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Fig. 1 Pathology of the biopsied salivary gland.
Numerous lymphocytes are seen around the excretory duct (A) where aggregated the lymphocytes
more than 50/4 mm? exist on a high magnification (B).

Fig. 2 Visual field defect of the left eye.
An enlargement of the Mariotte's blind spot and central sco-
toma are observed on Goldmann's visual field test.
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Fig. 3 Craw-like feature of the left hand.
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Fig. 4 Axial magnetic resonance images of the brain.
T2-weighted images (A, B) show high-intensity lesions on
the bilateral frontal and temporo-parietal subcortical white
matter, and diffusion-weighted images (C, D) show a high-in-
tensity lesion on the right temporo-parietal subcortical area
(C) suggesting an active lesion.
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Fig. 5 T2-weighted magnetic resonance images of the spinal cord.
A high-intensity lesion is seen extending longitudinally throughout the cervical spinal cord on a sag-

ittal image (A) and locates centrally in the spinal cord on a transverse image (C) at C5 level. The tho-

racic spinal cord appears severely atrophic on a saggital image (B) and a symmetrical high-intensity

lesion is seen in the atrophied and flattened spinal cord on a transverse image (D) at the level be-

tween Th4 and Thb.

Abbreviations: C, cervical vertebral body; Th, thoracic vertebral body
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Hospital day 5 10

MPSL 1,000 mg/day PSL 35 mg/day
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Weekness of lower limbs__ s

Sicca syndrome [ B
MBP 1,350 mg/d! <555 mg/dl
Anti-AQP4 Ab positive positive

Fig. 6 The patient’s clinical course with laboratory findings.
Abbreviations: MPSL, methylprednisolone; PSL, predniso-
lone

R, right; L, left
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Abstract

A 25-year-old woman with primary Sjogren syndrome who developed optic neuritis
and encephalomyelitis associated with an anti-aquaporin 4 antibody

Hirotaka Kato, M.D., Hiroo Ichikawa, M.D., Daigo Hayashi, M.D.,
Takahiro Yamazaki, M.D., Youhei Ohnaka, M.D. and Mitsuru Kawamura, M.D.
Department of Neurology, Showa University School of Medicine

We report a 25-year-old woman who developed optic neuritis and encephalomyelitis following primary
Sjogren’s syndrome (S}S). SjS began with Sicca syndrome when she was 8 years old, and neurological involvement
subsequently developed at the age of 10 with right hemiparesis. Based on clinical symptoms, serum positive for
SS-A and SS-B antibodies and pathological findings of the salivary gland, we confirmed a diagnosis of primary SjS.
Magnetic resonance imaging (MRI) revealed multiple lesions in the brain and the spinal cord. These led diagnosis
of SjS with central nervous system involvement (CNS-S;S) and initiated steroid therapy.

At the age of 25, the patient developed left visual loss due to retrobulbar optic neuritis, left lower quadrantic
hemianopia, numbness of the right upper limb, and weakness of both legs. Laboratory examinations showed that
her serum was positive for SS-A and SS-B antibodies, and her cerebrospinal fluid had elevated levels of total pro-
tein and myelin basic protein without pleocytosis. Her brain MRI revealed multiple T2-high-intensity lesions bilat-
erally in the frontal subcortical white matter and in the right temporo-parietal subcortical white matter. The le-
sions included a tumefactive lesion and an active lesion. Additionally, the spinal MRI revealed a severely atrophied
spinal cord with T2-high-intensity lesions extending longitudinally and centromedullary in the spinal cord. These
findings led us to examine the patient’s serum for anti-aquaporin (AQP) 4 antibodies and the test confirmed that
her serum was positive for the antibodies. After administering intravenous high-dose methylprednisolone (1,000
mg/day for 3 days), her symptoms markedly improved with normalization of myelin basic protein. However, her
serum remained positive for AQP 4 antibodies.

We think that the patient’s diagnosis belongs to the neuromyelitis optica (NMO) spectrum disorders associ-
ated with autoimmune disorders. This is a rare case in that the initial presentation was SjS and occurred at a very
young age.

(Clin Neurol, 49: 576—581, 2009)
Key words: Sjogren syndrome, Multiple sclerosis, Neuromyelitis optica, Anti-aquaporin 4 antibody, Autoimmnune dis-

ease




