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Case Report

Guillain–Barré syndrome as the first
presentation in a patient with systemic
lupus erythromatous; case report
Systemic Lupus Erythromatous (SLE) is an auto immune disease characterized by multi-organ
affection, Guillain–Barré syndrome (GBS) is considered as an unusual and one of the least
neuropsychiatric syndromes in SLE, this case report aiming to report a rare association of GBS
as an initial presentation for an SLE in a female patient. A middle age female was presented
with palpitation, shortness of breath and body weakness, she was admitted for four days and
diagnosed with atypical GBS. She received Intravenous immunoglobulin (IVIG) for three days but
no improvement was been noticed. The patient complained of dry cough, shortness of breath,
palpitations and generalized weakness in association with back pain and paraesthesia of the fingers.
General examination and lab workup were done and revealed a presence of SLE in relation to GBS.
IVIG was then commenced 0.4 g/kg body/weight/day with Hydroxychloroquine 200mg tabs BID,
Prednisolone 40mg, calcicare and Mycophenolatemofetil. Significant improvement was noted after
receiving the above-mentioned medications and over a period of three months all her symptoms
and complains were subside.
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Systemic Lupus Erythromatous (SLE) is
multi-organ auto immune disease.The
neuropsychiatric syndrome in SLE affects
both central and peripheral nervous systems.
The presentation of peripheral nervous system
involvement in particular can be in form of
acute demyelinating polyradiculneuropathy,
Guillain–Barré
Syndrome
(GBS),
mononeuropathy, polyneuropathy, myasthenia
gravis, and others [1].

On 16th of February 2020, a 45-year-old
housewife from Eastern Sudan attended
Alrayan private clinic and then referred
to Haj-Elsafi hospital for admission and
work up. She was first seen by a physician
in kassala teaching hospital, where she was
admitted for four days and diagnosed with
atypical Guillain–Barré Syndrome (GBS) post
infectious radiculopathy. She received a subdose of Intravenous Immunoglobulins(IVIG)
for three days prior to reaching our hospital
but did not notice much improvement.

GBS is considered as a rare and one of the
least neuropsychiatric syndromes in SLE [2].
There is no documented case in Sudan. Here
we report the first and a rare case of GBS as
an initial presentation of a female patient with
SLE.

Regarding her past medical history, she had dry
cough, shortness of breath and palpitations for
twenty days prior to the development of her
weakness. The weakness was gradual in onset,
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symmetrical, progressive, and ascending in nature,
involving both upper and lower limbs starting distally
and goes proximally until it reached its maximum
intensity within three days. Her condition was associated
with back pain and paraesthesia of the fingers, but there
was no sensory loss. However, there was no sphincteric
disturbance, symptoms suggesting cranial nerves
involvement in the form of facial weakness, diplopia,
change in speech, and difficulty in swallowing. She
had no symptoms related to autonomic nervous system
affection or symptoms of increase intracranial pressure.
Her systemic review revealed one month history of
low-grade fever associated with multiple symmetrical
pain involving small joints of her hands. It was nonmigratory, non-progressive and not associated with
morning stiffness, swelling, redness, hotness or
deformity.There was no specific relieving or aggravating
factors. Moreover, she denied skin, hair or nail changes.
Sicca symptoms in the form of dry eyes, mouth and
vagina were absent. Gynecological, gastrointestinal,
urogenital and other systems were unremarkable. She
has no history of trauma, recent vaccination, diarrheal
disease or chronic illness.
On examination, she looked ill, afebrile and vitally stable.

Musculoskeletal examination showed tenderness in her
right and left metacarpophalangeal, proximal and distal
interphalangeal joints of her hands with no swelling
or deformity. Skin, hair and nails were normal and no
ulcers were found. Additionally, examination of other
systems was normal.
Her laboratory investigations revealed an Erythrocyte
Sedimentation Rate (ESR) of 80 mm/h; insufficient
vitamin D level of 13.7 ng/mL for which cholecalciferol
60,000 IU weekly was commenced and slight decrease
in Serum Creatinine Phosphokinase (S.C.P.K). Her
complete blood picture showed slight increase in platelet
count (480,000/mL) while other parameters were within
the normal range, (Table 1).

