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Table 1 Clinical findings
Normal value Case 1 Case 2 Case 3 Case 4

WBC (/ul) 3,900-9,800 7,300 9,700 6,300 6,100
CRP (mg/dL) 0-05 45 0.2 58 47
LDH (IU/L) 120-250 395 427 480 388
KL-6 (U/mL) 0-499 2,084 1,270 680 917
SP-D (ng/mL) 0-110 145 745 124 55.6
CPK (IU/L) 60-250 69 82 206 184
Aldolase (IU/L) 2.7-59 18.0 6.3 7.1 79
Antinuclear Antibody Negative Negative Negative Negative
Anti-ARS Antibodies Negative Negative Negative Negative
BAL

Total Cell Count (/ml) 25x10° — — 9.0x 104

Lymphocyte (%) 18 — — 10

Neutrophil (%) 2 — — 6

Eosinophil (%) 25 — — 1

CD4/CD8 12 — — 1.8
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Fig. 1
mainly in the lower lobes in all cases.
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Fig. 4 Gross appearance of the lungs on autopsy. (A) Coronal slices of lungs. (B, C) Diffuse fibrosis and
fibrous thickening of the alveolar wall were observed.

Fig. 5 Photomicrographs (low magnification). (A) Alveolar septa were thickened with fibrosis and mild
lymphocytic infiltration. (B) Prominent hyaline membrane formation with mild fibrous alveolar thicken-
ing was observed.

LTHh, 16 (25%) AN ZEEZ &L TWzd PHEEEREZ &L TBY, Z209H7 A (64%) 1
D DI TIE % %> » 72. Nakashima 5%, $t CADM- SEGETEOMEMEM T, 6 A (46%) DIERAET
140 PURBEREH 13 A0 5 5, 11 A (85%) A3 CADM, T L7z LCwaY. Mok s L, Bt CADM-
2N (15%) 23R DM TH Y, F7212 A (92%) 140 Pk B X FPURRTE EE L K L T, Mk



amyopathic dermatomyositis (2

TRIME CPK @ A7 <, ST o i %M
RKOEGHNEL L, PHROIARTH o7z, F72 Sato b
Pu CADM-140 ikt E#E 8 A9 5, & HH CADM
THY, 4N (50%) HEFMAELTVED BB 2% % & 0F
L7ze#HELTWSY. oot N, EAEIE
P b OOk A OFE DT HFICEINE A, it
IR ZRFHZ 2783 A R T H 5 FEE DI EHEIR % £ -
TBY, Z0OX) AT LIER TIZBIERD =W IR
WD 5. FEH3IBI 42O TIFREDM K
TEZHRELTWAb00, MWEMIZIIHIMETIEZRL,
F2ME CPKBL TNV S =€ ERIIEFICRE
Thh, CADMOHIZFIZED TL Wb D EEZ 2N,

EHZEPOEIDMOBIEME b EZLNL. LaL,
B3 @ X 5B 2 BT RO MEMN K % &P
AL HEFET A Z i, Pt CADM-140 Hi4k % DM D i
RICE D S, FICIN 7 SUEAEAT T oo R RPN 25 & B
THIEERBLTWAREELSD 5.

HEHFICE LT, Miyazaki 51, BElozx5uaf F,
YIUKRAT 7 I FOVAEREE, Y u AR o
W2 & D IERPRIZIETY L 72 CADM (249 S T o g
Mg DHER % i L Twhb. 72 Kakugawa 513
YR MFYVIREEE (PMX) Ofific ;D(ﬁ
BB L7ZEM M L Twa”. e izaeplicBn,
AFaA4 F2OVAPREE, Y7 aRRAT7 73 KOV AHE
BI®y7uxARY YAREHLE LT, HEIGLET
IR N TPy (NIV) i T o N LIPS %
o7z, F/EM I BIOEF 3T F M3 Uik
HWE (PMX) #0EH L7z La LER4 ZBRvwTa
BIESER 22l % 722> TB Y, CADM IZHE ) Bt
AT O BVE MG 2123 L ClEH a2 inE L 1d S i,
LA L, BREETIEZENDAOME L7 BRI L %
VORBIRTH Y, XV ARREEOREILING &
ZATHDH. TEM4DL)ITHESPICLEIH SN
TERADFHET LI LIZFEHITREZLTH S, EH4

