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Guillain–Barré syndrome in a patient
with neuropsychiatric systemic lupus
erythematosus

G.K. RAJESHWARI, CH. BANGARU RAO,
N.V. SUNDARACHARY, S.K. MOULA ALI, J.S. KALYANI,
A. SRIDHAR

ABSTRACT
Guillain–Barré syndrome is a rare manifestation of
neuropsychiatric systemic lupus erythematosus (SLE). Clinical
and electrophysiological features of Guillain–Barré syndrome
in patients with SLE are different from those in patients without
SLE. There is considerable variation in the management and
prognosis. We present a patient with Guillain–Barré syndrome
and SLE and review the recent knowledge on the various
manifestations of neuropsychiatric SLE.
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INTRODUCTION
Systemic lupus erythematosus (SLE) is an autoimmune disease
affecting multiple organ systems. Hebra and Kaposi in 1875 first
noted the involvement of the central nervous system in SLE.1

Neuropsychiatric features are seen in about 56.3% of patients
with SLE.2 Stroke, headache and seizures are the chief
presentations.3 Other manifestations such as Guillain–Barré
syndrome (GBS) are rare. We describe a patient with SLE and
GBS and review the clinical features, pathogenesis and treatment
of neuropsychiatric manifestations of SLE.

THE CASE
A 20-year-old woman presented to our hospital with a history of
fever for 4 months and weakness in all four limbs for one week.
The fever was low grade, continuous and not associated with
chills or rigors. There was no history of localizing features such
as headache, nausea, vomiting, cough, diarrhoea, jaundice,
abdominal pain or dysuria. She did not have joint pain, skin
rashes, photosensitivity, oral ulcers or excessive hair loss.

One week before presentation she started having difficulty in
walking upstairs and standing up from the sitting position. The
weakness progressed to involve both upper limbs. At the same
time, she noticed that she could not close her eyes fully. At the end
of one week, she was unable to walk without support and had

difficulty in dressing, mixing her food and performing other daily
activities. There were no bladder or bowel complaints and no
involuntary movements were noticed. There was no history of dog
bite or vaccination. There was no past history of any illness and
she had not had any episodes of weakness earlier. The patient did
not have any addictions and gave no history of high-risk sexual
behaviour. Her menstrual history was non-contributory. She was
married and had two children. There was no history of abortions
or stillbirths.

Examination revealed a moderately nourished patient of
medium build who was alert, conscious and cooperative. There
was an erythematous rash on the cheeks and the nose bridge. There
was no icterus, cyanosis, pallor, clubbing, lymphadenopathy or
pedal oedema. Her pulse rate was 82 per minute, she was afebrile,
blood pressure in the right upper limb in the supine position was
120/80 mmHg and the respiratory rate was 28 per minute, regular.
The single breath count was 12.

Examination of the nervous system revealed normal higher
mental functions. She was dysarthric and had bilateral lower
motor neuron type of facial palsy. Other cranial nerves were
normal. Assessment of the motor system showed normal bulk
with generalized hypotonia. Muscle power was reduced
symmetrically: 3/5 at the shoulders, 4/5 at the elbows and wrists,
4/5 at the hips and 5/5 at the knees. All deep tendon reflexes were
absent. Plantar reflexes were bilaterally mute and superficial
abdominal reflexes were absent. No objective sensory loss was
detected. There were no signs of cerebellar involvement or of
meningeal irritation and the skull and spine were normal.

The cardiovascular system was normal and examination of the
respiratory system revealed bilateral infrascapular crackles. The
abdomen was soft to palpation and there was no organomegaly.

Her random blood sugar was 100 mg/dl, serum bilirubin 0.4
mg/dl, aspartate aminotransferase (AST) and alanine amino-
transferase (ALT) levels were 35 and 26 IU/L, respectively, blood
urea 27 mg/dl, serum creatinine 1.0 mg/dl, serum sodium 140
mEq/L, serum potassium 3.2 mEq/L, haemoglobin 10 g/dl, and
platelet count 110 000/cmm. Urinalysis was normal. Antibodies
against HIV, and hepatitis B and C were not present. An ultrasound
of the abdomen was normal.

In this young woman, given the history of prolonged fever and
photosensitivity along with the finding of a malar rash on
examination and polyserositis on investigation, we considered a
diagnosis of SLE. An antinuclear antibody (ANA) test by the
ELISA technique was positive at 36.41 IU/ml (>25 IU/ml is
considered positive). Tests for anti-cardiolipin antibodies were
negative.

