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GUIDE

Childhood GBS

This series of guidesis produced by the Guillain-Barré Syndrome Support Group. We are a
registered charity that supports those affected by the Guillain-Barré syndrome (GBS) and related
conditionsin the United Kingdom and the Republic of Ireland. The related conditionsinclude
chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) and Miller Fisher syndrome
(MFS).

Our guidesare easily downloaded from our Web site at www.ghs.org.uk in PDF format and may
be both read and printed using free Adobe Reader software. Alternatively, you can request printed
copies from our office.

For information and support, ring our helpline on 0800 374 803

In the Republic of Ireland, call 0044 1529 415278

Introduction

This document isdesigned to help carers of children who have Guillain-Barré syndrome (GBS).
By reading thisyou should have an idea of what isinvolved with the condition and how it may
affect your child. However, it isimportant to remember that thisisaguideonly and every child
isdifferent. If thereisanything you do not understand, pleasetalk to your doctor. He or she will
awaysdo hisor her very best to help.

Incidentally, another name you may hear in relation to GBSis acuteinflammatory demyelinating
poly[radiculo* | neuropathy (AIDP). Several other similar termsare occasionally used.

We have aso produced some special Web pages for children that explain the iliness to child
sufferersand their siblingsand friends at or Web site at www.ghs.org.uk.

Definition

Guillain-Barré syndrome isan uncommon condition that occursin people of all ages. However,
of all the peripheral neuropathiesin children, it isnow one of the commonest. It affectsaround

*’Radiculo’ s sometimes omitted.



1in 100,000 children in the UK every year. Itisacondition that affects the nerve sheaths, but
does not usually affect the brain or the spinal cord. The nerves become stripped of their outer
insulating coat (called myelin) — this meansthat the nerve cannot conduct messages so quickly
and occasionally not at all. Wedo not completely understand why this happens; it isan area of
ongoing research.

However itisgenerally accepted that GBSisan autoimmune condition most commonly triggered
by a passing previous infection which stimulates the body’s immune system into forming
antibodieswhich mistakenly attack the myelin nerve sheaths. Eventually thenervesareableto
recover.

Clinical course

GBSusualy occursaround two weeks after arespiratory (eg acold or ‘flu) or agastro-intestinal
(eg diarrhoeaor vomiting) infection. Morerarely it may follow other infections such as chicken
pox. Wedo not know why it affects a particular person as more often than not the whole family
has had theinfection but usually only one personwill goonto get GBS. Furthermore, the person
affected will not necessarily have been the most unwell with theinitial illness.

The typical pattern of development isagradual onset of symmetrical weakness starting in the
feet and sometimes hands and slowly spreading upwards. Although the main problem iswith
weakness, another featureis cramping muscle pain and back ache in many children.

Along with the weakness of the arms and legs, the nerves of the head and neck may be affected
producing facial weakness with loss of facial expression. There may be difficulty moving the
eyes, swallowing and talking. Speech may take on anasal quality. Hearing, however, israrely
involved. Weakness may also progress to involve the muscles of breathing requiring extra
assistance (seelater). Some children haveinvolvement of their autonomic system (blood pressure,
heart rhythm, bladder, bowels and temperature control). Thiscomplication islesscommonin
children than adultswith GBS. Some children have pain in their muscles (usually arms and/or
legs) described as shooting or cramping in nature. Unfortunately the pain can be quite
uncomfortable, however there are somevery good medicines available.

Despite, sometimes, severe weakness and tiredness, your child is conscious and needsto betold
what ishappening and will bereassured by familiar facesand voices.

Y oumay aso noticethat your childismoretearful and moody than normal. Although thismay be
completely appropriate in the current situation, children can continue to have fluctuating mood
swings some time after recovering from GBS.

The weakness usually worsens over aoneto two week period in most children until it reachesits
peak, which may last from afew days up to several weeks. Thisiscalled the *plateau period'.
Following this plateau, recovery begins.

GBSisdiagnosed by acombination of featuresincluding theabove history. Onclinical examination
the doctor will find evidence of a peripheral neuropathy noting the child' s weakness, absent
tendon reflexes and sometimes altered sensation in the hands and feet (described asa‘ cotton-
wool’ sensationina’‘glove & stocking’ distribution).



Tobecertain of the diagnosis, the doctor will need to perform alumbar puncture to measure the
protein level in the cerebrospinal fluid (the fluid bathing the spinal cord), which risesin the
second week of theillness. Thistest consists of inserting asmall needle into one of the spaces
between the vertebrae low down the back just long enough to collect somefluid. Thetestis
carried out on children with them lying on their side and curled up inaball. The nurse usually
puts local anaesthetic (Emla) over the site of the lumbar puncture and the doctor may inject
more local anaesthetic before doing the test. In order for the results to be accurate, it is very
Important to keep as still as possiblewhen theneedleisbeinginserted. Thetest itself only takes
about five minutes to perform but the careful preparation takeslonger. Lumbar punctures are
frequently performed in children’ smedicinefor al kinds of reasons and children tolerate them
very well.

