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Abstract

Introduction: Systemic lupus erythematosus (SLE) is a chronic autoimmune disease with different clinical manifestations. Acute
[resembling Guillain-Barré syndrome (GBS)] or chronic (chronic inflammatory demyelinating polyradiculoneuropathy) inflamma-
tory polyradiculoneuropathy has been reported in rare SLE cases.
Case Presentation: We reported a 39-year-old woman that presented with acute peripheral neuropathy, and she was eventually
diagnosed with SLE. She developed distal numbness and paraesthesia followed by progressive upper and lower extremity weakness
and difficulty in swallowing and speaking. She had a history of flu-like illness three weeks before to symptoms.
Conclusions: Progressive upper and lower extremity weakness along with areflexia and electrodiagnostic findings suggested the
diagnosis of Guillain-Barré syndrome. Over a month, significant neurological recovery occurred, and the patient’s function contin-
ued to recover.
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1. Introduction

Systemic lupus erythematosus (SLE) is a chronic, multi-
systemic, and autoimmune disease with different clinical
symptoms (1). Immunologic, genetic, and environmental
factors are involved in developing the disease. The preva-
lence and incidence of the disease vary around the world.
SLE is more prevalent in women than men from 2.0: 1 to 15.1:
1; this ratio varies by age and race (2). Neurologic manifes-
tations of the disease occur in 10 to 80% of patients at base-
line or in the course of the disease and are major causes of
mortality and morbidity in patients (3). Neuropsychiatric
SLE (NPSLE) symptoms are neurologic (both peripheral
and central) and psychiatric diseases and include 19 symp-
toms (4). Acute [like the Guillain-Barré syndrome (GBS)] or
chronic (chronic inflammatory demyelinating polyradicu-
loneuropathy) inflammatory polyradiculoneuropathy has
been reported rarely in SLE. GBS is an acute immune-
mediated polyneuropathy that is almost provoked by in-
fection. A small percentage of patients develop GBS after
another triggering, such as immunization, surgery, and
trauma. GBS, in rare cases, can be the first presentation
of SLE (4-6). We reported a 39-year-old woman that pre-
sented with acute peripheral neuropathy and bell’s palsy.

She was ultimately diagnosed with SLE and treated with a
short course of immunosuppressive therapy.

2. Case Presentation

A 39- year-old female patient presented to the hospi-
tal with new-onset upper and lower extremity weakness
started seven days before admission. She had developed
distal numbness and paranesthesia followed by progres-
sive upper and lower limbs weakness and difficulty in swal-
lowing and speaking. She had a history of flu-like illness
three weeks before the symptoms.

On initial physical examination, she had stable vital
signs. Oxygen saturation was normal, and she had no res-
piratory distress. In neurologic assessment, she had left
facial muscle paralysis. Motor examination revealed a de-
crease in muscle strength bilaterally in lower and upper
limbs (3/5 distally and 4/5 proximally). She showed a de-
crease in deep tendon reflexes in both knees and ankles.
Plantar reflexes were bilaterally flexor. Electrodiagnostic
studies revealed a significant decrease in motor and sen-
sory amplitudes supported the diagnosis of acute motor
and sensory polyneuropathy.
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Progressive upper and lower extremity weakness along
with the findings of flexia and electrodiagnostic stud-
ies suggested the diagnosis of Guillen-Barre syndrome;
thus, treatment with intravenous immunoglobulin (IVIG)
(2 g/kg) was started with bedside physical therapy, but the
patient had fever with unknown origin.

In laboratory tests, we found leukopenia 2800 per
mm3 (neutrophils 35% and lymphocytes 49%). Red blood
cells, platelet count, and liver function tests were normal.
The erythrocyte sedimentation rate (ESR) and C- reactive
protein levels were 92 mm/h and 60 mg/dL, respectively.

Urine and blood culture was negative, and in infectious
diseases consultation, there was no infectious etiology for
her fever.

