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ABSTRACT

Guillain-Barré syndrome (GBS) is an immune-mediated peripheral polyradiculonevritis, which is clinically
characterized by rapid, symmetrical progression of muscle weakness or paralysis, with or without sensitive
symptoms.

We report the case of a male child aged 4 years is presented for distal weakness in the lower limbs, impossi-
bility of maintaining vertical posture, balance disorders, alternating sleepiness with episodes of psychomotor
agitation and dysphonia, headache, with sudden onset about 12 hours before hospitalization.

The presented case underlines the importance of accurately describing the clinical picture and evolution in
establishing the diagnosis, in total or partial absence of paraclinical data. Also, the low number of cases de-
scribed in medical jurnals justify the interest in investigating and publishing these cases.
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INTRODUCTION

Guillain-Barré syndrome (GBS) is an immune-
mediated peripheral polyradiculonevritis, which is
clinically characterized by rapid, symmetrical pro-
gression of muscle weakness or paralysis, with or
without sensitive symptoms, the description of
which has been made for the first time in the year
1916 (1). Diagnosis of the disease is a clinical one,
supported by CSF results and motor conduction
studies. Early recognition of the disease and prompt
therapeutic intervention can shorten the period of
the disease, reduce the severity and minimize the
need for pulmonary ventilation (2).

CASE PRESENTATION

We report the case of a male child aged 4 years
is presented for distal weakness in the lower limbs,
impossibility of maintaining vertical posture, bal-
ance disorders, alternating sleepiness with episodes
of psychomotor agitation and dysphonia, headache,
with sudden onset about 12 hours before hospitali-
zation. The patient had a recent history of acute oti-
tis media, treated with Cefuroxime, for 7 days, and
an episode of respiratory infection with laryngeal
phenomena.

The clinical exam revealed a moderately influ-
enced general condition, with preserved conscious-
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ness, palmar and facial erythrosis, mild pharyngeal
congestion, dehydrated lips, ocular and nasal ca-
tarrh, muscular hypotonia, balance marked disor-
ders, impossibility of walking and maintaining ver-
tical posture, extinguished hoarse voice, bilateral
basal harsh vesicular murmur, rhythmic heart
sounds, without extra sounds, painless abdomen,
intestinal transit and miction in physiological con-
ditions, without signs of meningeal tightness. The
suspicion of polyradiculonevritis was raised and
serological testing for enteroviruses, Mycoplasma
pneumoniae, Epstein-Barr virus, stool sampling for
enteroviruses, tonsillar exudate and stool sampling
for Campylobacter were performed. In view of a
possible upper / otic respiratory tract infection,
therapy with ceftriaxone associated with dexa-
methasone was initiated.

On the 3rd day of admission, on the physical
exam there is a progression of neurological phe-
nomena with abolition of osteo-tendinous reflexes,
without impaired sensitivity, accentuated dyspho-
nia and difficulty in swallowing solid food. The
lumbar puncture was performed, revealing the ab-
sence of inflammatory reaction and hyperalbumi-
norachia (0.56 g/l with reference values 0-0.35 g/1).
A thoracic radiography is conducted, describing
bilateral pulmonary interstitial infiltration, while
cerebral MRI emphasizes changes in acute otomas-
toiditis, clinical elements requiring the reshuffle of
initial antibiotherapy with meropenem and vanco-
mycin. The neurological exam performed on day 4
highlights difficulty in ingesting liquids and solids,
ortostatism and walking are not possible, head
movements cannot be controlled, sitting position is
maintained with difficulty and not without support,
active segmented movements are diminished as
strength and speed at upper limb level and absent in
the lower limbs, muscular hypotonia predominant-
ly of the lower limbs, stylo radial and tricipital re-
flexes are present, the patellar reflex is absent bilat-
erally, the superficial abdominal reflexes are
present symmetrically, bilateral plantar reflexes,
cremasteric reflex absent bilaterally, absence of co-
ordination in the lower limbs, upper limbs do not
respond, seemingly without any disorders regard-
ing sensitivity, language or psychic.

