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Fig. 1 Physical findings of the patient’s extremities.
(A) Swelling in the fingers and nail fold bleeding (arrows) and (B)
acrocyanosis on the toe.
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Fig. 2 Radiological findings.

(A) Chest radiograph on admission showing reticular shadows in both lower lung fields; (B) Chest CT scan on admission showing fibrosis in

both lower lobes; and (C) Chest CT scan on the 72nd hospital day showing acute relapse of interstitial pneumonia triggered by aspergillosis

pneumonia.
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Fig. 3 Muscle MRI scan of proximal limbs.
Short-tau inversion recovery (STIR) imaging of the patient’s thighs at (A) 1.5 T; TR 3,088 ms, TE 100 ms (B) 1.5 T; TR 2,859 ms, TE 60.0
ms; and left upper arm at (C) 1.5 T; TR 2,600 ms, TE 25.0 ms, and (D) 1.5 T; TR 2,367 ms, TE 70.0 ms. High-intensity signals are visible in

the muscles of upper arm and extensor muscles of both the thighs.
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Fig. 4 Histopathological findings of the left biceps brachii muscle.
(A) Moderate variations in fiber size and necrotic and regenerating fibers (hematoxylin and eosin staining, bar = 50 um); (B) HLA-ABC antigen

expression in the muscle fibers (Immunostaining, bar = 50 pm); and (C) equivocal expression of the membrane attack complex antigens in the

muscle fibers (Immunostaining, Bar = 10 um).
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Fig. 5 Clinical course.

The patient was treated with mPSL pulse therapy followed by oral high-dose PSL, tacrolimus and IVIg. Although his muscle weakness and CK

levels were improved, the IP was difficult to control. In spite of the slow and careful tapering of PSL, IP relapsed, triggered by aspergillosis

pneumonia. Retreatment with mPSL pulse and high-dose prednisolone resulted in a gradual improvement in the IPF, KL-6 and SP-D.

IP, interstitial pneumonia; CK, creatine kinase; KL-6, Krebs von den Lungen-6; SP-D, pulmonary surfactant protein-D; IVIg, intravenous

immunoglobulin; mPSL, methylprednisolone; PSL, prednisolone.
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Abstract

A case of anti-Th/To antibody-positive systemic sclerosis
with muscle symptoms and interstitial pneumonia
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A 62-year-old Japanese man with swollen fingers and walking difficulty due to myalgia and muscle weakness in
proximal limb muscles was admitted to our hospital. Serum creatine kinase was remarkably increased (7,380 U/l) and
rapidly progressing interstitial pneumonia developed. Muscle biopsy showed necrotic and regenerating fibers without
mononuclear infiltration and fibrosis. Anti-Th/To antibodies were detected in the serum, and anti-Th/To antibody-positive
systemic sclerosis was diagnosed. Anti-Th/To antibody-positive sclerosis-associated myopathy has not yet been reported
in the literature. The present case suggests that anti-Th/To antibody-positive systemic sclerosis can be accompanied by
immune-mediated necrotizing myopathy and be effectively treated with immunotherapy comprising corticosteroids,
tacrolimus and immunoglobulin.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:228-233)
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