The recent onset of ascending weakness with flaccid paralysis
and areflexia without bowel or bladder involvement were
suggestive of GBS. The diagnosis was confirmed by a nerve
conduction study, which showed motor sensory axonal
polyneuropathy with secondary demyelination.

A final diagnosis of SLE with GBS was made. The patient was
initially treated with intravenous pulses of methyl prednisolone
1 g daily for 5 days. She also received four cycles of plasmapheresis.
She was then switched to oral prednisolone 40 mg daily, which
was tapered to 5 mg daily over the next one month. Her fever
resolved after starting steroids and the muscle strength started
improving after the second cycle of plasmapheresis, and by the
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alast cycle she had recovered completely. She continues on outpatient
follow-up on low-dose prednisolone.

DISCUSSION
GBS occurs in 0.1% of patients with SLE.2,4 Classical GBS
presents as acute inflammatory demyelinating polyneuropathy
but in SLE the majority of patients present with atypical features.5

In our patient, there was both axonal damage and demyelination
of motor and sensory nerves. Acute motor axonal neuropathy
(AMAN) and acute motor sensory axonal neuropathy (AMSAN)
have been reported earlier in patients with SLE where treatment
with glucocorticoids and low-dose pulse cyclophosphamide has
been beneficial.5 Unlike a patient with classical GBS, our patient
responded well to steroid therapy.

Apart from GBS, 18 other neuropsychiatric manifestations6

have been reported in patients with SLE (Table I).2,7–14 The most
common of these is headache.

Headache
The prevalence of headache in patients with SLE is similar to that
in the general population with migraine and tension headache
being the major diagnoses. It is the most common manifestation
of neuropsychiatric SLE.2 Most headaches in SLE are not related
to disease activity. They resolve over time, independent of the
treatment of SLE. Lupus headache is a rare entity defined as
severe persistent headache non-responsive to narcotic analgesics.
It is associated with considerably lower quality of life measures.15

Mood disorders
These are seen in 20% of patients with SLE.2 Depression and
anxiety are common features. Characteristically, depression occurs
concomitantly with psychosis in neuropsychiatric SLE.

Acute confusional state

In neuropsychiatric SLE, acute confusional state is associated
with breakdown of the blood–brain barrier and cerebrospinal
fluid (CSF) anti-N-methyl D-aspartate (NMDA) receptor 2
antibodies and anti-Smith (Sm) antibodies.9

Psychosis

SLE may present with psychosis. Delusions are the main feature
of psychosis and it is also associated with florid skin
manifestations.11 Pathological examination shows grey matter
abnormalities. Olanzapine and quetiapine are used in the
management of SLE psychosis as they have minimal extra-
pyramidal side-effects. However, the diagnosis is confounded by
steroid psychosis, which may present with mania and depression.

Cognitive dysfunction

Cognitive deficits in SLE may be due to immune/inflammatory
mechanisms in the brain,16 and improvement with prednisone and
hydroxychloroquine has been seen.

Cerebrovascular disease
Seventeen per cent of neuropsychiatric SLE syndromes are
cerebrovascular in nature; they may present as ischaemic or
haemorrhagic strokes without obvious risk factors.13 Endothelial
dysfunction due to the disease process itself may be the cause of
these presentations.17

Polyneuropathy
Polyneuropathies are characterized by sensory symptoms such as
tingling and numbness, loss of pain and diminished deep tendon
reflexes. It is hypothesized that patients with SLE are more
susceptible to age-related neurodegeneration, which causes these
clinical features.14

Seizures

These are more common in patients with SLE than in age-matched
adults. They occur early in the disease and are mostly generalized
tonic–clonic seizures.13 They often occur along with psychosis or
a neurological deficit.18 Characteristically, these seizures resolve
without anti-epileptic drugs. Sometimes antimalarials may be
used.19

Mononeuropathy
Mononeuropathy multiplex is the most common presentation of
peripheral neuropathy in SLE. It is due to vasculitis of the vasa
nervosum of the peripheral nerves. Although various agents such
as glucocorticoids, cyclophosphamide, gabapentin, carbamazepine
and azathioprine have been used for treatment, steroids appear to
be the most beneficial.20

Autonomic disorder

Autonomic manifestations of neuropsychiatric SLE present as
impaired cardiovascular and respiratory reflexes. These
manifestations do not correlate with disease duration or severity
or peripheral neuropathy.21 Complement fixing auto-antibodies
directed against autonomic nervous system structures such as
nerve growth factor,7 perivascular lymphocytic infiltrate in
sympathetic ganglia, vasculitis of vasa vasorum and secondary
amyloidosis appear to cause autonomic dysfunction in SLE.

