amyloidosis until David
was diagnosed with a low grade
myeloma and an aggressive form of
AL amyloidosis.”

“Myeloma UK was extremely
supportive in the beginning and
continues to be so. As they don’t
receive any government funding I
wanted to do something to help
support them so they are able to
continue their work and also to
raise awareness of both myeloma
and AL amyloidosis.”
The fundraising concert featured
Clifton and Lightcliffe Brass Band
along with members from Halifax
Amateur Operatic Society who
performed medleys from popular
musicals and Roger Davies, a local
singer songwriter whose

performance included Huddersfield
Town and Brighouse on a Saturday
Night from his compositions about
the local area. Everyone performed
for free and the night raised an
incredible £2,500.
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