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INTRODUCTION

Guillain-Barré syndrome (GBS) is an immune-
mediated polyneuropathy that, despite being relatively 
rare, is the most common cause of non-trauma-related 
acute neuromuscular paralysis. GBS has six subtypes, 
among which acute inflammatory demyelinating 
polyradiculoneuropathy (AIDP) is the most prevalent(1). 
GBS occurs predominantly in the middle-aged population, 
with a higher incidence in males than in females(2).

Primary Sjögren syndrome (pSS) is also an immune-

mediated disorder that is characterized by an autoimmune 
exocrinopathy. The disease primarily affects women 
during the fourth and fifth decades of life. pSS has been 
known to manifest with neurological complications, 
affecting both the peripheral nervous system consisting 
mainly of axonal sensorimotor/sensory polyneuropathy, 
and the central nervous system(3). Patients with pSS and 
neurological manifestations are older than patients without 
neurological involvement(4).

Co-occurrence of GBS and other autoimmune disease 
is rare(5-7). We herein report a case of an elderly woman 
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who presented with fulminant GBS and was later proved 
to have pSS.

 

CASE REPORT

An 82-year-old woman with a history of diabetes 
mellitus presented to our emergency department with 
progressive symptoms of distal numbness together with 
ascending weakness of all four limbs 2 weeks prior. The 
patient reported that she experienced an upper respiratory 
infection 1 week before the onset of these symptoms. 
Dyspnea and respiratory distress developed rapidly 
after admission, so she was intubated and mechanically 
ventilated.

Neuro log ica l  examina t ion  revea led  f l acc id 
quadriplegia with absent deep tendon reflexes in all 
extremities. The muscle strengths of her upper and lower 
limbs, assessed by using Medical Research Council 
(MRC) muscle strength grading system, were 2/5 and 1/5, 
respectively. Babinski’s sign was absent. The perception 
of light touch and pinprick in the hands and feet was 
diminished. Vibration sensation and proprioception below 
the hips were also diminished. Her fasting blood glucose 
level was 205 mg/dL and hemoglobin A1c (HbA1c) was 
7.1%. A cerebrospinal fluid analysis revealed normal 
pressure and color, with a protein concentration of 161 
mg/dL (normal range: 15–45 mg/dL) and a leukocyte 
density of 1 cell/µL (normal range: 0–5 cell/µL). Nerve 
conduction studies (NCSs) showed prolonged distal 
latencies, reduced amplitudes, and reduced conduction 
velocities of the compound muscle and sensory nerve 
action potentials in all the limbs (Table 1).

A diagnosis of GBS of AIDP subtype was made. The 
Erasmus GBS Outcome Score(8), GBS disability score, and 
Erasmus GBS Respiratory Insufficiency Score(9) were 6, 
5, and 4, respectively, indicating a poor functional status. 
Six courses of plasma exchange (PE) were administered; 
however, the treatment was ineffective. The patient 
remained ventilator dependent, and the muscle strength of 
her four limbs deteriorated further to MRC grade 0. All the 
above-mentioned scores remained unchanged. A detailed 
workup for other potential diseases such as autoimmune 
disorders, infectious diseases, and malignancies was 
conducted. A blood test revealed the presence of anti-Ro/
SSA and anti-La/SSB antibodies, suggesting the existence 

of SS. Subsequently, abnormal findings from parotid 
scintigraphy, minor salivary gland biopsy, and Schirmer’s 
test were compatible with Vitali’s criteria for SS(10). 
Accordingly, the patient reported that she experienced dry 
eyes and mouth for at least 6 months previously.

As the plasma exchange therapy was unsuccessful, we 
administered intravenous immunoglobulin (IVIg) therapy 
for 5 days (total dose, 2 g/kg body weight) together with 
an immunosuppressive agent, hydroxychloroquine (200 
mg bid). Both were started 9 days after the completion 
of PE. The patient dramatically improved at the end of 
the IVIg treatment and was extubated successfully. A 
posttreatment neurological examination revealed that the 
muscle strength of the upper limbs was MRC grade 5/5 
proximally and 4/5 distally, and that the muscle strength 
of the lower limbs was MRC grade 3/5 proximally and 
2/5 distally. She was discharged from the hospital 1 month 
later. At her 1-year follow-up appointment, the patient 
had full recovery of her muscle strength and sensory 
perception, although the NCSs showed some residual 
abnormalities (Table 1).

DISCUSSION

pSS can present as a broad spectrum of clinical 
manifestations, including neurological disorders. Previous 
studies have shown that neurological involvement 
occurred in about 20% of patients(11). Interestingly, 
neurological manifestations may precede the typical sicca 
symptoms in 40–93% of cases(3,12). Thus, the diversity of 
clinical symptoms in pSS may result in delayed diagnosis.

Several types of peripheral neuropathy have been 
identified in pSS, including symmetric sensorimotor 
polyneuropathy (most frequently occurring), symmetric 
sensory neuropathy, sensory neuronopathy, autonomic 
neuropathy, mononeuropathy, mononeuropathy multiplex, 
and cranial neuropathy (especially trigeminal neuropathy) 
(4,12).