The initial diagnosis suspicion is maintained
and it is decided upon the initiation of therapy with
human Immunoglobulins IV (iv IG) 5 grams per
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day, rehydration infusions, group B vitamins and
clarithromycin in oral administration (targeting
atypical germs). The neurological revaluation per-
formed at 10 hours reveals the following: fluid and
solid dysphagia (tracheal aspiration procedure is
performed and insertion of naso-gastric feeding
tube is recommended), dysarthria with nasal voice
and hypotonia of neck muscles, sore muscles upon
compression, slowed intestinal transit, and the ten-
dency to retract the bilateral Achilles tendon. In the
following days, the serious general condition of the
child is maintained, with subfebrile episodes, while
the neurological phenomena ascend to the upper
limbs, the active movements of which are limited,
uncoordinated and accompanied by paresthesia.

For objective reasons, plasmapheresis could not
be initiated and therapy was continued with immu-
noglobulin increased to 6.5 grams.

The subsequent evolution was relatively favour-
able, with the slow remission of neurological phe-
nomena. Neurological recovery continues, and on
the 18th day of hospitalization muscle strength is
found to have improved (the patient maintains pre-
hension capacity for a few seconds), in assisted sit-
ting position the patient is able to hold his head, he
mobilizes the lower limbs from the hip joint and
has attempts to lift them on the bed plane. When
discharged (day 20), the child can sit alone at the
edge of the bed for 1-2 minutes, clap and sing. The
peculiarity of the case resides in a very rapid neuro-
logical deterioration with ascending Landry syn-
drome, but with full recovery at one-month evalua-
tion after discharge.

DISCUSSIONS

More than a century later from the first case de-
scribed, the diagnosis and management of a GBS
case remains a challenge in the current clinical
practice. The annual incidence of this pathology is
1.5 cases/100,000, the susceptibility in men is
greater than in women, and the incidence increases
with age (3). With the eradication of poliomyelitis,
GBS remains the most common cause of acute mo-
tor paralysis in children. The syndrome more often
affects children aged between 1 and 5 years, pre-
dominantly of the male sex (4). While some studies
show an incidence in children between 0.34 and
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1.34/100,000 (5), a recent study from 2019 argues
that rarely does a case occur under the age of 2,
while in children the incidence is 0.6/100,000 (3).

As far as etiology is concerned, studies have
shown that a proportion of approximately 70% of
cases were preceded by acute infectious episodes
1-3 weeks before the onset of the symptomatology,
most commonly viral episodes, usually respiratory
or gastrointestinal (6).

There is an entire series of infectious agents that
have been quoted in literature as trigger factors for
GBS. Among them are cytomegalovirus, Campylo-
bacter jejuni, Epstein-Barr virus, measles virus, in-
fluenza A virus, enterovirus D68, Mycoplasma
pneumoniae and Zikka virus (3). Campylobacter
Jjejuni infection has been reported more frequently
in Asian countries and has been associated in a pro-
portion of 25-50% with cases of GBS in adults.

In another study quoted in literature, Nasiri J et
al. list the HIV virus among the infectious agents
correlated with the onset of GBS. There have been
mentioned in literature cases of GBS post-vaccina-
tion against influenza, poliomyelitis, rabies, and
meningitis (8), but in a smaller percentage than
those occurring in the context of those diseases.

In the case presented it was considered as a pos-
sible trigger factor a previous infection with the
Epstein-Barr virus, enteroviruses or Mycoplasma
pneumoniae, for which biological samples were
taken. The anamnesis ruled out a digestive infec-
tion in recent history. IgM antibodies for Mycoplas-
ma pneumoniae were present (> 95 IU/ml, positive
> 22 IU/ml), indicating a recent infection. IgM and
IgG serology for enteroviruses was negative. The
diagnosis of Guillain-Barré syndrome is estab-
lished on anamnestic, clinical and paraclinical cri-
teria.

