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Fig. 1 Peripheral blood and bone marrow aspirates smears.
Proliferation of mature lymphocytes was observed.

(A, B: May-Griinwald-Giemsa stain)

A: Peripheral blood, X100, B: Bone marrow aspirates, X400
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Fig. 2 Flow cytometric analysis of peripheral blood mononuclear cells.
A: The lymphocyte gate (R1) was established according to the cells’ size and granularity from FSC
(forward scatter) and SSC (side scatter) data.
B: 89.5% of all lymphocytes were positive for CD3.
C: The CD4/CD8 ratio was 0.53.
D: 26.2% of all lymphocytes were positive for CD3 and the T-cell receptor (TCR) v9, consistent with
¥o T cells.
E: Almost all ¥ T cells were negative for CD4.
F: Approximately half of the y6 T cells (12.5% of all lymphocytes) were positive for CD8; the rest
(12.9% of all lymphocytes) were negative for CD8.
These results indicate proliferation of CD3*CD4~-CD8* and CD3*CD4-CD8~ vd T cells.
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Fig. 3 Analysis of the rearrangement of TCR Jy.
Southern blot analysis of peripheral blood mononuclear
cells (PB) and bone marrow mononuclear cells (BM) showed
the clonally rearranged T-cell receptor Jy gene (arrows).

(1: BamH I, 2: EcoRV, 3: Hind III)
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STIR T2-weighted

Fig. 4 Muscle MRI of the upper limbs.
Transverse short tau inversion recovery (STIR) T2 weight-
ed (TR 5750.0/TE 61.0) image of the long head of the tri-
ceps brachii muscle showed areas of fairly high signal in-
tensity (arrows).
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Fig. 5 Muscle biopsy from the right quadriceps muscle.

A: Variations in muscle fiber size and endomysial mononuclear cell infiltration were revealed.
B: The expression of MHC Class I antigen was increased on the surfaces of most of the muscle fi-

bers.

C, D: Comparing immunostaining with anti-CD4 (C) and anti-CD8 (D) antibodies, a predominant in-
filtration of CD4 positive-mononuclear cells was revealed.

E: TCR&1 positive-lymphocyte invaded non necrotic muscle fiber (arrows).
(A: hematoxylin and eosin staining, B-E: immunostaining, B; anti-MHC Class I, C; anti-CD4, D; anti-

CD 8, E; anti-TCR31)
scale bars: A; 50 um, B-E; 100 um.
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Fig. 6 Clinical course and laboratory findings.
After initiation of cyclosporin A (CsA) and prednisolone (PSL), muscle weakness improved, the cre-

atinine kinase (CK) level decreased and neutrophils (Neut) increased.
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Abstract
A case of myositis associated with clonal expansion of Y3 T cells in peripheral blood and bone marrow

Taiji Yamashita, M.D.", Hirohumi Ochi, M.D., Ph.D.”, Naoaki Ishizu, M.D., Ph.D.”, Yasumasa Ohyagi, M.D., Ph.D.",
Yasuo Mori, M.D., Ph.D.?, Sou Arahata, M.D.?, Koichi Ohshima, M.D., Ph.D.” and Jun-ichi Kira, M.D., Ph.D."
"Department of Neurology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University
®Medicine and Biosystemic Science, Graduate School of Medical Sciences, Kyushu University
“Department of Neurology, Neuro-Muscular Center, National Oomuta Hospital
“Department of Pathology, School of Medicine, Kurume University

We report a 45-year-old man with myositis associated with clonal expansion of y3 T cells. He was referred to
our hospital because of slowly progressive (over 10 years) muscle weakness. On neurological examination, weak-
ness and muscle atrophy were noted in the proximal upper and lower limbs. The level of creatinine kinase (CK)
was 1,436 U/L. Neutropenia and monoclonal gammopathy were found in the peripheral blood. Flow cytometric
analysis of peripheral blood and bone marrow revealed proliferation of CD3*CD4 CD8" and CD3"CD4 CD8 y6 T
cells, and Southern blotting demonstrated a clonally rearranged T-cell receptor Jy gene in peripheral blood and
bone marrow. A biopsy of the right quadriceps muscle showed variations in muscle fiber size, and endomysial
mononuclear cell infiltration. The expression of MHC Class I antigen was increased on the surfaces of most of
muscle fibers, and TCR81 positive-lymphocytes invaded nonnecrotic muscle fiber.

After starting treatment with cyclosporin A and steroids, his muscle weakness gradually ameliorated, the CK
level decreased and neutrophils increased. Although reports of myositis associated with clonal expansion of Yo T
cells are extremely rare, the present case suggests that yd T cells might play a role in mediating myositis.

(Clin Neurol 2012;52:227-233)

Key words: inflammatory myopathies, ¥ T cell, clonal expansion




