Helping people affected by Guillain-Barré syndrome,
CIDP & associated inflammatory neuropathies

CIDP and the
chronic variants

Helpline: 0800 374803 (UK) 1800 806152 (ROI)
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This guide has been written for patients who have been told that they may have
CIDP (chronic inflammatory demyelinating poly[radiculo]neuropathy) or an
associated chronic inflammatory neuropathy, and for their relatives and friends. It
aims to explain accurately and honestly what CIDP and other chronic variants are,
and hopefully will answer some of the questions you may have. If you do not
understand or are worried by any of the information offered here, do ask your
doctor or specialist to explain.
What is CIDP?
 'chronic' refers to the gradual course of the illness
 'inflammatory' means there is strong evidence that it is inflammation that
causes the nerve damage
 'demyelinating' means that the damage is primarily to the insulating myelin
sheaths around the nerve fibres
 'poly' means many
 'radiculo' means (nerve) root (the point of origin of the nerves from the spinal
cord)
 'neuro' means nerve
 'opathy' means disease
 so together “poly-radiculo-neuro-pathy” means a disease of multiple nerves
and their roots – although ‘radiculo' is sometimes omitted
CIDP is a rare disease of the peripheral nervous system which affects about 500
people in the UK at any one time. It has a number of different forms which vary in
severity. It is often difficult to diagnose and it may take some time to be referred to
a specialist who recognises the pattern of disease and starts appropriate treatment.
It is not an inherited disease and it is very rare for more than one member of a
family to get the condition. There is no evidence that you can catch CIDP from
anyone else and it is not infectious in that sense. Nor is it a ‘nervous’ or psychiatric
disease. It can start at any age and is slightly more common in men than women.
No-one is sure what causes CIDP. Quite a few patients are aware of an initial
infection that triggered the disease. It is possible that vaccinations may trigger the
disease although this does seem to be a very low risk with current vaccines.
(GAIN has advice on the safety of vaccinations in CIDP which tries to clear up this
very confusing area.)
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Over the last few years the understanding of CIDP has increased and it is now
believed that CIDP is the name given to a chronic disease of the peripheral nerves
that reflects a number of different ways in which nerves can be damaged. Probably
the most common is a disorder in which the immune system attacks the outer
insulating nerve layer leading to weakness and altered sensation that comes on
rather slowly, often over a few months. Weakness is usually the most prominent
complaint and can occasionally be so severe as to confine patients to a chair or
bed.
Variants of the disease can occur in which the weakness pursues a relapsing
course rather than being slowly progressive and some patients develop only
sensory symptoms. These variants are named chronic relapsing CIDP and sensory
CIDP, according to the pattern of the disease. There is also a sub-acute form of the
disease known as sub-acute CIDP.
There are patients in whom the CIDP is associated with abnormal proteins
(paraproteins) in the blood (CIDP with paraproteinaemia). A very closely allied
disorder which is probably a variant of CIDP is called multifocal motor neuropathy
(MMN). This condition is characterised by block of electrical conduction along the
peripheral motor nerves. This disorder can sometimes be mistaken for motor
neurone disease but usually responds very well to immunoglobulin treatment.
Another variant of CIDP is called multifocal acquired demyelinating sensory and
motor neuropathy (MADSAM). This disorder is usually asymmetrical and worse in
the arms but is very similar to CIDP in symptoms and response to treatment. Full
details of the variants can be read later in this guide.
Since we do not completely understand the cause of the disease it is possible that
some of these forms might be different stages of the same process. It is probably
more likely that the mechanisms of nerve damage are different in the different
forms of the disease.
Some patients only have a single ‘bout’ of CIDP lasting for several months or
years, after which spontaneous recovery may be made. Others have many bouts
between which spontaneous remission and recovery occurs. After each bout
patients may be left with some residual numbness and weakness and sometimes
discomfort. For many this will not seriously interfere with their lives, and they are
able to continue with or resume their normal occupation. However, a very small
number are left severely disabled and may be dependent on a wheelchair or even
bed bound. There are only a very unfortunate few for whom the disease continues
to progress without remission.
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Symptoms
The severity of CIDP is extremely variable and the symptoms experienced vary
considerably between patients. Initial symptoms may be vague and confusing to
both the patient and the doctor. Subjective symptoms such as fatigue and sensory
disturbance are difficult to communicate.
Early symptoms usually include either tingling (pins and needles) or loss of feeling
(numbness) beginning in the toes and fingers, or weakness, so that legs feel heavy
and wooden, arms feel limp and hands cannot grip or turn things properly. Arms
and legs are usually affected together. These symptoms may remain mild and
result in only minor disruption of the patent’s normal life. Alternatively they may
become progressive and gradually worse over a period of several weeks, months
or even years — sometimes but very rarely, to the extent that the patient is bed
bound with profound weakness of the arms.
CIDP usually presents with both weakness and sensory symptoms. Occasionally
patients have only sensory symptoms. Prickling and tingling sensations in the
extremities are common and may be painful. Aching pain in the muscles also
occurs. Tendon reflexes are usually lost. Tremor of the hands can sometimes
occur. Sometimes patients may develop weakness of the voice or face, but this is
usually mild compared with the symptoms in the arms and legs. Breathing and
swallowing are only very rarely affected.
Diagnosis
CIDP can be difficult to diagnose as there is no single, conclusive diagnostic test
for it. The symptoms are often vague and can be produced by a number of different
conditions. Therefore a long period of time may elapse before a diagnosis of CIDP
is made.
A diagnosis of CIDP requires the following:





