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Analysis of the clinical and molecular pathology of myositis-specific
antibody-negative myositis and their background immunity

Shimizu, Jun

3,200,000

CK
MRI 23 89
MHC

Myopathy associated with systemic scleroderma (SSc-AM) is a common subtype
of myositis-specific antibody-negative myositis. SSc-AM has been divided into two groups:
inflammatory (SSc-IM) and non-inflammatory (SSc-NIM), with microcirculatory disturbances thought to
underlie the pathology of the SSc-NIM. Biopsies from 40 patients meeting ACR/EULAR criteria for SSc
with muscle symptoms were divided into two groups (SSc-NIM, 22; SSc-IM, 18). We compared the
clinical features of patients with SSc-NIM and SSc-IM with 104 patients with inflammatory myopathies

not associated with SSc (non-SSc-IM). Compared to non-SSc-IM, SSc-NIM had less subjective muscle
weakness, more elevated CK without symptoms, milder proximal muscle damage in the upper extremities,

and lower serum CK levels. Patients meeting ACR/EULAR criteria_for myositis were 22% in SSc-NIM and

89% in SSc-1IM. We have shown that the clinical features of patients with SSc-NIM significantly
differ from those of usual myositis.
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SSe-NIM SSe-IM P
=22 n=18 Vs
17:5 7% 14:4 78% ns.
@ 59.1+14.1 52.4+14.8
dcSSc:lcSse 18:4 dc 82% 10:8 dc 56% ns.
SSc 3
SSc 3 @ 15/22 68% 3/17 18% P=0.00312
6/22 27% 1/18 6% ns.
Scl 70/ 10/22 45% 1/18 6% P=0.0106
RNA 1l 2/19 11% 117 6% ns.
SSc
U1l-RNP 3/22 14% 4/18 22% ns.

u 0/14 0% 1/10 10% ns.
RuvBL1/2 114 7% 1/10 10% ns.
U3-RNP 114 7% 1/10 10% ns.
PM-Scl 0/17 0% 0/14 0% ns.
SSA 8/22 36% 7/18 39% ns.
SSB 2122 % 3/18 17% n.s.

M2 121 5% 2/13 15% ns.
median 5625 46.0 P =0.0313
median 7705 250.0 ns.
median 151.0 234.0 ns.
b
10/22 45% 15/18 83% P =0.0217
10/22 45% 7/18 39% ns.
7122 32% 3/18 17% ns.
CK 6/22 27% 2/18 11% ns.
2122 % 0/18 0% ns.
17/21 81% 17/18 94% ns.
MMT5S 7122 32% 2/18 11% ns.
4 10/22 45% 12/18 67% ns.
MMT5 14/22 64% 7/18 39% ns.
4 3/22 14% 5/18 28% ns.
MMT5 6/22 27% 5/18 28% ns.
5- 15/22 68% 10/18 56% ns.
4 13/22 59% 10/18 56% ns.
MMT5 18/21 86% 15/18 83% ns.
5- 3/21 14% 3/18 17% ns.
4 121 5% 2/18 11% ns.
CK u/L 411.0 8315 P = 0.00701
17/21 81% 18/18 100% ns.
MRI 10/15 67% 12/12 100% P = 0.047
15/22 68% 12/18 67% ns.
ADL 14/22 64% 11/18 66% ns.
e _redian nses 15665 .S _____
5/22 23% 16/18 89% P = 0.0000335
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a. mean+SD
CK=creatine kinase; ADL=activities of daily living; n.s.=not significant.
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