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AN AUTOPSY CASE OF CLINICALLY AMYOPATHIC DERMATOMYOSITIS
ACCOMPANIED BY RAPIDLY PROGRESSIVE INTERSTITIAL
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A 70-year—old man had complaints of fever, dyspnea, and arthralgia. Computed tomography (CT) of the
chest on admission showed multiple consolidations in both lower lung fields which were suspected of being
organizing pneumonia. Because myositis was not indicated by electromyography or by magnetic resonance of
the upper and lower limbs despite the various clinical findings, including erythema of the inner canthus,
arthralgia, and an elevated level of creatine kinase, a specific connective tissue disease, such as
dermatomyositis, was not diagnosed. Although corticosteroids and immunosuppressive therapy were
administered, the patient's respiratory status rapidly worsened, and chest CT showed diffuse ground—glass
opacity throughout the entire lung field. The patient died of respiratory failure on the 43rd hospital day.
Pathological examination of the lung at autopsy revealed diffuse alveolar damage and organizing pneumonia.
Later, it was revealed anti-CADM-140 antibody which was characterized for clinically amyopathic
dermatomyositis (CADM) was positive. Finally, CADM accompanied by rapidly progressive interstitial
pneumonia was diagnosed. Only a few reports of autopsy findings in cases of CADM have been published;
therefore, we discuss the present case in relation to previously reported cases.

(Tokyo Jikeikai Medical Journal 2014;129:11-7)

Key words: clinically amyopathic dermatomyositis, rapidly progressive interstitial pneumonia,

diffuse alveolar damage, organizing pneumonia, anti-CADM antibody
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Table 1. BRESFT R

Hematology
WBC 3800 /ul
Neutro  80.4 %
Lympho 10.8 %
Mono 5.7 %
Eosino 2.8 %
Baso 0.3 %
RBC 435 A/ul
Hb 12.0 g/dl
Ht 36.6 %
Plt 25.7 A/
Coagulation
PT 85 %
PT-INR 1.1

APTT 37.3 sec.
Fbg 468 mg/dl
FDP 5 ug/ml
D-dimer 1.5 pg/ml

Biochemistry
AST 42 TU/
ALT 12 TU/
LDH 345 IU/
T-Bil 0.4 mg/dl
ALP 165 TU/
yGTP 27 IU/
TP 6.1 g/dl
Alb 2.4 g/dl
CK 206 TU/
ALD 55U
UN 24 mg/dl
Cr 0.91 mg/dl
Na 139 mmol/l
K 4.4 mmol/l
Cl 108 mmol/l
Ca 7.3 mg/dl

ferritin 1584 mg/dl

Serology

IgG 1721 mg/dl
IgG4 146 mg/dl
IgA 225 mg/dl
IgM 59 mg/dl
FUHUA-TF 80 &
PR 40
#IMAE 80
KL-6 639 U/ml
SP-D 38.1 ng/ml
CRP 2.50 mg/dl
C-ANCA 10> E-U
P-ANCA 64 E-U
H1SSA/RotK
H1SSB/Lafiiik
#1Scl- 70504k
HevbAT R
Hilo- 1514k
HLCCPHLIK
HIRNPHI{K
#1CADM-140%k
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~
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BGA(room air)
pH 7.44

paO:. 77 Torr
paCO: 32 Torr
HCO; 23.0 mmol/l
BE -1.6 mEq/l
Urine

HE 1.0

pH 6.0

Prot (2+)

Sug ()

RBC  0-1/HPF
WBC 1-4/HPF
BERE

—RMlE FEE ()
MR

b T 373
PCR-Tb

©)
©)
MRIEE )

Fig.1.(a) Chest X-ray on admission showing ground-glass opacity and infiltration in predominantly affecting lower
lung field. (b) Chest CT scan on admission showing bilateral multiple consolidations in bilateral lower lung
field which were suspected with organizing pneumonia. (¢) Chest CT scan on 36 hospital day showing diffuse

ground-glass opacity.
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Fig.2. Clinical course of this case IVCY, intravenous cyclophosphamide. mPSL, methyl-prednisolone. PSL, prednisolone.
CPA, cyclophosphamide. MEPM, meropenem. SBT/ABPC, Sulbactam/Ampicillin. GCV, ganciclovir.
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Fig.3 Lung specimens obtained at autopsy. (a) Gross appearance showing that the lung was firm with
decreased volume, and rough on pleural surface. (b). Histological specimen showing diffuse
hyaline membrane formation is characteristics of diffuse alveolar damage (DAD). (c¢) Exudative
phase of DAD. (d) Organizing phase of DAD. (e) Organizing and fibrosis phase of DAD, which
caused severe collapse of air space but preserved structure of the lung.
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