
Im
m

une-M
ediated, Inflam

m
atory, and Rheum

atologic Disorders
PART 15

2190 manifestations are listed in Table 385-7. Hypertension occurs in 32–93% of 
patients and contributes to renal, cardiac, and cerebral injury.

Characteristic laboratory findings include an elevated ESR, mild 
anemia, and elevated immunoglobulin levels.

DIAGNOSIS
The diagnosis of Takayasu arteritis should be suspected strongly in 
a young woman who develops a decrease or absence of peripheral 
pulses, discrepancies in blood pressure, and arterial bruits. The diag-
nosis is confirmed by the characteristic pattern on arteriography, 
which includes irregular vessel walls, stenosis, poststenotic dilation, 
aneurysm formation, occlusion, and evidence of increased collateral 
circulation. Complete aortic arteriography by catheter-directed dye 
arteriography or magnetic resonance arteriography should be obtained 
in order to fully delineate the distribution and degree of arterial dis-
ease. Histopathologic demonstration of vessel wall inflammation that 
is predominantly lymphocytic with granuloma formation and giant 
cells involving the media and adventitia adds confirmatory data; how-
ever, tissue is rarely readily available for examination. IgG4-related dis-
ease is a potential cause of aortitis and periaortitis that is histologically 
differentiated from Takayasu arteritis by a dense lymphoplasmacytic 
infiltrate rich in IgG4-positive plasma cells, a storiform pattern of 
fibrosis, and obliterative phlebitis.

TREATMENT	 Takayasu Arteritis
The long-term outcome of patients with Takayasu arteritis has var-
ied widely between studies. Although two North American reports 
found overall survival to be ≥94%, the 5-year mortality rate from 
other studies has ranged from 0 to 35%. Disease-related mortality 
most often occurs from congestive heart failure, cerebrovascular 
events, myocardial infarction, aneurysm rupture, or renal failure. 
Even in the absence of life-threatening disease, Takayasu arteritis 
can be associated with significant morbidity. The course of the dis-
ease is variable, and although spontaneous remissions may occur, 
Takayasu arteritis is most often chronic and relapsing. Although 
glucocorticoid therapy in doses of 40–60 mg prednisone per day 
alleviates symptoms, there are no convincing studies that indi-
cate that it increases survival. The combination of glucocorticoid 
therapy for acute signs and symptoms and an aggressive surgical 
and/or arterioplastic approach to stenosed vessels has markedly 
improved outcome and decreased morbidity by lessening the risk 
of stroke, correcting hypertension due to renal artery stenosis, and 
improving blood flow to ischemic viscera and limbs. Unless it is 
urgently required, surgical correction of stenosed arteries should 
be undertaken only when the vascular inflammatory process is 
well controlled with medical therapy. In individuals who are refrac-
tory to or unable to taper glucocorticoids, methotrexate in doses 
up to 25 mg per week has yielded encouraging results. Preliminary 
results with anti-TNF therapies have been encouraging, but will 
require further study through randomized trials to determine 
efficacy.

IgA VASCULITIS (HENOCH-SCHÖNLEIN)

DEFINITION
IgA vasculitis (Henoch-Schönlein) is a small-vessel vasculitis charac-
terized by palpable purpura (most commonly distributed over the 
buttocks and lower extremities), arthralgias, gastrointestinal signs and 
symptoms, and glomerulonephritis.

INCIDENCE AND PREVALENCE
IgA vasculitis (Henoch-Schönlein) is usually seen in children; most 
patients range in age from 4 to 7 years; however, the disease may also 
be seen in infants and adults. It is not a rare disease; in one series it 
accounted for between 5 and 24 admissions per year at a pediatric hos-
pital. The male-to-female ratio is 1.5:1. A seasonal variation with a peak 
incidence in spring has been noted.

PATHOLOGY AND PATHOGENESIS
The presumptive pathogenic mechanism for IgA (Henoch-Schönlein) 
vasculitis is immune-complex deposition. A number of inciting anti-
gens have been suggested including upper respiratory tract infections, 
various drugs, foods, insect bites, and immunizations. IgA is the anti-
body class most often seen in the immune complexes and has been 
demonstrated in the renal biopsies of these patients.

CLINICAL AND LABORATORY MANIFESTATIONS
In pediatric patients, palpable purpura is seen in virtually all patients; 
most patients develop polyarthralgias in the absence of frank arthritis. 
Gastrointestinal involvement, which is seen in almost 70% of pediatric 
patients, is characterized by colicky abdominal pain usually associated 
with nausea, vomiting, diarrhea, or constipation and is frequently 
accompanied by the passage of blood and mucus per rectum; bowel 
intussusception may occur. Renal involvement occurs in 10–50% of 
patients and is usually characterized by mild glomerulonephritis lead-
ing to proteinuria and microscopic hematuria, with red blood cell casts 
in the majority of patients (Chap. 338); it usually resolves spontane-
ously without therapy. Rarely, a progressive glomerulonephritis will 
develop. In adults, presenting symptoms are most frequently related 
to the skin and joints, while initial complaints related to the gut are 
less common. Although certain studies have found that renal disease is 
more frequent and more severe in adults, this has not been a consistent 
finding. However, the course of renal disease in adults may be more 
insidious and thus requires close follow-up. Myocardial involvement 
can occur in adults but is rare in children.

Laboratory studies generally show a mild leukocytosis, a normal plate-
let count, and occasionally eosinophilia. Serum complement components 
are normal, and IgA levels are elevated in about one-half of patients.

DIAGNOSIS
The diagnosis of IgA vasculitis (Henoch-Schönlein) is based on clinical 
signs and symptoms. Skin biopsy specimen can be useful in confirming 
leukocytoclastic vasculitis with IgA and C3 deposition by immunoflu-
orescence. Renal biopsy is rarely needed for diagnosis but may provide 
prognostic information in some patients.

TREATMENT	 IgA Vasculitis (Henoch-Schönlein)
The prognosis of IgA vasculitis (Henoch-Schönlein) is excellent. 
Mortality is exceedingly rare, and 1–5% of children progress to end-
stage renal disease. Most patients recover completely, and some 
do not require therapy. Treatment is similar for adults and children. 
When glucocorticoid therapy is required, prednisone, in doses of 1 
mg/kg per day and tapered according to clinical response, has been 
shown to be useful in decreasing tissue edema, arthralgias, and 
abdominal discomfort; however, it has not proved beneficial in the 
treatment of skin or renal disease and does not appear to shorten 
the duration of active disease or lessen the chance of recurrence. 
Patients with rapidly progressive glomerulonephritis have been 
anecdotally reported to benefit from intensive plasma exchange 
combined with cytotoxic drugs. Disease recurrences have been 
reported in 10–40% of patients.

CRYOGLOBULINEMIC VASCULITIS

DEFINITION
Cryoglobulins are cold-precipitable monoclonal or polyclonal immuno-
globulins. Cryoglobulinemia may be associated with a systemic vasculitis 
characterized by palpable purpura, arthralgias, weakness, neuropathy, 
and glomerulonephritis. Although this can be observed in association 
with a variety of underlying disorders including multiple myeloma, 
lymphoproliferative disorders, connective tissue diseases, infection, and 
liver disease, in many instances it appears to be idiopathic. Because of the 
apparent absence of an underlying disease and the presence of cryopre-
cipitate containing oligoclonal/polyclonal immunoglobulins, this entity 
was referred to as essential mixed cryoglobulinemia. Since the discovery 
of hepatitis C, it has been established that the vast majority of patients 
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