Weakness of at least two limbs;
Complete or partial loss of tendon reflexes;
Progression or relapse eight weeks or more after initial disease onset;
Evidence of myelin damage in the peripheral nerves from nerve conduction
studies.

CIDP is closely related to Guillain-Barré syndrome (GBS), which is also due to
inflammation of the peripheral nerves. Symptoms experienced by patients are
similar, but GBS is a more acute condition in which symptoms appear rapidly over
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a period of days or a few weeks. GBS patients usually make a spontaneous
recovery over a period of weeks or months.
CIDP is a chronic condition and is only distinguished from GBS by virtue of its
pattern of progression. In GBS the low point is reached within four weeks whereas
in CIDP the initial progressive phase lasts longer, usually much longer.
Some patients with CIDP develop weakness acutely in much the same way as
patients with GBS but instead of stabilising and then improving they go on to get
worse for several months. This slowly progressive course points to the real
diagnosis of CIDP.
A diagnosis of CIDP is usually made on clinical grounds but with evidence from
nerve conduction studies of demyelinating neuropathy. Examination of the
cerebrospinal fluid (lumbar puncture) can help with the diagnosis by demonstrating
a raised protein level. It is also important to rule out other diseases that can cause
demyelinating neuropathy. Examination of other family members may be necessary
to completely rule out an inherited neuropathy. The history will pay particular
attention to possible toxins or drugs that could cause neuropathy of which
amiodarone is probably the most likely to cause diagnostic difficulty. Other
diseases such as diabetes, arthritis or hepatitis will be important as will alcohol
intake.
Nerve Conduction Studies
This test, sometimes called an EMG (electromyogram), consists of stimulating the
peripheral nerves with a small electrical current in order to assess the speed with
which electric impulses can pass down the nerve. This usually results in a sharp jolt
of the muscle concerned. A reduction in this speed can suggest damage to the
myelin insulating material that ensures nerves conduct electricity quickly. Some
people find this test uncomfortable but it is quite harmless and cannot damage the
nerves.
Lumbar Puncture
A lumbar puncture consists of lying on one side bent double as much as possible in
order to open up the spaces between the vertebrae. A doctor then inserts a very
fine needle under local anaesthetic into the sac that holds the spinal fluid. This
procedure is very similar to an epidural.
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Magnetic Resonance Scan
MRI scans are now widespread in medicine and consist of using a very strong
magnet to take a picture of the nerves and brain. In CIDP an MRI scan is frequently
employed to rule out compression of nerve roots by slipped discs. As with all MRI
scans the procedure is harmless but does involve lying in a tunnel within the
scanner which some people dislike.
Nerve Biopsy
Sometimes a nerve biopsy is needed to be certain of the diagnosis. This is
performed under a local anaesthetic which is injected into the foot behind the ankle.
A small sensory nerve is removed for examination under the microscope. The
procedure does not hurt but there will be a small numb patch on the side of the foot
once the nerve has been removed.
What is going on?
The function of the brain is to interpret
sensations and initiate movements and other
responses. This activity depends on a
complex communication system of nerves
running to every part of the body via the spinal
cord. Each nerve in this communication
system can be compared to an electric cable.
The inner part of the nerve, the axon, is made
of conductive tissue and carries messages or
impulses throughout the body like the wires in
an electric cable. The axon is surrounded by a
layer of fatty substance, the myelin sheath,
like the insulating cover on a cable. The
myelin helps the conduction of messages
along the nerves as well as insulating and
protecting the nerve.

The peripheral nervous system
The peripheral nerves connect the brain and spinal cord with the
rest of the body. Some of the names of the individual peripheral
nerves or groups of nerves are given in the diagram.

