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(a) Malar rash, erythema of the inner canthus, and papules on the forehead upon admission.

(b) Nails showing periungual and (c) subungual hemorrhage. (d) A chest roentgenogram obtained
on admission showing a reticular shadow in both lung fields and decreased right lung volume
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Table 1 Laboratory findings on admission
Hematology Serology

WBC 6,500/ul| CRP 088 mg/dl| Mycoplasma IgM (stat) (=)
Neu. 778% | ESR 35mm/h| M. pneumoniae (PA) (=)
Mo. 75% | PCT <05ng/ml| Parvovirus B19 IgM (=)
Lym. 14.2% KL-6 1,648 U/ml| B -D-Glucan 9 pg/ml
Eo. 03% | SP-A 116.3 ng/ml

RBC 471x10%/ul| SP-D 15.6 ng/dl | Urine

Hb 142 g/dl| 1IgG 924 mg/dl| Analysis normal

Ht 428% | IgA 277 mg/dl| Urine S. pneumoniae Ag (=)

Plt 204x103/ul| IgM 95 mg/dl| Urine legionellae Ag (=)

IgE 21 IU/ml
Biochemistry RF <40 | Blood gas analysis

AST 1701U/L | ANA <40| pH 7491

ALT 1051U/L | Anti-Jo-1 Ab (=) | PaCO2 31.3 Torr

LDH 676 IU/L | Anti-centromere Ab (=) PaO2 55.6 Torr

ALP 271TU/L| Anti-RNP Ab (=) | HCOs~ 23.7 mmol/L

v-GTP 83IU/L| Anti-SS-A Ab (=) | A-aDO: 55.2 Torr

T. Bil 05 mg/dl| Anti-Scl70 Ab (=)

TP 57 g/dl| Anti-CADM-140 Ab (+)

Alb 34 g/dl| MPO-ANCA <1.3U/ml

CPK 1,83631U/L| PR3-ANCA <13 U/ml

Aldolase 126 IU/L| C. psittaci (CF) (=)

Na 135 mEq/L | C. pneumoniae IgA (=)

K 42mEq/L| C. pneumoniae 1gG (=)

Cl 100 mEq/L

Underlined values indicate off the standard values.

10 days before admission

admission
T

29

Fig. 2 Chest computed tomography scans obtained 10 days before admission and at the time of admission showed
increased patchy ground-glass opacities and consolidation over time in the peripheral fields of the right and left lungs.
A subpleural curvilinear shadow and bronchiolectasis within the consolidation were observed on the more recent
scan. They were dominant in the lower lung lobe, and no honeycomb formation was observed.
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mPSL 1000 mg 750mg 500mg
Antibiotics 2mglkg/da

. IPM/CS+VCM

CPAP — APRV
Oxygen Tx Hi-Fonebu 90-98% F102:95-100%

Sp02 (%) CPK,LDH (1u/1}
100 2,500
95 2000
90 1500
85 1000
80 500
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day? 2 3 4 & g 7 8 g 10 11 12
adm muscle intubation dead
biopsy

Fig. 3 Clinical course: mPSL, methylprednisolone; CPA, cyclophosphamide; CyA, cyclosporine; AZM, azithromycin;
CPFX, ciprofloxacin; VCM, vancomycin; IPM/CS, imipenem/cilastatin; NC, nasal canula; CPAP, continuous positive
airway pressure; APRV, airway pressure release ventilation.
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Fig. 4 Lung autopsy findings suggesting diffuse alveolar damage (DAD) without evidence of bacterial infection,
Preumocystis jirovecii infection, cytomegalovirus infection, and malignancy. (a) The right autopsied lung was firm, with
decreased volume and a rough pleural surface. (b) A histological section showing diffuse thickening of the alveolar
walls and dilatation of the distal air spaces predominantly in the subpleural spaces (hematoxylin and eosin [H and E],
x40). (c) Interstitial and intraalveolar fibroblast proliferation, characteristic of the organizing phase of DAD, was
observed (H and E, x100). (d) Histological section showing hyaline membranes within air spaces and intra-alveolar
edema characteristic of the exudative phase of DAD (H and E, x100).
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Abstract

A case of rapid progressive interstitial pneumonia with dermatomyositis
and atypical cutaneous lesions, characterized by the anti-CADM-140 antibody

Makoto Hibino? Shou Nishiguchi ®, Kenichirou Akazawa ? Koji Hikino * and Motoki Oe ®
* Department of Respiratory Medicine, Chigasaki Tokushukai Medical Center
" Department of Internal Medicine, Shonan Kamakura General Hospital

A 49-year-old man was admitted to our hospital with fever, general fatigue, muscle pain in the neck, and
exertional breathlessness. We initiated treatment with ciprofloxacin and methylprednisolone at 1 mg-kg '-day ’;
however, this failed to improve his respiratory symptoms. We diagnosed the patient with rapid progressive
interstitial pneumonia (RPIP) with 22 dermatomyositis on the basis of the findings of diffuse alveolar damage
(DAD) on chest computed tomography; mild proximal muscle weakness and pain; elevated levels of myogenic
enzymes, C-reactive protein (CRP) levels, and erythrocyte sedimentation rate (ESR); the myogenic pattern on
the electromyogram; malar rash; erythema of the inner canthus; and subungual and splinter hemorrhage. We
initiated steroid pulse therapy, cyclophosphamide pulse therapy, and continuous infusion therapy with
cyclosporine; however, the patient required mechanical ventilation on day 9 and died on day 12 after admission.
Lung autopsy revealed pathological exudative and organizing phases of diffuse alveolar damage, and the anti-
CADM-140 antibody was found in the patient’s serum. Occasionally, amyopathic dermatomyositis is complicated
by RPIP, which manifests as characteristic cutaneous lesions. However, in this case RPIP was accompanied by
dermatomyositis characterized by the anti-CADM-140 antibody with only atypical cutaneous lesions. Therefore
this case was thought to be very rare. Moreover, initial diagnosis of it as RPIP accompanied by dermatomyositis
was difficult. This case indicates the importance of anti-CADM-140 antibody in interstitial pneumonia with
atypical cutaneous lesions.



