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Fig. 1 Electromyographic findings of the right iliopsoas muscle.
Myopathic patterns are observed, including spontaneous discharges (A), small motor unit action potentials (B), and well-preserved interference (C).

Fig. 2 Skeletal muscle images on fat-suppressed short T} inversion recovery MRI.
Coronal (A) and axial (B, C) images had high-intensity signals in the bilateral thigh adductor muscles (A, B) and the right gracilis muscle (C).
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Fig. 3 Muscle pathology obtained from the left rectus femoris.

Serial sections stained with hematoxylin and eosin (HE) (A) and HLA-ABC (B) are shown. A. Mild variation in fiber size, a few

necrotic fibers (arrow), and scattered regenerating fibers (arrowhead) without prominent inflammatory cell infiltration. B. Despite

scattered necrotic fibers and regenerating fibers, there was no increase in MHC class I antigen expression on the sarcolemma of

non-necrotic fibers. These findings are consistent with autoimmune necrotizing myositis. Bar = 100 um.
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Abstract

A case of chronic myopathy associated with an antibody
to signal recognition particle (SRP) following long-term
asymptomatic hypercreatinekinasemia

Kazuhiro Itaya, M.D., Ph.D.”, Manabu Inoue, M.D., Ph.D.", Hiroaki Iwanami, M.D., Ph.D."”,
Youhei Oonaka, M.D., Ph.D.”, Takahiro Jimi, M.D., Ph.D."”® and Hiroo Ichikawa, M.D., Ph.D.”

UDepartment of Neurology, Showa University Fujigaoka Hospital
“Department of Neurology, Showa University Koutoutoyosu Hospital
¥Department of Neurology, Machida Keisen Hospital

A 65-year-old man first visited our hospital due to hypercreatinekinasemia (hyperCKemia) (669 IU/I) 12 years ago at
age 53. At that time, he had normal muscle strength without other neurological deficits, electromyography (EMG) was
normal, and a muscle biopsy obtained from the biceps brachii was intact in routine histochemical studies. These findings
led to a diagnosis of idiopathic hyperCKemia that lasted for over a decade. At age 65, the patient became aware of muscle
weakness and serum CK was elevated to 4,846 IU/I. Neurological examination revealed very mild atrophy in both thighs,
proximal muscle weakness in the left upper and right lower limbs without myalgia, grasping pain, joint pain, and skin
lesions. A typical myogenic pattern was detected on EMG exclusively in proximal limb muscles, and fat-suppressed MRI
showed high intensity signal areas in adductor magnus muscles. The clinical diagnosis was limb-girdle muscular
dystrophy, but MRI findings suggestive of an inflammatory process prompted us to perform muscle biopsy at the rectus
femoris. The pathology had characteristic features of necrotizing myopathy containing necrotic and regenerating fibers
without prominent inflammatory cell infiltration. Serum anti-signal recognition particle (SRP) antibodies were found to
be positive and the final diagnosis was anti-SRP antibody myopathy. Muscle weakness progressed slowly despite therapy
with oral corticosteroids. Addition of intravenous high-dose immunoglobulin therapy led to an apparent improvement
of muscle weakness in parallel with lowering of the serum CK level. In those who were thought to be idiopathic
hyperCKemia or hereditary muscle disorders, potential immunotherapy-effective group does exist. We suggest
considering such cases including anti-SRP antibody myopathy during diagnosis, and non-invasive MRI study may be
useful to differentiate immunotherapy-effective group from hereditary muscle disorders.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:254-258)
Key words: necrotizing myopathy, autoantibody, signal recognition particle, asymptomatic hypercreatinekinasemia,
skeletal muscle magnetic resonance imaging