The symptoms of CIDP are due to
inflammation and damage to the peripheral
nerves and their roots. The peripheral nerves
connect the central nervous system to the skin
and muscle. CIDP is probably an auto-immune
disease, ie one in which the immune system
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attacks its own body. In CIDP both sensory and motor nerves are usually involved
but in rarer types of the disease either just motor or just sensory nerves are
involved. Drug treatment in CIDP is designed to suppress the over enthusiastic
immune process. Research is continuing into the underlying causes and
mechanisms of the disease.
Treatment
Treatment of CIDP is usually very effective with about 80% of new cases having a
dramatic response to therapy. Although some patients go into a long term
remission after a short course of treatment, many require long term treatment of
one from or another. Drug treatments are generally thought to work by suppressing
the autoimmune response. This in turn reduces the disabling symptoms of the
disease. Examples are steroids, immunosuppressive drugs, plasma exchange and
intravenous immunoglobulin. Some patients respond to one method of treatment
and not to others. There are only a very unfortunate few who cannot be helped by
any of these treatments. Suppressing the immune response cannot be undertaken
lightly because it can increase the risk of infections. The decision whether to try
these treatments has to be tailored by the doctor to the individual needs of each
patient. However, it may be reassuring to know that treatments are available, that
demyelinated nerves can repair themselves, and that some patients get better
without treatment.
Steroids
Controlled trials have demonstrated that steroids are beneficial in CIDP. A wide
range of dosage schedules has been used but it is not clear which is best. There is
no doubt that most patients will improve with steroids but unfortunately if high
doses are required many patients will experience some side effects. Many of these
are minor but patients can develop osteoporosis (thinning of the bones), cataracts,
diabetes, hypertension (raised blood pressure) weight gain and muscle weakness.
Many neurologists like to combine steroid therapy with a “steroid sparing drug”
designed to suppress the immune system and allow a lower dose of steroids to be
used. A number of these drugs are available and include azathioprine,
methotrexate, cyclosporin, mycophenolate and cyclophosphamide. These drugs all
collectively can suppress the white cell count and therefore have to be carefully
monitored by regular blood tests and some require tests of breathing or kidney
function. The use of these drugs carries the theoretical side effect of increased risk
of developing cancer, but in practice this increase risk is very small.
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Plasma Exchange
Plasma exchange involves the patient being connected to a machine which can
separate the blood cells from the fluid or plasma. In an on-line process, blood is
continuously taken from the patient, separated, the plasma is discarded, the blood
cells are mixed with clean plasma and returned to the patient (the process is not
unlike that used in kidney dialysis). At each session about two to three litres of
plasma are exchanged. This process is not painful but can be tiring and may take
several hours. Plasma exchange is usually performed two to three times a week for
two weeks. The effect of the treatment usually only lasts for a few weeks and
therefore it needs to be combined with something else or repeated regularly. There
are some problems with getting the lines into patients with poor veins and bleeding
or infection can occur at the sites of the line insertion.
Intravenous Immunoglobulin
Intravenous immunoglobulin (IVIg) has become a common treatment for CIDP and
its effectiveness is supported by clinical trials. It has been used in many thousands
of patients throughout the world for at least a decade. The infusion contains many
thousands of antibodies derived from healthy donors and the exact way it works is
not known. One way it may work is by preventing damaging antibodies in the blood
stream from binding to their target, but there are almost certainly a number of other
beneficial effects.
As it is derived from a blood product, IVIg can cause allergic reactions such as skin
rash or fever. Serious reactions are very rare but the treatment is usually monitored
in hospital. It is given by a slow infusion into a vein in the arm and a typical course
of treatment would involve five days of infusion lasting a few hours each day. Some
patients are able to tolerate a higher dose or more rapid infusion and can have
treatment given on one or two days.
With any blood product there is a slight risk of transmitting a new infection such as
Creutzfeld Jakob disease (CJD). For this reason blood for immunoglobulin is not
obtained from British donors but from areas of the world where Mad Cow Disease
(BSE) is very rare. No conclusive evidence exists that immunoglobulin could
transmit CJD but every precaution is being taken to reduce any possible risk to an
absolute minimum.
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Subcutaneous Immunoglobulin
Subcutaneous immunoglobulin (SCIg) has been developed more recently than
IVIG. With SCIg, immunoglobulin is delivered by a needle into the fatty tissues
under the skin, where it enters the circulation slowly over a few days. There isn’t
much room under the skin, so the dose of immunoglobulin given is smaller than
with IVIg. For this reason, SCIg is usually given every week. Nearly everybody on
SCIg learns how to have treatment at home, with each session lasting up to
about two hours.
Physiotherapy and Occupational Therapy
Physiotherapy and occupational therapy both have an important role to play in the
assessment and management of CIDP. They help to maximise a patient’s physical
potential, particularly where weakness is the predominant problem.
The aims of physiotherapy are to:
 maximise muscle strength and minimise muscle wastage by exercise using
strengthening techniques;
 minimise the development of contractures (or stiffness) around joints (a
physiotherapist can advise on passive stretching techniques to help maintain
full range movement at joints);
 facilitate mobility and function; sometimes, if muscles are very weak, function
can be improved by the use of splints and supports;
 provide a physical assessment of muscle strength, which plays an important
part in assessing response to treatment and in planning future management.
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Chronic Variants
Paraproteinaemic demyelinating neuropathy (PDN) is sometimes described as:
 chronic demyelinating neuropathy associated with a benign paraprotein;
 CIDP associated with paraprotein;
 CIDP with paraproteinaemia.
Antibody-producing bone marrow cells go out of control and produce large
numbers of the same antibody. The antibody (or immunoglobulin) sometimes