Table 1. Lab investigations and results.
Date
Investigation
10-02-2020
Serum vitamin D3 level
Blood urea
Random blood sugar
Serum creatinine phosphokinase
Total white blood cells
Red blood cells
Blood hemoglobin
Mean corpuscular volume
Platelets
ESR

Result
13.7 ng/ml
32 mg/dl
112 mg/dl
24 u/l
9200 cmm
5230000 cmm
13.6 g/dL
82.6fl
480000 cmm
80 mm/h

17-02-2020

Rheumatoid factor IgM

29.2I U/ml

Cyclic citrullinated peptide

0.76

ANA Profile
Anti dsDNA antibodies
Anti sm antibodies
Complements level
White blood cells
Lymphocytes
Neutrophils
Red blood cells
Blood hemoglobin
Mean corpuscular volume
Platelets
ESR

Positive for Ro-52
Negative
Negative
Normal
9300/µl
3.10 × 103/µl
5.50× 10^3/µl
5.35mill/µl
13.2 g/dl
75.3 fl
334×103 /µl
30 mm/h

06-04-2020
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She was fully conscious and oriented. She moved around
with a wheel chair. Upper and lower limbs examination
showed no muscle wasting or fasciculation. However,
power was found to be grade three in both lower limbs
and grade four in both upper limbs. Hypotonia was
also noticed in her four limbs while hyporeflexia was
confined to her ankles and knees along with bilateral
down going plantar reflex. Co-ordination was normal,
and all modalities of sensation and cranial nerves were
intact. There were no signs of respiratory distress.
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Reference value
30-100 ng/ml
15-50 mg/dl
<180 mg/dl
26-140 u/l
7.5 ± 3.0
4.8 ± 1
14.0 ± 2.5 g/dL
86.0 ±10 fl
32.5 ± 2.5 cmm
0.15 mm/h
<20IU/ml=negative
>20IU/ml=positive
<1.0=negative
>1.0 =positive

