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Common variable immunodeficiency (CVI) is a 
heterogeneous group of immunologic disorders 
characterized by hypogammaglobulinemia and re- 
current bacterial infections. In spite of  the im- 
paired production of antibodies that defines this 
disease, a variety of autoimmune disorders are 
frequently associated? Treatment  of CVI includes 
administration of antibiotics and -/-globulin re- 
placement.  Passive immunization in patients with 
hypogammaglobulinemia led to the knowledge of 
the important  role of intravenous immunoglobulin 
( IVIG)  in immunomodulation.  

We report  a case of severe leukocytoclastic 
vasculitis in a patient with CVI. Treatment  with 
I V I G  controlled both diseases. We have found 
only one previous report  of association between 
CVI and vasculitis in the reviewed literature. 

CASE REPORT 
A 66-year-old woman with a history of recurrent 

herpes simplex virus-1 and repeated bacterial infections 
of the sinopulmonary tract was referred for evaluation of 
a chronic purpuric eruption involving the legs. Succes- 
sive cropping of cutaneous lesions had started 2 years 
earlier; no drugs could be incriminated. She had been 
given oral prednisone (0.5 mg/kg/day) for 2 months 
without experiencing any improvement. 

On physical examination, there was a severe eruption 
of confluent palpable purpura on the lower extremities 
(Fig. 1). No other clinical abnormality was found. A 
biopsy specimen of one lesion showed a neutrophilic 
infiltrate around and within the dermal vascular walls, 
nuclear dust, extravasation of red cells, and deposits of 
fibrin. Direct immunofluorescence examination demon- 
strated deposition of IgG, IgA, and C3 in the cutaneous 
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Abbreviations used 
CVI: Common variable immunodeficiency 

IVIG: Intravenous immunoglobulin 

vessels. The diagnosis of cutaneous leukocytoclastic vas- 
culitis was confirmed. 

Erythrocyte sedimentation rate was 10 mm. White 
blood cell count was 4280/mm 3 (5% eosinophils, 71% 
neutrophils, 18% lymphocytes, and 7.2% monocytes). 
Platelet count was 270.000/mm 3. Blood chemistry was 
normal. The -/-globulin level was decreased (5.5 gm/L). 
Albumin level was normal. Results of urinalysis were 
negative. Chest roentgenogram and electrocardiogram 
disclosed no abnormality. The tuberculin reaction was 
negative. Results of serologic determinations for human 
immunodeficiency virus, cytomegalovirus, toxoplasmo- 
sis, Epstein-Barr virus, herpes simplex virus-IgM, syph- 
ilis, Salmonella, and Brucella species, and hepatitis B and 
C were negative. Antistreptolysin O values were less 
than 200 IU. Quantitation of serum immunoglobulins 
showed a decreased level of IgG, 1.5 gm/L (range, 9.2 to 
17.8 gm/L); IgA, 0.4 gm/L (range, 0.5 to 4.3 gm/L); and 
IgM 0.8 gm/L (range, 0.9 to 2.8 gin/L). The result of the 
complement study was normal. Cell surface analysis of T 
and B cells and T-cell subset showed CD19, 2% (6% to 
12%); CD3, 83% (68% to 80%); CD4, 30% (39% to 
52%); CD8, 44% (24% to 37%); CD4/CDS, 0.75 (1.05 
to 2.15). Results of tests for cryoglobulins, rheumatoid 
factor, antinuclear antibodies, anti-DNA, anti-Ro, anti- 
La, anti-cardiolipin, and antineutrophil cytoplasm anti- 
bodies were negative. Results of bone marrow examina- 
tion were normal. The patient was diagnosed with 
coexistent CVI and cutaneous leukocytoclastic vasculitis. 
IVIG treatment with Polyglobin, 300 mg/kg body weight 
every 3 weeks, was started. The average serum IgG level 
reached was 7 gm/L. The administration of IVIG also 
improved the vasculitic disease. Twenty-four hours after 
the administration of IVIG, the purpuric eruption had 
not progressed. All preexistent vasculitic lesions cleared 
within 10 days. During 1.5 years of assessment and 
without any additional therapy, the patient has only had 
one episode of purpura. This relapse was concurrent 
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with a reduction of IgG levels to 5.5 gm/L, caused by a 
delay in the infusion of immunoglobulin. 

DISCUSSION 
Leukocytoclastic vasculitis is a small-vessel vas- 

culitis characterized by infiltration of polymorpho- 
nuclear leukocytes, with presence of nuclear dust, 
extravasation of erythrocytes, and fibrinoid necro- 
sis. Patients are usually first seen with palpable 
purpuric lesions, but systemic involvement may 
develop. The disorder may be associated with 
infection, cryoglobulinemia, drug intake, malig- 
nancy, and a variety of autoimmune diseases. 2 

CVI is a primary immunodeficiency that can be 
diagnosed in the sixth decade of life. 1 Although 
patients with hypogammaglobulinemia frequently 
have associated autoimmune diseases, 1 we have 
only found one previous report of association 
between CVI and vasculitis (polyarteritis nodosa). 3 
The administration of IVIG in patients with im- 
munodeficiencies led to the knowledge of the role 
of this new therapy in immunomodulation, 4 and its 
use in immunologic or autoimmune diseases is now 
being tried. Moreover, IVIG infusion is a well 
established therapy for Kawasaki disease and im- 
mune thrombocytopenic purpura. In addition to 
Kawasaki disease, other vasculitic processes have 
been treated with IVIG, including mild cases of 
systemic vasculitis s and one case of Churg-Strauss 
syndrome, 6 although the mechanisms for the ben- 
eficial effect of this therapy are not well defined. In 
most forms of vasculitis there is some evidence that 
antigen-antibody complexes participate in the 
pathogenesis of vascular damage, and the manip- 
ulation of the idiotype network by IgG antiidio- 
typic antibodies from IVIG infusion may be of 
benefit in the vasculitic syndromes. The attenua- 
tion of the acute complement-dependent immune 
damage, the reduction in the secretion of some 
cytokines, and the correction of T-cell abnormali- 
ties, observed after IVIG administration, could 
also ameliorate the vasculitic lesions. 4 In this case 
IVIG infusion resulted in successful control of the 
chronic leukocytoclastic vasculitis, which the pa- 
tient had experienced for 2 years. We believe that 
the association between CVI and vasculitis may be 
related to the complex dysfunction in humoral and 
cellular immunity demonstrated in these patients, a 
as well as to the greater susceptibility to infections 

FIG. 1, Pa lpab le  pu rpu r i c  les ions  on the legs. 

that they present. IVIG could have a beneficial 
effect on both factors. 
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