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T h e association of hypocomplementemic urticarial 
vasculitis with chronic obstructive pulmonary disease is 
well documented.1 , 2 Recently, we evaluated a patient 
with h y p o c o m p l e m e n t e m i c urticarial vasculitis who 
developed chronic obstructive pulmonary disease and 
pulmonary silicosis. 

A 55-year-old man was hospitalized complaining of 
severe shortness of breath at rest. He had had progres-
sive dyspnea on exert ion for approximately 18 months 
before admission. He denied hemoptysis, wheezing, or 
chest pains. He had an 8 0 pack-year smoking history. He 
had worked for 3 0 years as a painter and sandblaster. O c -
cupational exposures included paint fumes, sand, and sil-
ica dust. His medical history was significant for hy-
pocomplementemic urticarial vasculitis since 1978 . A t 
that time, the patient was evaluated for a n ine -month 
history of urticaria and a 20-year history of arthralgias. 
T h e r e were diffuse urticarial lesions of the trunk, hands, 
arms, and legs. His chest radiograph was normal in 1978 . 
T h e r e was no history of Raynaud's phenomenon, photo-
sensitivity, seizures, or pleuritic chest pains. T h e r e was 
no history of angioedema or family history of urticaria. 
Physical examinat ion revealed urticarial lesions of the 
trunk, hands, arms, and legs. A skin biopsy specimen was 
obtained of a left upper back lesion and findings were 
consistent with hypocomplementemic urticarial vasculi-
tis. T h e epidermis showed a subepidermal bulla. W i t h i n 
the dermis there was a dense infiltrate of neutrophils and 
eosinophils within the walls of vascular spaces, con-
sistent with leukocytoclastic angiitis. A n o t h e r skin bi-
opsy specimen was examined by direct immunofluores-
cence and showed granular deposits of C 3 along the 
dermal-epidermal junct ion and in blood vessels. N o fi-
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F I G U R E 1. Chest radiograph showing silicosis. 

brin or immunoreactants were detected. T h e C 3 level 
was 6 8 |Xg/mL (normal range 1 2 0 - 1 7 0 ng/mL). T h e C 4 
level was 10.8 |^g/mL (normal range 1 4 - 5 1 |lg/mL). 
O t h e r laboratory studies were as follows: R A titer 1:20; 
A N A , R P R , and H B s A g negative; sedimentation rate 
17 mm/hr; C B C 9 , 3 0 0 white blood cells and a normal 
differential white count; hemoglobin 15 g/dL; hema-
tocrit 4 7 % ; urinalysis and multiphasic screen normal; 
C I prime esterase inhibitor activity 5 0 % of normal con-
trol; and cryoglobulins trace-positive. 

Physical examinat ion revealed a middle-aged man in 
respiratory distress. Urticarial lesions were found on the 
trunk, arms, and legs. Diffuse wheezes were heard bi-
laterally. T h e remainder of the physical examinat ion 
was unremarkable . T h e ches t radiograph showed a 
tortuous aorta. Cardiac si lhouette was normal. T h e r e 
was a diffuse fine micronodular pattern in the upper four 
lung zones c o n s i s t e n t wi th an I L O I n t e r n a t i o n a l 
Pneumoconiosis Classification of 1/1 p/p in four upper 
zones. Findings on the chest radiograph were compatible 
with simple silicosis (Figure J ) . Pulmonary function stu-
dies revealed a moderately severe obstructive ventilatory 
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pattern. The forced vital capacity was 2.62 L or 64% of 
predicted normal. The FEVi was 1.62 L per second or 
51% of predicted normal. The % FEV! was 62% of pre-
dicted normal, and the % FEV3 was 96% of predicted 
normal. The FEF25%_75% was 0.92 L/sec or 29% of pre-
dicted normal. Arterial blood gases at rest, breathing 
room air, showed moderately severe arterial hypoxemia. 
The p0 2 was 64 mmHg, pC0 2 42 mmHg, pH 7.42, and 
0 2 saturation 93%. The patient was treated with low-
flow oxygen therapy, intravenous and oral theophylline 
preparations, and inhaled bronchodilators. Prednisone 
and naproxen were administered for the cutaneous and 
joint manifestations. Improvement was rapid, and the 
patient was discharged two days after admission on a 
regimen of oral bronchodilator medications. 

Follow-up pulmonary function studies two years later 
showed further airway obstruction. The forced vital 
capacity was 1.48 L or 51% of predicted normal. The 
FEV! was 0.70 L/sec or 33% of predicted normal. The % 
FEVj was 35% and the % FEV3 64% of predicted nor-
mal. The FEF25%_75% was 0.28 L/sec or 7% of predicted 
normal. The patient's clinical course was one of progres-
sive respiratory insufficiency, and he subsequently died 
of respiratory failure. 

Schwartz et al1 reported 16 patients with hy-
pocomplementemic urticarial vasculitis. Of these 16 
patients, eight developed chronic obstructive lung pul-
monary disease at a young age despite low total pack 
years of smoking history. The authors inferred that the 
development of chronic obstructive pulmonary disease 
was probably due to a combination of cigarette smoking 
and the underlying vasculitic disease. Zeiss et al2 re-
ported on five patients with hypocomplementemic 
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The pathogenesis of pulmonary silicosis has been well 
documented in numerous review articles.4-6 The silica 
phagocytized by pulmonary alveolar macrophages prob-
ably releases free radicals and lysosomal enzymes. The 
persistence of silica in lung tissue by these mechanisms 
may result in inflammatory changes, parenchymal lung 
damage, and fibrosis. 

Our patient had a well-documented combination of 
hypocomplementemic urticarial vasculitis, chronic ob-
structive pulmonary disease, and simple silicosis. We 
believe that his chronic obstructive pulmonary disease 
was produced by a combination of the destructive effects 
of cigarette smoking and vasculitis. The development of 
pulmonary silicosis may be related to the vasculitis and 
the decreased pulmonary clearance mechanisms seen 
with severe chronic obstructive pulmonary disease. The 
precise etiologic mechanisms leading to this combina-
tion of immune disorders in this particular patient re-
main unclear. 
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