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Acute Disseminated Encephalopathy Combined With
Anticentromere Antibody B Positive: Uncommon Primary
Manifestations of Sjogren’s Syndrome

Jianfeng Qu® ®, Yankun Chen?

Abstract

Sjogren’s syndrome (SS) can involve the central nervous system;
however, acute disseminated encephalopathy has rarely been reported
as the initial manifestation. We report a 60-year-old woman with SS
and anticentromere antibody B positive, presenting with acute dis-
seminated encephalopathy. The diagnosis of SS was based on the
presence of ocular staining score and labial salivary gland biopsies.
SS can present with variable central nervous system signs and anti-
centromere antibody B positive, which may precede the classic sicca
symptoms. Therefore, earlier recognition and treatment for this situ-
ation is important.
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Introduction

Sjogren’s syndrome (SS) is a common autoimmune disease,
and has a reported incidence of 3.9 - 5.3/100,000 inhabitants
[1]. The disease is characterized by a chronic lymphocytic and
plasma cellular infiltration of exocrine glands (autoimmune
exocrinopathy) and extraglandular features including both
peripheral nervous system (PNS) and central nervous system
(CNS) involvement [2]. The main immunologic features of
SS were positive serum anti-SSA and/or anti-SSB or positive
rheumatoid factor and antinuclear antibody (ANA) > 1:320
[3]. At the same time, the patients of SS can present anticen-
tromere antibody B (ACA-B) positive [4]. CNS lesions in SS
vary from diffuse involvement, which manifests as cognitive
deficits or meningoencephalitis, to focal involvement, which
presents with similar symptoms to multiple sclerosis, neuro-
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myelitis optica. Acute encephalopathy as the first presence is
rare. We reported a patient of SS with ACA-B positive, pre-
senting with acute disseminated encephalopathy.

Case Report

Because of progressive weakness and numbness of right limbs,
a 60-year-old woman was admitted to the Department of Neu-
rology, Dongguan People’s Hospital, in September 2012. The
patient had no history of hypertension, arthralgia, and xeros-
tomia or xerophthalmia or cancers. On admission, her general
examination was normal except forehead pachylosis (Fig. 1).
The neurological examination revealed mild somnolence, right
paralysis, bilateral Babinski’s sign. The urgent brain CT (Fig.
2) showed multiple hypodensity lesions in the bilateral hemi-
spheres.

The results of routine laboratory study including routine
blood test, kidney function, myocardial enzyme, coagulation,
liver function, thyroid, lipids, glucose, glycosylated hemo-
globin, and C-reactive protein were at normal levels. Serologi-
cal tests for hepatitis C virus, human immunodeficiency vi-
rus, syphilis and tumor markers were negative except HBsAg.
The ANA was 1:100, ACA-B rather than anti-SSA and anti-
SSB bodies was positive, while other auto-antibodies were
negative. The analysis of antineutrophil cytoplasmic antibody
(ANCA) was normal. The brain magnetic resonance imaging
(MRI) including diffusion-weighted image (DWI), perfusion-
weight image (PWI) and enhancement was performed the next

Figure 1. Forehead pachylosis (arrow).
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Figure 2. Brain CT obtained on the day of admission. The images show multiple hypodensity lesions in the bilateral hemispheres.

day after admission (Fig. 3). It showed supratentorial multiple
lesions, surrounded by schistose brain edema, associated with
some looping and nodal enhancement. DWI revealed some
areas of restricted diffusion. PWI and magnetic resonance
angiography (MRA) were feckly normal. Promptly, the level
of consciousness had deteriorated. Lumbar puncture was per-
formed 2 days after the admission, the pressure was > 330 mm
H,O0, and the content was normal. Based on these data, the im-
pression of acute disseminated encephalopathy was prompted.
So methylprednisolone 1,000 mg/day was administered by in-
travenous injection for 1 week. Her situation was improved
in leaps and bounds. Because of the favorable recovery, the

patient was discharged 20 days later. The methylprednisolone
gradually tapered in the next 3 months.

And then she suffered xerostomia and xerophthalmia but
no arthralgia gradually in the next 6 months. Unfortunately,
she had no regard for it. These symptoms were progressive.
She was admitted again 14 months later. Repeat brain MRI re-
vealed that most of the lesions and hydrocephalus were remit-
ted (Fig. 4). Analyses of auto-antibodies, ANCA, routine blood
test, kidney function, myocardial enzyme, coagulation, liver
function, thyroid, lipids, glucose, glycosylated hemoglobin, C-
reactive protein, serological tests for hepatitis C virus, human
immunodeficiency virus, syphilis, HBsAg and tumor markers

Figure 3. The first brain MRI after admission. (a) The sequence of T2-weighted image showed multiple hyperdensity round le-
sions in the bilateral hemispheres, mainly involved the white matter, which were surrounded by schistose brain edema. (b) The
sequence of T1-weighted image revealed that the lesions were hypodensity. (c) The enhanced sequence showed looping and
nodal enhancement. (d) DWI prompted some lesions were hyperdensity, which revealed restriction of diffusion. (¢) MRA showed

feckly normal.
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Figure 4. Repeated brain MRI revealed that most of the lesions and hydrocephalus were remitted.

were similar as the first time. In labial salivary gland biopsy,
two foci of focal lymphocytic sialadenitis were present (Fig.
5); Schirmer’s tear test results in both eyes were < 6 mm in 5
min (normal > 15 mm); tear breakup time was 4 s (normal > 10
s); and punctate fluorescein staining was > 10 (normal < 10).
Based on the laboratory and biopsy findings, the patient was
diagnosed with SS. Because her HBsAg was positive, we only
prescribed hydroxychloroquine twice a day. And she did not
relapse in the following 1.5 years.

Discussion

Clinical manifestations of neurological involvement in primary
SS include PNS and CNS [5]. In an Italian cohort, the preva-
lence of CNS involvement was 5.8%. Diffuse, focal/multifocal,
multiple sclerosis (MS)-like disease and isolated optic neuritis
were the most common CNS clinical pictures [6]. Acute dis-
seminated encephalopathy is rare. The patient we reported

had severe diffuse white matter lesion, but good response to
the methylprednisolone. She presented acute diffuse encepha-
lopathy first, and the patient’s ACA-B rather than anti-SSA and
anti-SSB bodies was positive. Combined with the other symp-
toms, we considered about the systemic sclerosis (SSc). Then
she suffered xerostomia and xerophthalmia subsequently. The
ocular staining test and labial salivary gland biopsy were per-
formed, though repeated MRI scan showed the lesions were
remitted. According to the American College of Rheumatology
Classification Criteria for Sjogren’s Syndrome 2012 [3], the pa-
tient can be diagnosed as SS. In a research, prevalence of ACA
among SS patients was 3.7%, while the other was 4.7% [5, 6].
Clinical and immunological features of SS were largely similar
among SS patients with ACA with and without SSc. However,
the presence of ACA among patients with SS allows identifica-
tion of a subset of patients with “SS overlap syndrome”, who
show a wide diversity of autoimmunity, encompassing but not
limited to SSc [6, 7]. Though the SS patients with ACA positive
maybe show greater frequency of peripheral neuropathy, acute

Figure 5. Labial salivary gland biopsy showed two foci of focal lymphocytic sialadenitis.
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disseminated encephalopathy also needs vigilance. Earlier rec-
ognition and treatment for this situation is important.
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