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A CASE OF DERMATOMYOSITIS WITH
REFRACTORY PNEUMOTHORAX

(Case No. 694 of CPC)
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A 40-year-old man complained of cough and myalgia of the extremities. Dermato-
myositis and interstitial pneumonia were diagnosed. Systemic steroid therapy was not effec-
tive. Pneumothorax then developed, and dyspnea worsened. Despite combination therapy
with immunosuppressant therapy, interstitial pneumonia worsened, and the pneumothorax was
not resolved. The patient died of rapidly progress intersitital pneumonia.

(Tokyo Jikeikai Medical Journal 2009 ; 124 : 159-67)
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APt ERT R
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I, ALT 2111U/1, LDH 476 IU/1, CHE 5,013 1U/
I, ALP 2891U/1, y-GTP 711U/1, CK 2611U/
1, T-Bil 0.5mg/dl, TP 6.7 g/dl, Alb 3.2g/dl,

Fig. 1.
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UN 11 mg/dl, Cr 0.5mg/dl, Na 133 mEq/l, K
45mEq/1, C197 mEq/l, PT 1009%, APTT 34.9
sec, Fbg 424 mg/dl, CRP 0.14 mg/dl, 1gG 1,707
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& 7.0 U/ml &K, Pt SS-A Fifk 7.0 U/ml FK i,
P SS-B Fifk 7.0 U/ml FKiwg, MPO-ANCA 10 &
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9 9U/ml
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Images of chest on computed tomography scan A: day 1. B: day 49. C: day 58.
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Fig. 2. Muscle biopsy findings (Masson’s trichrome stain)
Muscle fibers show necrosis (A) and atrophy (B).
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PSL: prednisolone; mPSL: methylprednisolone; CyA: cyclosporin; FK506: tacrolimus; CPA: cyclophosphamide
ICU: intensive care unit; CK: creatine kinase; BT: body temperature

Fig. 3. Clinical course
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Fig. 4.

loss of muscle fibers and fibrosis. (Masson’s trichrome)
show coagulative necrosis, regeneration, and atrophy.
seen. (Masson’s trichrome)
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Histologic findings of gastrocnemius muscle (A and B).

A. Lower magnification. Note the
B. Higher magnification. Muscle fibers
Inflammatory cell infiltration is rarely
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Fig.5. Macroscopic features of the lung. A. The upper lobe shows diffuse enlarged air spaces

indicating interstitial lung disease.
and enlarged air spaces.
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Fig.6. A large bulla of the upper lobe. A. A bullous cyst has a thin wall (Bulla is packed with
gauze). B. Histology reveals marked dilatation of the subpleural air spaces. (Masson’s tri-
chrome)

Fig.7. Diffuse alveolar damage. A (lower magnification) and B (higher magnification) show
extensive hyaline membrane formation in the acute phase. C (lower magnification) and D
(higher magnification) show extensive fibrosis along the alveolar duct and alveolar spaces in the
organizing phase. (A, B, and C: Masson’s trichrome, D : Elastica van Gieson staining)



RS e SO L 72 R O 161 165

Fig. 8. Nonbacterial thrombotic endocarditis.

vegetations

Large friable vegetations are indicated by arrows on

the aortic cusp. A. Macroscopic view. B. Microscopic appearance at low magnification.

(Masson’s trichrome)
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Table 1.
cated by pneumothorax

1E5

Review of 6 previously described patients and the present patient with dermatomyositis compli-

Period from start

History of

Case Age(years), Progression  Cutaneous of steroid tht;rapy intubation earlier Outcome Reference
Sex of IP vasculopathy  to developing
pneumothorax
pneumothorax
1 57 F Unknown Yes 6 months Unknown Died 1)
2 55+ F Acute Yes 3 months No Died 2)
3 20« F Unknown Unknown 1 month No Alive 3)
4 49 - F Acute Yes 6 months Unknown Died 4)
5 55+ M Acute Yes 3 months Unknown Died 5)
6 55« F Subacute Yes 6 months No Alive 5)
7 40 « M Acute Yes 1 month No Died Present study
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