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Pulmonary Manifestations of Collagen Disease
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—(Abstrac

including kidney, skin, brain and lung. Pulmonary involvement is relatively frequent and well
 known in adult patients. The majority of these patients develop pleural and/or pulmonary
diseases al some time during the course of their illness. Even in children, pulmonary
manifestations can be an initial complication of CVD as well as sometimes a life-threatening one.
A number of pulmonary abnormalities has been investigated such as pleuritis with or without
effusion, pneumonitis, alveolar hemorrhage, pulmonary hypertension, pulmonary/pleural
fibrosis, and respiratory muscle myopathy. Although many radiological findings have been
reported over several decades, the chest radiograph may occasionally be normal despite the
presence of diffuse pulmonary impediment. Clinical studies of CT scans provide significant
information leading to an early detection as well as serial observation of pulmonary involvement
in CVD. Likewise, the introduction of high resolution CT (HRCT) allows us to demonstrate the
smaller lesion that is not clearly identified by the conventional roentgenogram. HRCT may he
proved to be of help in assessing disease progression, monitoring a response to therapy, and
predicting a prognosis. In addition, cautious evaluation of pulmonary perfusion and/or
| ventilation scintigraphy is sometimes suggestive of underlying pulmonary involvement.

Keywords . Collagen-vascular disease (CVD), Pulmonary manifestation, Children,
High Resolution CT (HRCT)

Collagen-vascular disease {CVD) is a chronic systemic disease involving many organs |
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Table 1 Pulmonary manifestations of the collagen vascular dlsease in children

SLE l] A SS¢  PM/DM MCTD 58
Airway disease
Bronchiectasis + -+
Bronchiolitis obliterans + + i
BOOP b4 o+
Aspiration pneumonia/Atelectasis et b s 4
Alveolar disease
Acute pneumonitis ++ + +
Chronic interstitial pneumonitis b 4 s T
Pulmonary fibrosis + ERRt i . 4 +
Alveolar hemorrhage ++ + +
Pulmonary nodule + b +
Pulmonary vascular disease
Pulmonary hypertension — + 4 + 4+ +
Pulmonary thromboembolism 4+ +
Pleural disease
Pleuritis with or without effusion bk ++ +
Spontaneous pneumothorax e 44
Thoracic/Diaphragm dysfunction
Decreased thoracic movement + e ++ ot +
Respiratory muscle weakness ++ - R -
+++ frequent ++ occasional + rare

SLE=Systemic lupus erythematosus, JIA=]Juvenile idiopathic arthritis, SSc=Systemic sclerosis,
PM=Polymiositis. DM=Dermatomiositis, MCTD=Mixed connective tissue disease,
SS=Sjogren’s syndrome, BOOP=Bronchiolitis obliterans with organizing pneumonia
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Table 2 Pulmonary manifestations in auto-
antibody asscciated syndrome
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Fig.1 A 14-year-old girl with systemic lupus erythematosus. Chest Pasteroanterior radiograph
shows a left lower lobe infiltration and a decreased left lung volume, with pleural effusion
more apparently seen in the left decubitus view.

6 months later 10 months later

16 months later

Fig.2

Serial observation of chest radiograph of the
same patient. Left pleural effusion and
pneumothorax remained until 16 months after
initial examination and treatment, without any
significant symptoms.
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Fig.3 Axial HRCT of the same patient after 5
years. Linear small atelectases in the left
lung, probably consistent with an
inflammatory scar due io pneumaonia and
pleurisy, are seen whereas the lung fields
look normal.
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Fig.4

Chest radiograph of an 8-year-old
girl suffering from systemic lupus
erythematosus for 5 years. Bilateral
diffuse reticular infiltration and an
attenuation of perihilar air-space
consolidation are shown in
association with a slightly elevated
diaphragm.
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