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EARLY ASSESSMENT OF PULMONARY INVOLVEMENT
IN LIMITED SCLERODERMA®

A Case Report
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SUMMARY: Unsal E, Kiing O, Kargt A, Cevik NT. (Departments of Pediatrics,
Pulmonary Medicine and Pathology, Dokuz Eylil University Faculty of Medicine, izmir,
Turkey). Early assessment of pulmonary Invelvement in limited scleroderma: a case
report. Turk J Pediatr 1998; 40: 603-608. :

Limited scleroderma is typified by insidious progression of skin invclvement. The
onset of internal organ Involvement Is delayed until the second decade, tha lungs
being the most important from the prognostic point of view. Early detection of-
pulmonary lesions Is of paramount Importance. This paper presents a 16-year-old
male patient with a history of Raynaud's phenomenon followed by progressive
tightening of skin over the fingers, hands and tace. He had early pulmonary
. Involvement detected by high resolution computed tomography (HRCT) and proven
by histopathologic examination as usual interstitial pneumonia; even the chest x-ray
and pulmonary function tests were normal. A combination of prednisolone and D-
penicillamine was planned for treatment because of his having both pulmonary and
gastrointestinal system involvement. 99m technetium diethylenetriamine pentaacetate
{99m Tc-DTPA) test is very sensitive for pulmonary lesions and it has shown a rapid
clearance In the early stage. This method Is also useful for following up the therapeulic
trial. Key words: limited scleroderrna, high resolution computed tomography, 39m Te-DTPA.

Systemic sclerosis is a remarkably heterogeneous disorder with diverse initial
presentations and a variable disease course, including wide differences in pace,
extent and severity of any of its clinical manifestations'. It has an estimated
annual incidence of 4.5-12 per million. Childhood onset is very uncommon and
accounts for only a small proportion of patients; there are a number of case
reports totalling less than 1000 patients?. It can be classified into several
subtypes, based on the degree of skin and internal organ involvement. Limited
scleroderma (CREST syndrome) is a subgroup which has a more benign course
than the systemic disease. Skin thickening is less prominent and remains limited
to the distal extremities, face and neck. Internal organ involvement occurs only
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Regarding the involvement of skin, gastrointestinal and respiratory systems, we
planned a combination therapy of prednisolone and D-penicillamine. Prednisolone
was successful in treating interstitial pneumonia by delaying the fibrosis, and
D-penicillamine had significantly greater effect in improving skin thickening than
other disease-madifying agents'. Another challenge was to identify a potential
marker of progression of the pulmonary disease. We preferred a scintigraphic
method, 99m Tc-diethylenetriamine pentaacetate (89m Tc-DTPA). Pulmonary
epithelial permeability can be studied by measuring the clearance rate of inhaled
99m Tc-DTPA. This hydrophilic molecule crosses the alveolar-capillary barrier
and diffuses from the air space into the vascular space, probably passing through
the tight epithelial intercellular junctions. In a recent retrospective study,
abnormally rapid clearance of 99m Tc-DTPA at initial measurement was found
to identify fibrosing alveolitis patients at higher risk of a decline in functional
indices over the subsequent three years®. The authors concluded that rapid
clearance was likely to reflect both interstitial inflammation and mechanicai stretch
of the respiratory epithelium due to the lung fibrosis. They pointed out that
incomplete control of inflammation in the setting of significant lung fibrosis was
an aiternative explanation for fixed abnormalities in 99m Tc-DTPA clearance'®
12 Thus, we were able to reveal both the initial degree of lung involvement, and
a method to follow up the patient at reguiar intervals.
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