BV TIIMEEMEDILA D IFEETH D, IFICHE
,)3 EEMBHIR S N2 2 LSBT H S L2 TREMED S

B BN 72D 4 11 35

5. BIRFHCTRIFEFICHBEOWRETIED 52,
CADM-140 B B Pk 0 s s A7 Pk ) B Al 92 43 %8 B vk
L PSRN RIREAT ) LEPHDLEEZOLND.

W AREBIORIEFZRIZ W 2 LTIHE £ L7250 REE
FET IR BT - BIERNEL O =R, Tl RSk,
TR RICE L THREL RO, BE2HE I L
FET IR B I L 2 > & — DI B — RS ISR 2 L
ESe

X W

1) Bohan A, et al. Computer-assisted analysis of 153 pa-
tients with polymyositis and dermatomyositis.
Medicine (Baltimore) 1977 ; 56 : 255—286.

2) Bronner IM, et al. Long-term outcome in polymyosi-
tis and dermatomyositis. Ann Rheum Dis 2006 ; 65 :
1456—1461.

3) Euwer RL, Sontheimer RD. Amyopathic dermato-
myositis :a review. ] Invest Dermatol 1993 ;100 :
1245—127S.

4) Sontheimer RD. Would a new name hasten the ac-
ceptance of amyopathic dermatomyositis (dermato-
myositis sine myositis) as a distinctive subset within
the idiopathic inflammatory dermatomyopathies
spectrum of clinical illness? J] Am Acad Dermatol
2002 ; 46 : 626—636.

5) Sato S, et al. Autoantibodies to a 140-kd polypeptide,
CADM-140, in Japanese patients with clinically
amyopathic dermatomyositis. Arthritis Rheum
2005 ; 52 : 1571—1576.

6) Nakashima R, et al. The RIG-I-like receptor IFTH1/
MDAS5 is a dermatomyositis-specific autoantigen
identified by the anti-CADM-140 antibody. Rheuma-
tology (Oxford) 2010 ; 49 : 433—440.

7) Kakugawa T, et al. Rapidly progressive interstitial
pneumonia associated with clinically amyopathic
dermatomyositis successfully treated with poly-
myxin B-immobilized fiber column hemoperfusion.
Intern Med 2008 ; 47 : 785—790.



36 HIFg 28 49 (1), 2011

Abstract

Four cases of interstitial pneumonia associated with amyopathic dermatomyositis characterized
by the anti-CADM-140 antibody

Kazuma Nagata”, Keisuke Tomii", Shigeki Nanjo", Mio Kubota”,
Ryo Tachikawa" and Mari Nishio”
"Department of Pulmonary Medicine, Kobe City Medical Center General Hospital
?Department of Pathology, Kobe City Medical Center General Hospital

Clinically amyopathic dermatomyositis (CADM) is a subgroup of dermatomyositis that manifests with charac-
teristic cutaneous lesions and mild or no muscle involvement. It is known that rapidly progressive interstitial
pneumonia with a poor prognosis can occur in patients with CADM. The anti-CADM-140 antibody is thought to
be useful as a specific serological marker for CADM. We encountered 4 patients with the anti-CADM-140 anti-
body. All patients complained of cutaneous lesions and dyspnea. Chest X-ray films and CT scans showed ground-
glass opacities (GGO) and consolidation in the lower lobes. All cases were treated with pulse methylprednisolone,
cyclophosphamide therapy and cyclosporine. Three patients died of respiratory failure and 1 improved. Anti-
CADM-140 antibody-positive cases are likely to have poor prognoses and should be treated by intensive therapy
as soon as possible.