Due to a history of hair loss and mouth ulcers and the
presence of leucopenia and elevated ESR, more investiga-
tion and rheumatology consultation were done. Positive
results were obtained for anti-nuclear antibody ANA test,
fluorescent anti-nuclear antibody (FANA), anti-Lupus an-
ticoagulant IgG, anti-cardiolipin, anti-Ro, anti-Ro 52, anti-
ribosomal protein, and anti- centromere B antibodies, and
low levels of serum complement components (C3, C4, and
CH50) were observed. Anti- dsDNA was negative. HIV
and hepatitis B/C serologic tests were negative. There was
no pericardial effusion in echocardiography. Magnetic
resonance imaging (MRI) of the brain and cervical spine
showed no abnormalities.

In rheumatology consultation, diagnosis of SLE was
made because of leukopenia, malar rash, and positive
FANA test, anti-cardiolipin, and direct coombs. The patient
was treated with prednisolone (30 mg/day), azathioprine
(100 mg/day), and hydroxychloroquine (200 mg) daily. Af-
ter two days, the fever stopped, and leukopenia was elim-
inated, with a white blood cell (WBC) count of 4300/mm3.
Over the following month, significant neurological recov-
ery occurred, and the patient’s function continued to re-
cover. ESR was 16 in two months. After two months, she
walked without the help of others, and after six months,
neurological examinations were normal, and the strength
of all muscle groups was grade 5.

3. Discussion

SLE is a chronic multisystem autoimmune disease
characterized by inflammation in various tissues and or-
gans by affecting the innate and adaptive immune sys-
tems. Different organs, including the mucous membranes
and skin, joints and muscles, kidneys, heart, lungs, and the
digestive and neuropsychiatric systems, are affected by SLE
(6).

NPSLE can occur primarily due to direct involvement of
the central and peripheral nervous system in active SLE or

secondary to treatments and complications of the disease,
such as infection. The diagnosis of NPSLE is increasing in
patients with lupus because of better lab tests and doctors’
awareness (7).

Here, we explained a patient that was initially admit-
ted by GBS diagnosis with facial palsy that was eventually
diagnosed with SLE. Immediately after admission, the pa-
tient underwent electromyography showing demyelina-
tion neuropathy, and a diagnosis of GBS was made. She
was treated with intravenous immunoglobulin. The pa-
tient developed fever and leukopenia during hospitaliza-
tion. In rheumatology consultation, diagnosis of SLE was
made because of leukopenia, malarial rash, hair loss, and
positive FANA test and anti-cardiolipin and direct coombs.
There was no evidence of renal, brain, cardiac, or lung in-
volvement. Prednisolone (30 mg/day), azathioprine (100
mg/day), and hydroxychloroquine (200 mg/day) were pre-
scribed for the patient, and she was treated.

Neurologic manifestations of NPSLE include central,
peripheral, and autonomic nervous system manifesta-
tions. Several mechanisms for the pathogenesis of NPSLE
in different clinical manifestations have been described:
(1) first, damage caused by autoantibodies and cytokine
production most commonly seen in diffuse NPSLE symp-
toms, such as cognitive impairment; (2) second, acceler-
ated atherosclerosis, leading to stroke in patients with SLE;
and (3) finally, thrombotic phenomena associated with fo-
cal neurological manifestations, such as seizure (8).

Involvement of the peripheral nervous system is a sig-
nificant component of NPSLE and has a substantial nega-
tive effect on the prognosis of the disease. About 10 to 15%
of patients with lupus develop peripheral neuropathy, usu-
ally due to small artery nerve-feeding vasculitis (8).

Guillain Barre is a rare manifestation of SLE. The inci-
dence of lupus in GBS is 0.6 - 1.7%, but a limited number
of cases have been reported indicating Guillen Barre as the
first manifestation of SLE (4, 5, 9, 10).

There is no randomized clinical trial, especially investi-
gating the treatment of GBS in SLE because of the rarity of
GBS in patients with SLE; however, neuropathy in these pa-
tients usually responds well to corticosteroids. Our case,
unlike other studies, was treated with azathioprine (100
mg/day) for three months (10). After three months, aza-
thioprine was discontinued because of nausea and vomit-
ing, and treatment with prednisolone and hydroxychloro-
quine continued. After a one-year follow-up, there was no
neurologic problem in the patient. In SLE patients, GBS can
be treated with a short course of azathioprine, and there is
no need for aggressive immunosuppression.
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3.1. Conclusion

Guillen Barre can be the first presentation of SLE. Neu-
rologists must consider SLE if young women have GBS to
choose the best treatment for the patient.
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