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Central nervous system involvement in primary Sjogren’s syndrome
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[Abstract] Clinical and imaging data of 4 cases of primary Sjégren’s syndrome (pSS) combined with
central nervous system (CNS) lesions were retrospectively analyzed. Clinical symptoms of 4 patients were
as follows: 2 cases had fever; 2 cases had blurred vision; 2 cases had lower extremity weakness; one case
had single lower limb weakness; one case had unilateral limb weakness; one case had hemisensory
reduction; one case had bilateral abducens paralysis; 3 cases had peripheral neuropathy. Analysis of
cerebrospinal fluid (CSF) revealed increased CSF pressure (210-270 mm H.0) in 3 cases, increased number
of leukocyte [(50-380) x 10 /L] in 3 cases, and increased protein (1.30-2.56 g/L) in 3 cases. Brain MRI
showed multiple lesions in white matters. After high-dose steroid therapy, 3 cases had good prognosis, and
one had recurrent lower extremity weakness after 6 months. pSS combined with CNS lesions is rare.
Lumbar puncture and brain MRI is important for diagnosis, and high-dose steroid therapy may have good
therapeutic effect.
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Figure 1 MRI findings of a 25-year-old female patient. Axial T,WI showed patchy high-intensity signals in the splenium of corpus
callosum, bilateral posterior horn of lateral ventricle and basal ganglia (arrows indicate, Panel 1a). Axial FLAIR showed patchy high-
intensity signals in the splenium of corpus callosum, bilateral posterior horn of lateral ventricle and basal ganglia (arrows indicate,
Panel 1b). Axial DWI showed patchy high -intensity signals in the splenium of corpus callosum, bilateral posterior horn of lateral
ventricle and basal ganglia (arrows indicate, Panel 1c¢). Sagittal T\WI showed slightly low-intensity signal in posterior trunk of corpus
callosum (arrow indicates, Panel 1d). The patient had recurrent extremity weakness after 6 months. Axial DWI showed scatteredly
patchy high-intensity signal in the corpus callosum and around the bilateral lateral ventricles (arrows indicate, Panel le). Sagittal T/WI
showed multiple low-intensity signals in the corpus callosum (arrow indicates, Panel 1f). Figure 2 MRI findings of a 55-year-old
female patient. Axial T,WI showed multiple patchy high-intensity signals in bilateral basal ganglia (arrow indicates, Panel 2a). Axial
T\WI showed multiple patchy low-intensity signals in bilateral basal ganglia (arrow indicates, Panel 2b). Axial FLAIR showed multiple
patchy high-intensity signals in bilateral basal ganglia (arrow indicates, Panel 2¢). Axial DWI showed scatteredly patchy high-intensity
signal in bilateral basal ganglia (arrow indicates, Panel 2d).
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Table 1. Clinical data of 4 cases of central nervous system involvement in primary Sjogren’s syndrome

Age Duration of Main clinical

lose o (year) CNS symptoms symptom

Positive sign

Positive chemical
test result

CSF Brain MRI Prognosis

1 Female 25 10 days 38 C, lower extremity
muscle strength grade
4, binocular vision

loss, slow light reflex

Fever, lower
extremity
weakness,
blurred vision

2 Female 56 18 months Left limb Left upper limb
weakness muscle strength grade
4, leg grade 3;
positive sign of the
left pyramidal tract
3 Male 52 9days Right limb Right extremity
numbness and muscle strength grade
weakness 5, right side

superficial
hypoesthesia, positive
sign of the right side
of pyramidal tract
Fever, lower 37.8 C, restricted
extremity abduction of both
weakness for one eyes, lower extremity
month, diplopia  muscle strength
for 10 d grade 4

4 Female 55 40 days

ANA positive; anti- 210 mm H,0,
SSA and anti-SSB  leukocytes 122x  low signal of T/WI, high signal of (relapse
antibodies
positive; [gG, IgA 2.10 g/LL of DWI located in bilateral later)
increased;
complement C3,
C4 declined

ANA positive; anti- 220 mm H.0,
SSA and anti-SSB  leukocytes 50 x
antibodies positive 10%/L, protein

Anti-SSA and anti- 180 mm H,0,
SSB antibodies
positive; TgG, IgA  10°/L, protein
increased 1.30 g/L

ANA positive; anti- 270 mm H,0,
SSA and anti-SSB  leukocytes 380x  FLAIR and lwo signal of T\WI in

antibodies 10%/L, protein bilateral centrum semiovale
positive; IgG, IgA  2.56 /L

increased;

complement C3,

C4 declined

Multiple high signals of T,WI,  Good

10%/L, protein FLAIR, partial slight high signal 6 months
centrum semiovale, bilateral

lateral ventricles, bilateral basal

ganglia, bilateral posterior horn

of lateral ventricle, trunk and

splenium of corpus callosum.

No enhancement was shown

Patchy high signal of T,WIand  Good
low signal of T/WT in bilateral
centrum Sﬁmi()\"dlﬁ

1.40 g/L

High signals of T,WI, FLAIR, Good
low signal of T\WI, partial high

signal of DWT located in left
cerebellum, corpus callosum,

bilateral lateral ventricles, basal
ganglia and centrum semiovale

leukocytes 78 x

Patchy high signals of T,WI, Good

CNS, central nervous system, 1 HX #fl £ R 45 ; CSF, cerebrospinal fluid, Il & # ; ANA, anti-nuclear antibody, $L % HL{4 ; SSA, A type Sjogren’s
syndrome antibody, T T 145 & 1F A BIHT1A ;SSB, B type Sjogren’s syndrome antibody , i T/ 25 A fiF B Bl 14
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