damages nerve fibres causing a peripheral neuropathy. Some doctors regard the
clinical, electrophysiological and pathological features of the demyelinating
paraproteinaemic neuropathies and of CIDP as closely similar and almost
indistinguishable.
These neuropathies are usually late-onset in terms of age and are mixed motor and
sensory, although the severity of sensory loss tends to be greater compared with
CIDP. So there is usually more pain but less severe weakness and impairment.
Most patients respond to corticosteroids, cytotoxic drugs, or plasma exchange.
Multifocal motor neuropathy (MMN) is sometimes thought of as a rare variant of
CIDP. However, there are differences that are more prominent than the similarities.
MMN patients commonly have asymmetric weakness of the distal (far) muscles,
while in CIDP, proximal (near) symmetric weakness is more common. The remitting
and relapsing course that may occur in CIDP is uncommon in MMN. Patients with
MMN rarely have significant sensory symptoms, unlike CIDP. Increased protein
level in the cerebrospinal fluid of MMN patients is rare. Treatment with IVIg or
cyclophosphamide is usually effective.
Lewis-Sumner syndrome is also known as MADSAM — multifocal acquired
demyelinating sensory and motor neuropathy. It is a chronic condition with
similarities to multifocal motor neuropathy but with enough differences, especially in
treatment, to have acquired its own definition. Some report it to be an assymetrical
variant of CIDP. MMN and MADSAM respond to IVIg. Some MADSAM sufferers
respond to prednisolone whilst most MMN sufferers do not.
Chronic axonal neuropathies are common, particularly as a result of diabetes or
alcoholism. However, the medical literature does report cases of immune-mediated
chronic axonal neuropathy though there are suggestions that this is a secondary
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result of myelin damage that ultimately appears to be the primary cause of the
condition.
Sub-acute inflammatory demyelinating polyradiculoneuropathy (SIDP)
GBS is defined when the nadir (worst point) occurs within four weeks of first
symptoms. Usually it is much less. CIDP is defined when the nadir comes after
eight weeks. Usually it takes much longer. An illness peaking after four weeks but
before eight weeks may be called subacute and will be treated as CIDP or GBS
depending on which it best resembles.
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Living with a Chronic Condition
Anxiety
In the early stages of CIDP or other chronic variant, especially before diagnosis,
when symptoms are getting progressively worse, many people feel extremely
frightened. What have I got? How bad is this going to get? These feelings are quite
normal and should be understood by all those around you — family, friends and
medical staff. Usually this anxiety diminishes after diagnosis when you understand
more about the condition, treatment options have been explained and treatment
may have been initiated. Some people find it helpful to be in touch with other
sufferers and can access facebook via the website www.gaincharity.org.uk.
Information can also be obtained from the website.
Attitude to life
Depression is also a problem for many sufferers. Those who have previously led
very active and busy lives find it very difficult to adapt to new circumstances. Some
people feel that life has been unfair (Why me?). Some people lose hope that things
will ever be any better. These problems can seem overwhelming especially when
you are physically weak and feeling fatigued. All these feelings are understandable.
It usually helps to talk about them.
It is important to be as positive as possible about everything. Our emotional state
plays a large part in our health and although norms of life may have to change for a
while, the majority of patients can expect a good quality of life.
Modification of one’s lifestyle may be necessary but it is better to emphasise
strengths, undertaking what can be achieved rather than failing to achieve the
impossible. It is a natural reaction to become frustrated but the acceptance and
understanding of the problem is more than half the battle. Addressing the problems
can be seen as bringing a new challenge. Being positive can take a lot of effort,
determination and even courage and can be helped by a similar attitude in those
that support and help you.
Coping with uncertainty
CIDP may follow a pattern of relapses and remissions or a more gradual increase
in symptoms. During a relapse new symptoms occur or old symptoms which had
previously subsided may recur. Relapses can last for several months and may be
relatively slight or quite severe. A remission occurs when the symptoms
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experienced during the relapse disappear either partially or completely over a
period of time which may last weeks, months or even years.
CIDP does not always have these patterns of being ‘better’ or ‘worse’; sometimes
symptoms can gradually increase over a period of many years and it may be
difficult to identify ‘better’ or ‘worse’ times.
It is impossible to predict with certainty how CIDP is going to affect an individual in
the future. The pattern of relapses and remissions varies greatly from person to
person. A period of relapse can be very disturbing and frightening but many people
make a good recovery. Coping with this uncertainty is one of the most difficult
aspects of ‘living with CIDP’. You should try and accept this variability without
getting too worried about it.
You and your family and friends
A diagnosis of a chronic condition with an uncertain prognosis may well place a
strain on family and other relationships. You may find it difficult to accept help when
you need it, or your family and friends may feel that they cannot give help or
become overprotective toward you. It is difficult to carry on family life as if nothing
has happened. Everyone concerned may have to take on new roles. If you and
your family and friends are able to speak openly and honestly with each other you
will probably find that you are able to help each other through difficult times with the
result that the bonds are strengthened.
Instinctively children are aware that something is wrong and that you are worried. It
is important that their questions are answered as and when they occur. Older
children can become surprisingly mature and a source of strength. Trying to keep
your problems to yourself will not spare them any anxiety.
For carers and friends
For carers looking after someone with a chronic condition, life can be very difficult.
Carers must balance the needs of the sufferer with those of other family members,
whilst at the same time keeping ‘normal’ life going for themselves — maintaining a
job and looking after the family home. Many carers feel frustrated at not being able
to ‘do’ more to make a loved one better. It can feel as if the condition has taken
over the whole family. Most carers find it important sometimes to take time out for
themselves. A great deal of patience and understanding is required from everyone.