Myelopathy

Lupus myelopathy is a rare disease seen in young patients with

TABLE I. Neuropsychiatric manifestations of systemic lupus erythematosus

Common disorders Reported prevalence (%) Variable and rare disorders Reported prevalence (%)

Headache 282 Autonomic dysfunction 0.1–902,7

Mood disorder 272 Myelopathy 1–28

Acute confusional state 269 Cranial neuropathy 0.1–110

Psychosis 25–5511 Guillain–Barré syndrome 0.1
Cognitive dysfunction 20–502,12 Plexopathy Rare
Cerebrovascular disease 1713 Aseptic meningitis Rare
Polyneuropathy 1514 Demyelinating syndrome Rare
Seizure disorder 102 Movement disorders Rare
Mononeuropathy Common Myasthenia gravis Rare
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SLE.8 It presents with bilateral leg weakness, sensory loss, and
bowel and bladder dysfunction. Analysis of the CSF is
unremarkable. Peripheral white matter degeneration of the cord
termed ‘subpial leukomyelopathy’ has been seen in these patients.
These are small lesions at multiple cord levels producing a
summating and often perplexing clinical effect. Infarcts and
haematomas of the cord are also seen in SLE.22 Pulse intravenous
methyl prednisolone followed by cyclophosphamide may be
useful in lupus myelopathy if started early. Patients with abnormal
MRI signals in the spinal cord have poorer outcomes.23

Cranial neuropathies
The eighth cranial nerve is involved most commonly in SLE. The
third, fourth and sixth cranial nerves are also involved in that
order. Vasculitis, antibody-mediated demyelination, local
inflammatory cytokine-related damage and neural ischaemia due
to migroangiopathic thrombi have been proposed as potential
pathogenetic mechanisms. Methyl prednisolone, cyclophospha-
mide and rituximab have been found useful in SLE-related cranial
neuropathies.10

Plexopathy
SLE-related plexopathy may be the initial manifestation of a
neuropathy. The disorder generally responds well to steroid
therapy.24

Aseptic meningitis

Rarely, recurrent aseptic meningitis is seen with non-steroidal
anti-inflammatory drug use in SLE.25,26 It is characterized by high
protein levels in the CSF and increased serum acute phase reactants.
Chronic aseptic meningitis, characterized by chronic inflammation
of the ventricular ependyma is a rare feature of neuropsychiatric
SLE.27

Demyelinating syndrome
Atypical demyelinating syndromes such as tumefactive
demyelination and neuromyelitis optica have been reported with
SLE.28 Elevated anti-ribosomal P protein and anticardiolipin
antibodies in these patients damage neural tissue leading to these
rare phenotypes.29

Movement disorders
These are rare features of neuropsychiatric SLE. Chorea has been
reported in 4% of cases. Hemiballismus, parkinsonism, dystonia
and myoclonus have also been reported.13,30 Immune mediation
via anti-neuronal membrane antibodies,3 vasculopathy and
coagulopathy have all been implicated in these diseases.13

Prednisolone and hydroxychloroquine have been found to be
useful in the management of SLE-related movement disorders.

Myasthenia gravis
It is a rare neurological disease seen in patients with SLE.31

Deficiency and dysfunction of CD4+ CD25+ lymphocytes
predispose to myasthenia and SLE. Myasthenia may develop
before or after SLE has been diagnosed.32 Patients may have
symptoms of myasthenia without overt manifestations of SLE,
but serology for SLE may be positive.31 These patients may not
respond to steroids and may require intravenous immunoglobulins
or plasmapheresis.

Fatigue, memory impairment and personality changes have
also been reported in SLE.13

Conclusion

Neuropsychiatric disease may manifest in an atypical manner in
patients with SLE. Immunosuppressive drugs used in SLE
predispose to infections with atypical presentations and some
drugs themselves cause neuropsychiatric manifestations. Our
patient, who had GBS and SLE, had an atypical presentation.
Patients with neuropsychiatric symptoms should be screened for
SLE as their treatment differs from that in patients without SLE.
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