The other important test is to measure the way the nerves conduct messages. Thisiscalled a
nerve conduction study and takes about 20 minutesto carry out. Thetest involvesstimulating the
nerveand thishas the sensation of atapping or jolting. Thedoctor may also fed that itis necessary
to measurethe activity inthe musclesaswell. Thisincludes placing avery small needleinto a
muscleand taking recordings. Itisvery quick and only hurtsatiny bit when it first goesin. If you
distract your child just before it happens he or she may not even notice.

The doctor islikely to take some blood samples aswell; he or she can usethe Emlacream again
so that it does not hurt.

Differential diagnosis — what else could it be?

Not al children present with the classical history described above. It is very important for
everyone to feel confident with the diagnosis of GBS as this would affect the management of
your child. Some children can have many signsin common with GBS but not have the condition.
Thus the doctor may need to perform a number of other tests to ensure nothing is missed,
especialy if it may alter theway your child istreated. Theinvestigationsarelikely to include
blood tests, urine samples and some body swabs. It may be necessary to perform a lumbar
puncture in the first week of presenting if there is any fear of ongoing infection. Rarely, a
‘follow up’ lumbar puncture may be needed aweek later. Some children have neuroimaging of
their head and/or spine (by aCT or MRI scan) whenthediagnosisisin doubt. The doctor will try
to keep the teststo aminimum but it isimportant nothing ismissed. Make sureyou understand
what each test isfor, otherwise it may be abig surprise to find your child’ s treatment suddenly
changing.

Management

Itisimportant your child ismanaged in acentrefamiliar with GBS and with intensive carefacilities,
so your child may be moved to ahospital you do not routinely use. Most of your child’ scarewill
be ‘supportive’ for breathing, feeding, bowel or bladder functions. 1t will also depend on how
weak he or she becomes. Physiotherapy isneeded to ensure good joint mobility and to keep the
chest clear. Splints may be used to keep the hands and feet in a normal comfortable position.
Frequent turning isimportant, if your childisunableto do thisfor him/hersalf, to prevent pressure
sores. If thereisany difficulty in swallowing then a naso-gastric tube (NG) may be passed to
ensure adequate nutrition is maintained. Sometimes it is necessary to supply fluids by an
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intravenous (1V) line. Thismay occur if your child becomesvery tired. Afull sscomachfrom NG
feeding putstoo much pressure on the diaphragm and makes breathing difficult.

Very rarely children find they have problems passing urine or become constipated. If thisoccurs
the urinary symptoms are easily helped by passing a small catheter into the bladder to drain al
theurine off. Constipationis managed with medicinesand doesn’t tend to be amajor problem.

Children may become very distressed with muscle cramps or back ache and the doctor will be
happy to prescribe painkillersfor this. Itishowever important to remember that it is better to
avoid analgesicswhich are sedative.

Duringtheillness, it isimportant to keep any monitoring devicethe doctors and nursesadviseon
your child. Heor shemay becomeirritated with it, but it must remain. Most childrenwill need
monitoring of their heart rhythm (pulse), breathing (oxygen saturation) and blood pressure at
regular intervals. Thedoctor will also be concerned about the breathing and will ask your child
to blow into a machine to measure the ‘vital capacity’ at regular intervals. If your child istoo
young or weak to do thisthen the doctors and nurses will watch the breathing pattern carefully to
check it does not become too laboured and the doctor may need to do blood tests to monitor it.

Treatment

Steroids

Steroids were used in the past but are only felt to be of usein exceptional circumstances now.
Immunoglobulins

High dose intravenousimmunoglobulin (1V1G) has been shownto speed up recovery. Theinfusons
are usually commenced when weakness is so severe that it is not possible to walk or thereis
evidence of respiratory involvement (difficulty in breathing). Immunoglobulin may begivenon
the ward or the intensive care unit. A few children arealergic to this treatment and develop a
rashwithit. If thishappenstheinfusionisstopped. It may berestarted at alower rate provided
the rash has settled completely.

Plasmaexchange

Plasmaexchange has al so been shown to speed up recovery, but it ismore complex to administer
than IVIG. Thechild requiressevera largeintravenouslinesfor thisprocedure and about 250mls
(*2 pint) of blood are removed at atimein aclosed circuit and ‘washed’ before re-entering the
child. By doing thisan attempt ismade to remove the circul ating antibodiesin the blood which
are attacking thenerves. Thiswould only be performed in an intensive care unit and althoughitis
guite aninvasivetreatment, it isfrequently performed in the above setting for other conditions.
The exchange may need to be performed on several occasions until evidence of improvement is
Seen.

