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Fig. 1 Skin rash and radiological findings in this case.

(A) V-neck sign, and (B) Edematous erythemas were observed. (C) The short TI inversion recovery images of MRI in the case
(axial, TR 5,127; TE 60.0; TI 130; FA 90) showed high intensity areas in the bilateral quadriceps femoris muscles and their
fascias. (D) CT of the lung revealed nonspecific interstitial pneumonia (NSIP) pattern interstitial lung disease. Fibrosis with

traction bronchiectasis was seen in both lung fields.
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Fig. 2 Muscle pathology of the right biceps brachii muscle.

(A) Necrotic and regenerating fibers were frequently seen at the periphery of the fascicles. Lymphocyte infiltration was mini-

mal. (hematoxylin and eosin staining). (B) The perimysial connective tissue was highlighted by alkaline phosphatase staining.

(C) Some CD3-positive T cells were seen around necrotic and regenerating fibers but were not surrounding or infiltrating into

non-necrotic fibers. (D) Complement C5b-9 was deposited only on some blood vessels in the perimysium, in addition to necrotic

fibers, but not on the capillaries in the endomysium. (E) MHC class I staining was diffusely positive. Bar = 200 um.
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Fig. 3 Clinical course of this case.

Although corticosteroid monotherapy improved muscle weakness and gradually normalized serum creatine kinase levels, KL-6

remained elevated. From the day 140 after admission, pericardial effusion, possibly co-related with asymptomatic hypotension

and arrhythmia occurred. After an increase in the corticosteroid dose and added cyclosporine therapy, pericardial effusion

subsided and serum KL-6 levels decreased.
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Abstract

A case of antisynthetase syndrome with anti-E]J antibody complicated by pericarditis

Kumiko Hayashi, M.D.", Yoko Machida, M.D.", Yuki Katayama, M.D.",
Hiroaki Yokote, M.D., Ph.D.”, Kazuyuki Saito, M.D., Ph.D.”, Mayumi Masumura, M.D.”,
Akiko Miyashita, M.D.”, Masaki Kobayashi, M.D., Ph.D.*® and Shuta Toru, M.D., Ph.D.”

UDepartment of Neurology, Nitobe Memorial Nakano General Hospital
“Department of Internal Medicine, Nitobe Memorial Nakano General Hospital
“Department of Neurology and Neurological Science, Tokyo Medical and Dental University
“Department of Neurology, Yokufukai Hospital

A 69-year-old man was admitted with neck muscle weakness, symmetric proximal muscle weakness, skin rash and
elevated serum creatine kinase levels. Muscle biopsy showed perifascicular necrosis and perimysial alkaline phosphatase
activity. Chest CT revealed interstitial lung disease and colorectal cancer was diagnosed on colonoscopy. He was
serologically positive for anti-E] antibody, leading to the diagnosis of antisynthetase syndrome (ASS). After laparoscopic
low anterior resection of the rectum, he received intravenous methylprednisolone (1,000 mg/d for 3 days) followed by
oral prednisolone (50 mg/d). Although his muscle weakness improved after corticosteroid therapy, he developed
pericardial effusion with resultant asymptomatic hypotension and arrhythmia possibly due to pericarditis. Corticosteroid
monotherapy was insufficient to control the disease, and, we decided to use oral cyclosporin concurrently. After this
combined therapy started, pericardial effusion and arrhythmia were improved. We should keep in mind that pericarditis
can occur in patients with anti-EJ antibody-positive ASS, and early combined therapy with corticosteroid and
immunosuppressive drugs for ASS may improve the patient’s prognosis.

(Rinsho Shinkeigaku (Clin Neurol) 2019;59:21-26)
Key words: anti-EJ antibody, antisynthetase syndrome, pericarditis, interstitial pneumonia, myositis




