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Overlap myositis associated with
Sjogren's syndrome
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Medicine, Seoul, Korea
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Medicine, Seoul, Korea

Overlap myositis (OM) associated with Sjogren’s syndrome (SS) is a relatively uncommon
disorder. It is more difficult to detect OM when a patient had not been previously diagnosed
with SS. We report a case of OM associated SS that initially presented with dysphagia followed
by proximal weakness. If proximal muscle weakness is preceded by dysphagia, the possibility
of OM associated with connective-tissue disease should be considered.
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Inflammatory myopathy (IM) is an acquired disease that manifests as progressive muscle
weakness, where inflammatory cells infiltrate into skeletal muscle tissue. The causes of IM
are categorized into idiopathic and infectious. Idiopathic IM (IIM), which can occur along
with other connective-tissue diseases (CTDs), is referred to as overlap myopathy (OM).'
Most previous studies have defined OM as myositis accompanied by CTD. Systemic sclero-
sis is the CTD that is most commonly related to lIM, followed by mixed CTD.? On the other
hand, Sjogren’s syndrome (SS) is relatively rare in OM-related CTD. We report the case of a
patient with OM associated with SS who presented with dysphagia as her first symptom.

CASE

A 59-year-old female was referred from the gastroenterology department for weakness in
the proximal arms and legs, which had initially presented 1 month previously. She expe-
rienced discomfort in her throat and dry mouth 2 months before the onset of weakness,
which worsened with dysphagia and caused her to lose 6-7 kg in weight during that time.
Her first diagnosis was gastroesophageal reflux disease, and she was prescribed antacid
and proton-pump inhibitors. She found it difficult to raise her arms above her shoulders,
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sit, and get up out of a chair. She also complained of fatigue, and both shoulder abductions were worse (grade IV"). Distal
myalgia, and dry eyes, but had no skin problems. A neuro- muscle strength was not affected. Cranial nerve test results
logical examination indicated that both hip and elbow flex- were normal, and there were no pathologic reflexes or lower
ions were grade IV on the Medical Research Council scale motor neuron signs. The blood test results indicated ele-

Fig. 1. (A) Left submandibular gland echography indicating moderate-to-diffuse inhomogeneity with multiple hypoechoic area, which were grade 2
to 3 according to the outcome measures in rheumatology ultrasound scoring system for Sjogren's syndrome. (B) Enhanced chest CT revealed subpleu-
ral reticulations with consolidation and ground-glass opacity in both lower lobes. CT, computed tomography.
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Fig. 2. (A, B, C, D) Fragments of skeletal muscular tissue indicating focal size variation in myofibers and mild lymphocytic infiltrates (x200, black arrows; A,
H&E; B, LCA; C, CD4; D, CD8). H&E, hematoxylin and eosin; LCA, leukocyte common antigen.
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vated aspartate aminotransferase/alanine aminotransferase
(427/234 U/L, normal range 0-40/0-41 U/L), creatinine kinase
(6,559 U/L, normal range 0-190 U/L), and rheumatoid factor
(16 1U/mL, normal range 0-14 IU/mL), and anti-Ro antibodies
were observed. Anti-Jo 1 antibody and other CTD-related
markers including anti-RNP, anti-dsDNA, and anti-Scl-70
were not found. Both eyes had 3-4 mm/5 min (normal range
>5 mm/5 min) of moisture on Schirmer’s test. The nerve
conduction study results were normal, but electromyog-
raphy revealed myopathic patterns. Sonography on the
salivary gland revealed heterogenous salivary glands with
multiple hypoechoic areas (Fig. 1A), which supported SS. Her
laryngeal elevation and closure function were decreased in
the videofluoroscopic swallowing study, in which she scored
55, which was above mean values of patients with stroke
or other bulbar weakness.> Chest computed tomography
revealed characteristics of interstitial lung disease (Fig. 1B).
Magnetic resonance imaging of the thigh revealed diffusely
increased signal intensities in the obturator, quadratus femo-
ris, and anterior compartment muscles. A muscle biopsy was
performed on the deltoid and vastus lateralis muscles using
immune-histochemical staining with monoclonal antibodies
(CD8, CD4, and leukocyte common antigen), and the results
indicated varying focal sizes of myofibers and mild lympho-
cytic infiltrates, which suggested IM (Fig. 2). The patient re-
ceived 60 mg of IV methylprednisolone treatment for 3 days,
followed by 250, 125, and 62.5 mg for 2 days each. Since her
muscle weakness did not improve markedly, 500 mg of IV
cyclophosphamide treatment was applied at 3-week inter-
vals. Her weakness had not improved markedly at 3 months
after the treatment.

DISCUSSION

Dysphagia is known to appear in as many as 73% of patients
with [IM, and it occurs most frequently in patients with in-
clusion-body myositis.* It is estimated to be quite common
in OM (in around 26% of |oatier1ts),5 but it is much milder
than in other types of IIM.° Inflammatory involvement of the
swallowing muscles causes dysphagia in IIM, and dysphagia
is estimated to present as an initial symptom in less than
10% of OM cases.* It can lead to severe complications such
as weight loss or aspiration pneumonia. Some studies have
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led to recommendations to be wary of dysphagia in which
aspiration pneumonia is the leading cause of death.” Mean-
while, some other findings contradict the direct association
between dysphagia and mortality, instead supporting that
it worsened functional status and can be regarded as a clear
negative prognostic factor? In the current patient, dyspha-
gia first appeared 2 months before the onset of proximal
muscle weakness, which would have initially made it difficult
to suspect myositis. Based on the diagnostic criteria for SS
released in 2016,” our case was considered to have satisfied
the criteria for a positive Schirmer's test result and anti-Ro
antibody positivity. Moreover, according to the new [IM-re-
lated classification released in 2017,'% it could be classified
as OM because skeletal muscle involvement presented with
features of interstitial lung disease and SS. From the perspec-
tive of discrimination, dermatomyositis can be distinguished
because the patient did not show any skin signs, and the
muscle biopsy results did not support anti-signal recognition
particle myopathy or inclusion-body myositis. Given that OM
is classified as a new subset of IM and that SS is sometimes
associated with OM, physicians should be aware of the pos-
sibility of OM in cases where overlapping symptoms such
as dysphagia or SS features appear before proximal muscle
weakness. We introduce this presentation by highlighting
that the patient, who was ultimately diagnosed with OM,
exhibited several symptoms of SS after dysphagia.
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