Paediatric intensive care

Around 10% of children with GBS will become so weak that they cannot breath without the
support of aventilator. Understandably this can be afrightening situation for achild whois still
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fully aware of everything going on around himor her. Parentsand carers must providethe child
with all the positive support needed to avoid unnecessary trauma.

Things you can do to help

A camatmosphereisessential. Remember, everything you say infront of your childislikely to
be heard. Soitisimportant to be reassuring. Talk about things that matter to your child (a pet,
the football results, family events). Bring afavourite toy. Your child may become extremely
frustrated especially if he or she cannot speak. Try to work out ways of communicating. The
hospital staff should be ableto provide you with aidson how to do this (eg picture cardsfor eye
pointing). The doctorsand nursesare ableto monitor evidence of your child becoming distressed
by readings of the pulse, blood pressure and rate of breathing: so called ‘vital signs’. The best
help will be aclose member of thefamily providing reassurance, however light sedation will be
used whenever necessary. During thetime ontheintensive care unit, support will continue with
physiotherapy, IV fluidsand NG feeds as before. The length of time children require artificial
ventilation varies. Many show an improvement within aslittle asaweek. The intensive care
doctors will try therefore withdrawing the ventilation after thistime. If your child is still too
weak, the doctors may arrange for atracheostomy tube to be fitted which will allow ventilatory
support to be continued with less discomfort for aslong asnecessary. The tracheostomy tubeis
inserted into a small hole made in the front of the neck during an operation. To this tube the
ventilator tubing can be connected instead of to atube in your child’ snose or mouth. When your
child can breathe without support, the tracheostomy tube can be removed and the hole will close
onitsown.

Outcome/rehabilitation

The mgority of children with GBS make a full recovery without any signs of having had the
condition. However a small number may have some persisting problems. The commonest
complaint is weakness of the hand and foot muscles. Most recovery is seen in the first few
months. However children can continue to improve for up to two years after theillness. The
duration of the plateau period (ie the time spent at maximum weakness, beforerecovery begins)
has been found to be the most useful indicator of persisting problems. If the plateau period is
longer than 18 daysthen your child may have someresidual problems. Anestimated 16% (1in
6) of children with GBS are left with some residual weakness. Improvement after a 14 days
plateau period is usually associated with complete recovery.

GBSisalife-threatening condition and, sadly some children (about 3-5%) may die during the
acute phase of their illness. Thisisusually because of problemswiththeir breathing. However
current day medical progress and facilities are becoming so advanced that the mortality rateis
reducing all thetime.

Recurrence

GBSusually occursonly once. Thereareisolated caseswhere recurrence or relgpse has occurred.
Thisisrare, especialy in children. Doctorshave been unableto establish any convincing evidence
that GBS may be inherited, so other members of the family will not carry any more risk of the
conditionthan the general public aready does.
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Variations

Asmentioned earlier, not all children conform to thetypical pattern. A very small number may
follow a more slowly progressive form of weakness which tends to cover months rather than
weeks of illness involvement. This is referred to as chronic inflammatory demyelinating
poly[radiculo]neuropathy (CIDP); it isvery rarein childhood. Another very rare conditionin
childhood istheMiller Fisher syndrome. Thisconsistsof ataxia(being very unsteady), areflexia
(loss of reflexes) and ophthal moplegia (difficulty moving the eyes) and problemswith feeding,
swallowing and speaking. Itisfeltto beavariant of GBS.

Lastly the nerveitself (the axon, rather than simply the nerve sheath) may beinvolved. Thisis
referred to as acute axonal neuropathy. Thisisimportant since recovery takes longer and may
not be as complete asfor typical GBS.

Y oumay hear of some of these conditions referred to during your child’ sadmission but it remains
extremely unlikely any of them would occur.

Who's who?

Theteaminvolved inyour child’scareare:

e you, your child andyour family;

e nurses(for the neurology ward and the children’ sintensive care unit);
e  doctors. paediatricians,

e  paediatric neurologists (consultant, senior registrar/registrar, senior house officer),
e paediatricintensive care doctors,

e  neurophysiologist (who doesthe nerves conduction study);

e physiotherapists (to help with movement and breathing);

e  speech therapist (to help with feeding and communication);

e occupational therapist (to help maximiserecovery);

e clinical psychologist; and

e dietician.
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If after reading thisguideyou still have anxietiesand unanswered questions, telephone our helpline
on 0800 374803 (UK) or 0044 1529 415278 (Rol). Alternatively, you can e-mail us or register
for support on-line

The GBS Support Group is a registered charity and receives neither government nor Lottery
funding. If you have found this guide helpful and would like to help us to continue publishing
copiesfor othersaffected by GBS and itsrelated conditions, please consider making adonation
to the Support Group. Secure donations may be made on line. Alternatively you can request a
form from our office.
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