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[ Abstract] Objective  To explore the clinical manifestations, laboratory examination, MRI
characteristics, treatment and prognosis of primary Sjogren’s syndrome (PSS) with neuromyelitis optica
spectrum disorders (NMOSDs). Methods  The clinical manifestations, laboratory examination, MRI
characteristics, treatment and prognosis of 4 patients diagnosed as PSS with NMOSDs were retrospectively
analyzed. Results There were 2 PSS patients with neuromyelitis optica (NMO), 1 PSS patient combined
with recurrent myelitis associated with longitudinally extensive spinal cord lesions (RLESLs), and 1 PSS
patient with retrobulbar optic neuritis. Laboratory examination showed serum Sjégren’s syndrome antigen A
(SSA) antibody positive in 4 cases, Sjogren’s syndrom antigen B (SSB) antibody positive in 3 cases and
serum specific aquaporin 4 (AQP4) antibody positive in 3 patients with NMO. Abnormal features in cranial
MRI mainly distributed in bilateral basal ganglia, cerebral peduncle corticospinal tract, beside lateral
ventricles, and brainstem. Spinal MRI showed the lesions were mainly at cervical or thoracic spinal cord
(= 3 vertebral segments) and also involved medullary bulb (2 cases). In acute stage, glucocorticoid and
prednisone combined with immunosuppressive drugs were used. Conclusion PSS and NMO are
autoimmune diseases, and the two diseases are closely linked. Patients with NMO and (or) NMOSDs were
suggested to detect serum auto - antibody and AQP4 antibody. In patients with serum AQP4 antibody
positive, the recurrence rate is high and prognosis is poor. Immunosuppressive therapy is recommended to
reduce recurrence.
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Table 1.
primary Sjogren’s syndrome

Revised international classification criteria for

Diagnostic criteria

I . Ocular symptoms: a positive response to at least one of the
following questions

1 . Have you had daily, persistent, troublesome dry eyes for more
than 3 months?

11. Do you have a recurrent sensation of sand or gravel in the
eyes?

iii. Do you use tear substitutes more than 3 times a day?

II. Oral symptoms: a positive response to at least one of the
following questions

1 . Have you had a daily feeling of dry mouth for more than 3
months?

ii . Have you had recurrently or persistently swollen salivary
glands as an adult?

fii. Do you frequently drink liquids to aid in swallowing dry food?

IIT. Ocular signs: that is, objective evidence of ocular involvement
defined as a positive result for at least one of the following two
tests

1. Schirmer’s I test, performed without anaesthesia (<5 mm in
5 min)

ii . Rose bengal score or other ocular dye score (>4 according to
van Bijsterveld’s scoring system)

IV. Histopathology: in minor salivary glands (obtained through
normal-appearing mucosa) focal lymphocytic sialoadenitis,
evaluated by an expert histopathologist, with a focus score > 1,
defined as a number of lymphocytic foci (which are adjacent to
normal-appearing mucous acini and contain more than 50
lymphocytes) per 4 mm” of glandular tissue

V. Salivary gland involvement: objective evidence of salivary gland
involvement defined by a positive result for at least one of the
following diagnostic tests
i . Unstimulated whole salivary flow (< 1.50 ml in 15 min)

ii . Parotid sialography showing the presence of diffuse
sialectasias (punctate, cavitary or destructive pattern),
without evidence of obstruction in the major ducts

fii. Salivary scintigraphy showing delayed uptake, reduced
concentration and (or) delayed excretion of tracer

VI. Autoantibodies: presence in the serum of the following
autoantibodies
Antibodies to Ro (SSA) or La (SSB) antigens, or both

SSA, Sjogren’s syndrome antigen A, T M Zi & fiF #T JiL A; SSB,
Sjogren’s syndrome antigen B, T L5 G EPLE B
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Figure 1 Case 1 (36 - year - old female) Clinical diagnosis:
primary Sjogren’s syndrome combined with neuromyelitis optica.
Sagittal To-WI of cervical spinal cord MRI showed hyperintensity
signal and medulla oblongata abnormal line signal (arrow
indicates, Panel la). Sagittal ToWI of thoracic spinal cord MRI
Figure
Clinical diagnosis: primary

showed hyperintensity signal (arrow indicates, Panel 1b).
2  Case 2 (30 - year - old female)
Sjogren’s syndrome eclipsing anticardiolipin antibody syndrome
combined with neuromyelitis optica. Sagittal T,WI of cervical
spinal cord MRI showed hyperintensity signal and line-like signal
in medulla oblongata (arrow indicates).
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Figure 3 Case 1 Axial  FLAIR sequence
Hyperintensity signal in bilateral cerebral peduncle corticospinal
tract (arrow indicates, Panel 3a). FLAIR showed hyperintensity
signal in the junction of bilateral cerebral peduncle and thalamus
corticospinal tract (arrows indicate, Panel 3b). FLAIR showed

findings.

hyperintensity signal in right basal ganglia corticospinal tract
(arrow indicates, Panel 3c). Figure 4 Case 4 Axial DWI
showed hyperintensity signal in right basal ganglia corticospinal
tract (arrow indicates). Figure 5  The labial gland biopsy
findings under optical microcopy showed small salivary gland
tissue, interstitial multifocal lymphocytic infiltration with acinar

atrophy. HE staining  x 200
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