
Henoch-Schonlein Purpura
Henoch-Schonlein purpura (HSP) is the most common 
vasculitis of childhood and is characterized by 
leukocytoclastic vasculitis and immunoglobulin (Ig) A 
deposition in the small vessels in the skin, joints, 

gastrointestinal tract, and kidney.



Epidemiology
HSP occurs worldwide and affects all ethnic groups. The 
incidence of HSP is estimated at 14-20/100,000 children per 
year and affects males more than females, with a 1.2-1.8 : 1 
male: female ratio. Approximately 90% of HSP cases occur in 
children, usually between the ages of 3 and 10 yr. HSP is 
distinctly less common in adults, in whom severe and 
chronic complications are often encountered. HSP is more 
common in the fall, winter, or spring and is unusual in 
summer months. Many cases of HSP follow a documented 

upper respiratory infection.



Pathology
Skin biopsies demonstrate vasculitis of the dermal
capillaries and postcapillary venules. The inflammatory
infiltrate includes neutrophils and monocytes. Renal
histopathology typically shows endocapillary proliferative
glomerulonephritis, ranging from a focal segmental process

to extensive crescentic involvement.





Pathogenesis 
The exact pathogenesis of HSP remains unknown. Given
the frequency of preceding upper respiratory infections,
including group A streptococcal infections, an infectious
trigger is suspected. The common finding of deposition of
IgA, specifically IgA1, suggests that HSP is a disease
mediated by IgA and IgA immune complexes. HSP
occasionally clusters in families, suggesting a genetic

component.



Clinical Manifestations 
The hallmark of HSP is its rash: palpable purpura starting
as pink macules or wheals and developing into petechiae,
raised purpura, or larger ecchymoses. Occasionally, bullae
and ulcerations develop. The skin lesions are usually
symmetric and occur in gravity-dependent areas (lower
extremities) or on pressure points (buttocks).The skin
lesions often evolve in groups, typically lasting 3-10 days,
and may recur up to 4 mo after initial presentation.
Subcutaneous edema localized to the dorsa of hands and
feet, periorbital area, lips, scrotum, or scalp is also

common.





Musculoskeletal involvement, including arthritis and
arthralgias, is common, occurring in up to 75% of children
with HSP. The arthritis tends to be self-limited and
oligoarticular, with a predilection for the lower extremities,
and does not lead to deformities. The arthritis usually

resolves within 2 wk but can recur.
Gastrointestinal manifestations of HSP occur in up to 80%
of children with HSP. They include abdominal pain,
vomiting, diarrhea, paralytic ileus, melena,
intussusception, and mesenteric ischemia or perforation.
Endoscopic evaluation is usually not needed but may

identify purpura of the intestinal tract.



Renal involvement occurs in up to 50% of children with
HSP, manifesting as hematuria, proteinuria, hypertension,
frank nephritis, nephrotic syndrome, and acute or chronic
renal failure. Progression to end-stage renal disease is

uncommon in children (1-2%).
Neurologic manifestations of HSP, due to hypertension or
central nervous system (CNS) vasculitis, may also occur.
They include intracerebral hemorrhage, seizures,
headaches, and behavior changes. Other less common
potential manifestations of HSP are orchitis, carditis,
inflammatory eye disease, testicular torsion, and

pulmonary hemorrhage.



Diagnosis 
The diagnosis of HSP is a clinical one and is often straight
forward when the typical rash is present. However, in at least
25% of cases, the rash appears after other manifestations,
The differential diagnosis for HSP depends on specific organ
involvement but usually includes other small vessel
vasculitides, infections, coagulopathies, and other acute

intra-abdominal processes.





Laboratory Findings 
No laboratory finding is diagnostic of HSP. Common but
nonspecific findings include leukocytosis, thrombocytosis, mild
anemia, and elevations of erythrocyte sedimentation rate (ESR)
and C-reactive protein (CRP). Occult blood is frequently found in
stool specimens. Serum IgA values are often elevated but are not
routinely measured. Assessment of renal involvement with blood

pressure, urinalysis, and serum creatinine is necessary.
Ultrasound is often used in the setting of gastrointestinal
complaints to look for bowel wall edema or the rare occurrence of
an associated intussusception. Barium enema can also be used to
both diagnose and treat intussusception. Although often
unnecessary in typical HSP, biopsies of skin and kidney can provide
important diagnostic information, particularly in atypical or severe

cases, and characteristically show IgA deposition .



Treatment 
Treatment of HSP is supportive, with an emphasis on assuring 
adequate hydration, nutrition, and analgesia. Controversy 
continues concerning the appropriate use of glucocorticoids
in the management of HSP, but steroids are most often used 
to treat significant gastrointestinal involvement or other life-
threatening manifestations. Empiric use of prednisone 
(1 mg/kg/day for 1 to 2 wk, followed by taper) reduces 
abdominal and joint pain but does not alter overall prognosis 
nor prevent renal disease. Although few data are available to 
demonstrate efficacy, intravenous immune globulin and 
plasma exchange are sometimes used in the setting of severe 
disease. In some cases, chronic HSP renal disease is managed 
with a variety of immunosuppressants, including 

azathioprine, cyclophosphamide. 



Complications
Acutely, serious gastrointestinal involvement such as
intestinal perforation imparts significant morbidity and
mortality. Renal disease is the major long-term
complication, occurring in 1-2% of children with HSP. Renal
disease can develop up to 6 mo after diagnosis but rarely
does so if the initial urinalyses findings are normal. It is
recommended that children with HSP undergo serial
monitoring of blood pressure and urinalyses for 6 mo after
diagnosis, especially those who presented with

hypertension or urinary abnormalities.



Prognosis 
Overall, the prognosis for childhood HSP is excellent,
and most children experience an acute, self-limited
course. About 30% of children with HSP experience one
or more recurrences, typically within 4-6 mo of
diagnosis. With each relapse, symptoms are usually
milder than at presentation. Children with a more
severe initial course are at higher risk for relapse.
Chronic renal disease develops in 1-2% of children with
HSP, and approximately 8% of those with HSP nephritis

go on to have end-stage renal disease.


