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ABERERR AT R - M A E ek 6,300/, 7R ILEREL
280x10%w, Hb 8.7 g/dl, /M 17.9x10Yul & £l % 5RO 72
AST 218 1U/I, ALT 661U/, LDH 526 IU/I, CK 2,985 U/l & 15
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Fig. 1 Muscle imaging (CT and MRI) findings on admission and pathological findings in case 1.

(A-D) Axial whole-body CT shows severe subcutaneous edema in the (A) chest, (B) abdomen and bilateral upper extremities, (C) pelvis, and

(D) bilateral thighs. (E-G) Left upper arm T,-weighted MRI with fat suppression. (E) Sagittal image, (F) axial image in shoulder girdle, and (G)

axial image of upper arm show subcutaneous edema and high intensity within muscles. (H-]) Biopsy sample of the left biceps brachii muscle.

(H) Moderate levels of variably sized myofibers, necrotic fibers, and absence of perifascicular atrophy are observed on hematoxylin and eosin

staining. (I) Widespread sarcoplasmic myxovirus resistance protein A (MxA) expression in myofibers is observed on immunohistochemistry. (J)

Membrane attack complex (MAC) deposition on capillaries and sarcolemma are observed on immunohistochemistry. Scale bars: H-J = 100 um.

BB Z O A 230072, CRP 2.98 mg/dl, ik 1 B[l
59 mm & SAE RS 5% R 72 Na 124.4 mEq/], TP 4.7 g/dl,
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Fig. 2 Clinical course in Case 1.

The diffuse subcutaneous edema and muscle weakness gradually improved after treatment with oral PSL. However, the dysphagia remained

unchanged after treatment with oral PSL and improved after treatment with IVIg. The serum CK level decreased only after admission and

further decreased after treatment with oral PSL. CK, creatine kinase; [VIg, intravenous immunoglobulin; PSL, prednisolone.
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Fig. 3 Muscle imaging (CT and MRI) findings on admission and pathological findings in case 2.
(A-D) Axial whole-body CT shows subcutaneous edema (asterisks) and diffuse muscle atrophy in the (A) chest, (B) abdomen and bilateral
upper extremities, (C) pelvis and (D) bilateral thighs. (E, F) Bilateral thigh T,-weighted MRI with fat suppression. (E) Sagittal image and (F)
axial image show subcutaneous edema and high intensity within the thigh muscles. (G-I) Biopsy sample of the right rectus femoris. (G) Mild to

moderate levels of variably sized myofibers and absence of necrotic fibers or perifascicular atrophy are observed on hematoxylin and eosin

staining. (H) Moderate sarcoplasmic myxovirus resistance protein A (MxA) expression in part of the myofibers is observed on

immunohistochemistry. (I) Slight membrane attack complex (MAC) deposition on capillaries is observed on immunohistochemistry. Scale bars:

G-I = 100 pm.
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Fig. 4 Clinical course in Case 2.

The diffuse subcutaneous edema and muscle weakness gradually improved after treatment with oral PSL. However, the dysphagia remained
unchanged after treatment with oral PSL and improved after treatment with IVIg. The serum CK and CRP levels decreased only after
admission and further decreased after treatment with oral PSL. CK, creatine kinase; IVIg, intravenous immunoglobulin; PSL, prednisolone.
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Fig. 5 Course of edema in the left upper extremity in Case 2.

On days 3 and 16, the findings of edema remained unchanged. On day 28, the edema disappeared after treatment.
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Two cases of anti-nuclear matrix protein 2 antibody-positive dermatomyositis sine dermatitis
with severe diffuse subcutaneous edema and dysphagia

Yoshiaki Takahashi, M.D."”, Motonori Takamiya, M.D.?, Yuki Ichimura, M.D., Ph.D.?,
Naoko Okiyama, M.D., Ph.D.?, Ichizo Nishino, M.D., Ph.D.* and Nobutoshi Morimoto, M.D."

Y Department of Neurology, Kagawa Prefectural Central Hospital
2 Department of Neurology, Okayama National Hospital Medical Center
9 Department of Dermatology, Graduate School of Medical and Dental Sciences, Tokyo Medical and Dental University

4 Department of Neuromuscular Research, National Institute of Neuroscience, National Center of Neurology and Psychiatry

Case 1 involved a 68-year-old woman who was admitted to our hospital because of muscle weakness, diffuse

subcutaneous edema, dysphagia, and an elevated serum creatine kinase level that had worsened within the previous

month. Case 2 involved a 78-year-old woman who was admitted to our hospital because of muscle weakness, bilateral
shoulder pain, diffuse subcutaneous edema, and dysphagia that had gradually worsened during the past 5 months. Both
patients showed severe diffuse subcutaneous edema and dysphagia and underwent enteral tube feeding. Although they

had no skin lesions consistent with dermatomyositis, muscle biopsies showed myxovirus resistance protein A (MxA)

expansion, and blood tests showed positivity for anti-nuclear matrix protein 2 (anti-NXP-2) antibody. Therefore, both
presents were diagnosed with anti-NXP-2 antibody-positive dermatomyositis sine dermatitis (DMSD). Anti-NXP-2
antibody-positive dermatomyositis has been reported to be closely associated with DMSD, severe edema and dysphagia.

Differential diagnosis for patients who develop myositis with severe subcutaneous edema and dysphagia should include

anti-NXP-2 antibody-positive dermatomyositis, and it is important to consider measurement of anti-NXP-2 antibody.
(Rinsho Shinkeigaku (Clin Neurol) 2023;63:737-742)
Key words: dermatomyositis sine dermatitis, anti-nuclear matrix protein 2 (NXP-2) antibody, diffuse subcutaneous edema,

dysphagia