CIDP & associated chronic variants - P a g e | 13

For friends of a sufferer there are a lot of practical things you can do to help — help
with housework, shopping, etc, help with transport to and from hospital and doctor’s
appointments, help with children, taking them to school, etc, — the list is endless. It
is also important to ‘be there’ to allow your friend to talk about their fears and
frustrations. However the most important thing is to remember that, although what
they can do may have changed, at least temporarily, inwardly a sufferer is still the
same person as before.
You and your doctor
It is important to build a good relationship with your doctors, both GP and specialist.
Because of the rarity of the illness, many doctors will not have encountered it
before. The symptoms are difficult to describe and may not be taken seriously at
first. Each case is different, and relapses, if they occur, may bring new symptoms
and problems. Because of the variability in severity and progression of the disease,
the doctor will not be able to give you a definite prognosis.
Although there is not one single overall treatment, there is much that your doctor
can do to help. Each person responds in different ways to different treatments. A
period of experimentation with different treatment regimes is likely to be necessary
in order to discover the regime which is most appropriate for you. When a relapse
occurs this can be a period of great anxiety. It helps enormously to know that your
doctors are familiar with your condition and know what is the most appropriate
treatment for you.
What you can do to help yourself
You should follow as healthy a lifestyle as possible. This will help to prevent other
illnesses and infections which have been shown to trigger relapses.
A nutritionally balanced diet will ensure you are getting all the vitamins and
minerals you require. There is no evidence of any special dietary requirements. It is
sensible to keep your weight down, since more weight is more difficult for weak
legs to carry.
Regular exercise is important for overall health and should be taken according to
individual limits and capabilities. Over exertion causes fatigue. However a little
regular exercise will help to minimise muscle wastage and give you a good feeling
of well-being. Any form of exercise that you enjoy and can comfortably follow will
prove beneficial. Ask your physiotherapist to show you.
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Adequate rest periods are essential to avoid fatigue. Stress and tension may irritate
the symptoms and therefore relaxation will allow you to unwind and ‘recharge’.
Some patients find it useful to record their progress in a diary so that they can
discuss changes of treatment in the light of their recent progress. Others find that
this can increase their anxiety about the disease and is counter productive.

Original text by Eileen Evers and Professor Richard Hughes.
2016 Edition. Revised by Dr Simon Rinaldi.
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