3000-7000 µl
1.5-4× 10^3/µl
2-7.5× 10^3/µl
3.5-5 mill/µl
11.5-16 g/dl
76-96fl
140-450×103 /µl
5-20 mm/h
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After further workup, Rheumatoid Factor (RF) was
found to be positive while anti-cyclic citrullinated
peptide (anti-ccp) was found to be negative. Moreover,
Antinuclear Antibody (ANA) test and anti-Ro52
antibodies were found to be positive and therefore the
diagnosis of Systemic Lupus Erythematosus(SLE) along
with her symptoms was made (Table 1).
The diagnosis of GBS was done based on her clinical
manifestations and nerve conduction studies.
IVIG was then commenced; 0.4 g/kg bodyweight per
day, for 5 days along with Hydroxychloroquine 200 mg
tabs BID, Prednisolone 40 mg tabs OD and Calcicare
500 mg tabs OD. Mycophenolatemofetil 500 mg tabs
BID was also commenced after the chest infection was
managed. After ten days significant improvement was
noted after receiving the above-mentioned medications.
On her last follow up, all her symptoms subside. As she
walk without support and the examination were normal
with power grade five in all muscle groups.
Discussion
SLE is an autoimmune disease which is more common
in female and affects many organ in the body such as
joints, kidney, heart, central and peripheral nervous
system, blood, skin and others [3]. Our patient is a
female patient who presented with pain involving small
joints of her hands and neurological manifestations.
Central nervous system manifestations in SLE are rare
but commonly include vascular related manifestations
(stroke, transient ischemic attack and venous thrombosis),
cognitive (delirium and dementia), headache, psychiatric
disorder (psychosis, mood disorder and anxiety), seizer,
peripheral neuropathy and demyelination disorder [4,5].
In a study done by Hanly JG et al, 572 patients with
SLE were reviewed for neuropsychiatric manifestations.
28% of them had at least single neuropsychiatric event
within around 5 months of the diagnosis; however, only
19%-38% were attributed to SLE [6]. The prevalence
of GBS in SLE is rare and it was estimated at less than
2%, but it can be fatal due to respiratory failure and
autonomic disturbances [7]. GBS is an autoimmune
demyelinatingpolyneuropathy affecting peripheral nerves
and usually occurs after episodes of upper respiratory
tract or gastrointestinal infections [8]. Campylobacter
jejuni, mycoplasma pneumoniae, influenza virus, Epstein
Barr virus, hepatitis, HIV and others organisms were
found to be associated with GBS [9].
This patient presented with a previous history of pain
affecting small joints of her hands. Later, her investigations
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have revealed high ESR and ANA titers. She was positive
for anti-Ro52 antibodies. The diagnosis of SLE is based
on both clinical features and laboratory results. Positive
anti-dsDNA antibodies anti-Sm antibodies and low
complement levels are part of the immunological criteria
of American College of Rheumatology (ACR) for
diagnosis of SLE, while ANA titer is used for screen and
a negative result will help to exclude SLE as a diagnosis
[10]. Anti-Ro52 antibodies were found to be positive
in many autoimmune diseases such as SLE, Sjögren's
syndrome, undifferentiated connective tissue disease
and rheumatoid arthritis [11,12]. The patient also has a
positive rheumatoid factor result. Rheumatoid arthritis
could be a differential diagnosis for her joints pain but
her anti CCP antibodies level was insignificant. In
addition, theinvolvement of the distal interphalangeal
joint is not common in rheumatoid arthritis and usually
suggests other diagnosis [13]. In this case the patient has
no ulcer, skin manifestation, hair or nail changes, serosal
involvement, and no renal or cardiovascular symptoms.
Arthritis in SLE can be the first manifestation even
months before diagnosis, which is no deforming and
associated with significant pain and less swelling as in
this case [14].
The prevalence ofGBS was found to increase with
age [15]. Our patients presented with symptoms
suggestive of GBS at the age of 45. She had experienced
symmetrical ascending muscle weakness involving both
upper and lower limbs. It was gradual and reached the
maximum on the third day. Her condition associated
with back pain and fingers paresthesia; however, there
were no sensory loss, sphincteric symptoms or cranial
nerves involvement. Her examination was consistent
with findings suggestive lower motor neuron lesion. Few
similar cases have been reported among SLE patients
[16-19].
Acute Inflammatory Demyelinating PolyradiculoneuroPathy(AIDP) is the most common subtype of GBS
which is the same for our case[9]. Involving cranial
nerves only in a form of Miller-Fisher (MFS) variant
was also reported, whoever our patients had no cranial
nerves symptoms [18].
The pathogenesis of GBS in SLE is not clear yet. Gao
Z etal.reported many factors which can play a role in
developing GBS in SLE patients; such as: vascular
occlusion of small vessels, cytokines (interferon-α and
interleukin-6) and various autoantibodies including
anti cardiolipin antibodies and lupus anticoagulant that
damage myelin components [20]. Also, the fact that SLE
patients have suppressed immunity due to treatment
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of the disease might increase the risk of infection with
Campylobacter jejuni and hence developing GBS [21].
A similar case was reported by Fazio RM et al, in
which a 44 years old female was presented with a one
week history of progressive lower extremities weakness
associated with loss of reflexes. Her investigations were
consistent with GBS and underlying SLE for the first
time [22].
Diagnosis of GBS is clinical and supported by many
investigations including Cerebrospinal Fluid (CSF)
analysis; in which protein level will be elevated with
normal cell count (Cytoalbuminologic dissociation),
but it can be negative in the first week in about half
of patients.Another diagnostic features are signs
of polyneuropathy or polyradiculopathy on nerve
conduction studies [23,24]. The diagnosis of the current
case was made based on the clinical symptoms and
examination findings.
Regarding the treatment, it is worth mentioning that
the patient received initially a sub dose of IVIG only,
but without improvement. Then another course of IVIG
(0.4 g/kg bodyweight per day) was given for five days.
Additionally, Hydroxychloroquine 200 mg tabs BID,
Prednisolone 40 mg tabs OD and Mycophenolatemofetil
500 mg tabs BID were started. This treatment was
effective and her condition had improved significantly
with power grade 5 in all limbs during her follow up
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visit.
Similarly, In many cases the treatment of GBS in
SLE was effective using IV immunoglobulin and
plasmapheresis [18,25]. In some cases corticosteroid
and cyclophosphamide were used as effective first line
of treatment [17,20,26]. Y Santiago-Casas reported
a 20-year old female who was diagnosed with GBS.
Plamapheresis was done in the first 12 days, but
without improvement. Subsequently she received IV
immunoglobulin (400 mg/kg/day) for five days without
response. Furthermore, after the diagnosis of SLE, she
received cyclophosphamide and methylprednisolon
which resulted in significant improvement [21].
In the same way of inadequate initial response to the
treatment with IVIG, HC Okoh et al, described a
similar situation where GBS was the first presentation of
SLE in a 41-years- old female. Her condition failed first
to respond to IVIG and plasmapheresis; however, she
had an improvement after a second course of IVIG [18].
Conclusion
GBS is a rare manifestation of SLE.Our patient
was diagnosed with SLE and GBS. Her condition
had significantly improved with the use of IVIG,
hydroxychloroquine and corticosteroids.
Limitations
Lumbar puncture was not done.
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