On the occasion of the possible association of
GBS with a vaccination campaign against swine flu
in America from 2009/2010, Brighton Collabora-
tion developed a set of diagnostic criteria, which
set the degree of diagnostic certainty based on signs
found at clinical examination and additional tests,
starting from the diagnostic level 1 with the highest
degree of certainty and reaching level 4 that sums
up reported cases as GBS, but with the absence of
complete data necessary for a further classification
(Table 1) (9).
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TABLE 1. Diagnosis of Guillain-Barré syndrome and
validation of Brighton criteria (9)

Level of diagnostic
certainty

2 3 4
Bilateral and flaccid weakness of limbs + + + | +/-

Diagnostic criteria

Decreased or absent deep tendon + + + | +/-
reflexes in weak limb

Monophasic course and time between + + + | +/-
onset-nadir 12h t028 days

CSF cell count 50/l + | +2 - | /-
CSF protein concentration > normal + | +/-2] - | +/-
value

NCS findings consistent with one ofthe | + | +/- | - | +/-
subtypes of GBS

Absence of alternative diagnosis for + + + +
weakness

+ present,- absent, +/- present or absent;

NCS= nerve conduction; GBS= Guillain-Barré syndrome;

a|f NCS is not collected or results not available nerve electrophysiolo-
gy results must be consistent with the diagnosis Guillain-Barré syn-
drome

In the case described we have positive anamne-
sis for a history of respiratory infection. Clinically,
the described picture is consistent with the Bright-
on criteria (table 1). Of the abovementioned crite-
ria, the following have been identified in our case:
flaccid muscular paralysis of the limbs, abolished
osteo-tendinous reflexes in the affected limbs, the
patient had a favourable monophasic evolution, al-
though initially slower, and the period from the on-
set of the disease to discharge was 21 days. Also,
from a paraclinical point of view, the patient pre-
sented the cytoalbuminologic dissociation (absence
of inflammatory reaction in CSF with an increased
albuminorachia), which coincides with one of the
Brighton criteria. There are several studies men-
tioning that cytoalbuminologic dissociation in CSF
is often absent in the early stages of the disease.
Uncini et al. state that in the early days of disease
the CSF proteins can be normal in 50% of cases
(10).

However, our case presented this dissociation in
the sample taken on the third day of illness. Nerve
conduction and electromyography studies have not
been performed. According to Brighton criteria, the
case presented has a diagnostic certainty score of 2.

Christiaan Fokke et al. conclude in a study that
patients in a hierarchy of levels of diagnostic cer-
tainty according to the Brighton criteria do not dif-
fer in terms of clinical severity or evolution. There
are studies in literature conducted on groups of pa-
tients distributed predominantly in levels 3 and 4 of
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diagnostic certainty according to these criteria, be-
cause in certain units, the necessary investigations
are not performed or the results were unavailable,
highlighting that clear and thorough documentation
of clinical signs should allow a better classification
of GBS in order for the diagnosis to be possible in
both well-developed and developing countries (9).

This study also mentions that in countries such
as the Netherlands the studies on neuronal electro-
physiology and CSF analysis are not practiced
when there is a high clinical suspicion of GBS and
there are no clinical criteria for another disease,
which strengthens the importance of clinical ex-
amination in such patients.

Various studies claim that neuronal electrophys-
iology may have a prognostic value but at present
there are no well-defined and approved criteria of
electrophysiological diagnosis of GBS, all current-
ly described criteria focussing on subtype differen-
tiation, the value of which is uncertain in current
clinical practice (9).

Intravenously immunoglobulins (ivIG) or plas-
mapheresis with good supportive care is considered
as treatment of choice by many studies. Both treat-
ments are considered equally V effective, but there
are authors claiming that ivIG are cheaper due to a
shorter patient hospitalization (13). ivIG in the dose
of 400 mg/kg/day for 5 days is recommended.

With regard to the treatment of the case de-
scribed, it was chosen to initiate immunoglobulin
IV therapy, administered starting from the 5th day
of the child’s admission. Plasmapheresis was not
possible so the dose of immunoglobulin was in-
creased.

The reason why in our case it was considered
appropriate to increase the dose of immunoglobulin
as an alternative to the absence of plasmapheresis is
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