Co-occurrence of GBS and pSS is extremely rare, 
with only a few cases reported(13,14). Pryszmont et al. 
described a patient with SS diagnosed at age 23 years who 
then developed very severe GBS with involvement of the 
peripheral and central nervous system at 37 years of age(13). 
Awad et al. reported the case of a patient who developed 
a rare form of GBS (acute motor axonal neuropathy) in 
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association with serological and pathological signs of pSS 
without xerostomia or xerophthalmia(14).

A retrospective multicenter study revealed that 
improvement of neurological symptoms was observed in 
approximately 90% of patients with GBS after a median 
of five sessions of PE(15). In addition, six exchanges were 
no more beneficial than four exchanges for mechanically 
ventilated patients, in terms of either short-term or 1-year 
outcome(16). Thus, refractory GBS can refer to cases 
that are unresponsive to or even deteriorate after five 
sessions of PE. Moreover, about 10% of patients with 
GBS have treatment-related fluctuations (TRF), defined 
as improvement in GBS disability scale by at least one 
grade after completion of immunotherapy, followed by 
worsening of the disability scale by at least one grade 
within the first 2 months after disease onset(17). In such 
instances, repeat treatment may improve the outcome 
. Our patient showed continuing worsening of clinical 
symptoms after completing PE, making the diagnosis of 
TRF unlikely.

A previous study showed that PE therapy is as 
effective as IVIg in the treatment of AIDP(19). However, 
our patient did not respond to PE but dramatically 

responded to IVIg. This suggests that the therapeutic 
efficacies of these treatments differ when AIDP is present 
with other autoimmune diseases. In their study, Keiko et 
al. found that corticosteroid may be a good candidate for 
multiple mononeuropathy and multiple cranial neuropathy, 
whereas favorable improvement may be observed in 
painful sensory neuropathy and radiculoneuropathy 
with IVIg therapy(20). IVIg therapy was also shown to 
be effective in a patient with SS who had vasculitic 
peripheral neuropathies resistant to glucocorticoids or 
immunosuppressive therapy(21). One case report showed 
that a patient with GBS of acute motor axonal subtype 
had a more favorable response to IVIg therapy than to PE 
therapy(14). The good therapeutic response to IVIg was 
also observed in our patient, who was initially refractory 
to PE. The findings imply that the clinical benefits of IVIg 
treatment may depend on the specific clinical subtype 
of peripheral neuropathy. Further studies are needed to 
investigate its mechanism of action.

Diabetes mellitus (DM) has been noted to be 
associated with immune-mediated neuropathies such 
as GBS and chronic inflammatory demyelinating 
polyneuropathy (CIDP)(22-23).  Moreover,  diabetic 

Table 1.  Nerve conduction studies before (Pre) and after (Post) IVIg and immunosuppressive agent therapy

Nerve 	 Time	 F wave
	 Distal latency	 Amplitude 	 Velocity 

			   (ms)	 (µV)	 (m/s)
Motor					   
   Right median	 Pre	 Absent	 13.5	 1755	 34
	 Post	 28.8	 4.3	 9271	 47
   Right ulnar	 Pre	 Absent	 4.5	 4687	 46
	 Post	 30.7	 3.3	 13580	 52
   Right tibial	 Pre	 Absent	 8.0	 2031	 36
	 Post	 57.9	 4.4	 8776	 38
   Right peroneal	 Pre	 Absent	 No pick-up	 No pick-up	 No pick-up
	 Post	 Absent	 5.7	 763	 32
Sensory 					   
   Right radial	 Pre		  2.9	 24	 37
	 Post		  1.7	 51	 59
   Right median	 Pre		  No pick-up	 No pick-up	 No pick-up
	 Post		  3.7	 47	 38
   Right ulnar	 Pre		  6.8	 21	 21
	 Post		  3.1	 57	 45
   Right sural	 Pre		  7.3	 2	 43
	 Post		  2.8	 12	 51
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neuropathy combined with GBS or CIDP can occur. 
One study found that fasting plasma glucose level in the 
acute phase of GBS correlates with the severity of GBS 
and may predict short-term prognosis(23). The diabetic 
neuropathy superimposed in GBS in our patient cannot be 
completely excluded, although she had no symptoms of 
diabetic neuropathy prior to the event. Besides, the status 
of diabetic control in our patient can possibly influence the 
severity of GBS.

In conclusion, our case report underscores that 
concomitant pSS should be suspected as a cause of 
refractory GBS, particularly in elderly women. Co-
occurrence of GBS and pSS can cause severe disability 
and difficulty in weaning from mechanical ventilation. 
We observed a remarkably positive response to combined 
treatment with IVIg and an immunosuppressive agent 
in a patient unresponsive to PE. Appropriate clinical 
management, including early investigation of other 
potential diagnoses upon treatment failure, can improve 
patient outcomes.
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