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Atypical clinical course 
of Henoch-Schönlein purpura 
David Lawee MD CCFP FCFP

Systemic vasculitis is a heterogeneous group of dis-
eases characterized by inflammation and necro-

sis of the blood vessel walls. Depending on the size of 
the involved vessels (small-, medium-, or large-vessel 
vasculitis), different systems can be affected; patients 
might, therefore, present with a wide variety of clinical 
signs and symptoms.1 

Henoch-Schönlein purpura (HSP) is a rare nonthrom-
bocytopenic lgA–mediated small-vessel vasculitis of 
autoimmune hypersensitivity. In 2006 a consensus con-
ference involving important stakeholders established a 
new set of criteria for the case definition of HSP, outlined 
in Table 1.2

Henoch-Schönlein purpura mainly affects chil-
dren, with a male-to-female ratio of 2:1. In children 
the prognosis is good, as HSP typically resolves rap-
idly and without complication. In adults and infants 
younger than 2 years of age, however, HSP tends to 
have atypical clinical presentations; a higher rate 
of severe, atypical gastrointestinal problems; and 
delayed renal complications. Lung and central ner-
vous system presentation is rare. Although the etiol-
ogy of the vasculitides is unknown, it is postulated 
that certain triggers act as antigens that induce acti-
vation of the alternative complement pathway, while 
altered genetic markers determine susceptibility to 
HSP and predict disease severity.3

Case description 
A 7-year-old female child had a sore throat and felt 
unwell. Over the next 24 hours she became febrile 
and developed nonitchy erythematous spots on her 
lower extremities. A pediatrician saw her on the third 
day of her illness. He diagnosed scarlet fever and 
started her on amoxicillin.

Within 12 hours the rash became more prominent, 
with distinctly palpable purple-red edematous pap-
ules of varying dimensions and configurations. She 
also developed a nonpruritic, nonpitting, and asym-
metrical swelling of the lower third portion of her legs, 
which extended to her ankles and the dorsum of her 
feet. The right side was distinctly more swollen and 
painful to light touch than the left (Figure 1). She 
quickly developed ankle pain and was not ambulant. 

On arrival at the emergency room, the patient had 
incapacitating pain in both ankles. She complained of 

Table 1. Criteria for case definition of Henoch-
Schönlein purpura: Palpable purpuric eruption and at 
least one additional criteria are required for diagnosis.
required criterion additional criteria

Palpable purpuric eruption Diffuse abdominal pain

Arthritis or arthralgia

Renal involvement (hematuria or 
proteinuria)

A biopsy showing predominant 
IgA deposition, mostly in the 
arterioles, capillaries, and venules 
of the skin, GI tract, or kidneys

GI—gastrointestinal.
Adapted from Dillon.2
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Figure 1. Rash and swelling of the feet caused by 
Henoch-Schönlein purpura
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vague gastrointestinal pain but had no diarrhea. The 
emergency room physician noted the presence of a 
palpable purpuric eruption with swelling around both 
ankles. The lesions measured between 1 and 10 cm in 
diameter. The child’s vital signs, including blood pres-
sure, were normal. 

Except for a slightly elevated monocyte count of 
1.04 x 109/L (normal monocyte count is 0.05 to 0.80 
x 109/L) and slightly elevated bands at 0.07 x 109/L 
(normal range from 0.00 to 0.01 x 109/L), the com-
plete blood count, including platelets, was normal. 
The urinalysis showed mild microscopic hematuria. 
Her blood sugar, creatinine, electrolyte, and blood gas 
levels were normal. She was discharged 8 hours later 
with a diagnosis of HSP, and placed in the care of her 
pediatrician. 

Within 5 days, the swelling and pain in both ankles 
subsided. The patient was fully ambulatory within 
2 weeks and was able to resume school within 15 
days of the onset of the illness. Within 3 weeks, the 
rash had completely subsided. Results of follow-up 
urinalyses, at 1 and 2 weeks postdischarge from the 
emergency room, were normal.

Discussion
This case differs from those reported in the literature in 
that it had a rapid and dramatic onset (2 days instead of 
the usual 1 to 3 weeks), without any major prodromal 
symptoms and without known triggers or associations 
such as streptococcal or viral infection. The early macu-
loerythematous rash, which lasted 12 to 18 hours before 
the appearance of the palpable purpura, led to the erro-
neous diagnosis of scarlet fever and the prescribing of 
antibiotics. 

Together with the rash, the rapid development of 
nonpitting edema and disabling arthralgia in both ankle 
joints was the dominant feature of the illness. The reso-
lution of the clinical picture was equally dramatic (within 
7 days instead of the usual 3 to 6 weeks), and was with-
out recurrences or sequelae.  

The unusual presentation and course of this case 
prompted me to conduct a MeSH literature search. The 
search included the term purpura, Schöenlein-Henoch 
and all its variant names. Those terms were then com-
bined with each of the following adjuncts: prevalence, 
diagnosis, and management. Additional specific search-
ing combined the general term Schöenlein-Henoch pur-
pura with the following types of research: clinical trial, 
meta-analysis, randomized controlled trial, and reviews. 

Epidemiology 
The literature in Canada on HSP is almost entirely con-
fined to case reports.4-11 Epidemiologic data are available 
only from the United States,12 Europe,13 and the Middle 
East.14,15 All literature indicates that the incidence and 
prevalence of HSP varies by age, sex, country, ethnicity, 

and season; there are also important differences in the 
epidemiologic and clinical features of HSP in adults 
compared with those in children. 

Clinical picture
When there is palpable purpura, gastrointestinal symp-
toms, and arthralgia, with or without hematuria or 
proteinuria, the diagnosis of HSP is relatively simple. 
Atypical presentations, severe and varied complications, 
and recurrences are more common in adults and chil-
dren younger than 2 years of age.

Dermatologic findings.  The typical rash of HSP is pal-
pable and purpuric, and has a distinctive distribution 
and morphology. It initially appears as maculopapular 
erythematous lesions, 1 to 10 mm in diameter, which 
quickly coalesce into palpable, purpuric, and ecchymotic 
lesions.

An atypical cutaneous manifestation might be mis-
taken for papular urticaria, systemic lupus erythemato-
sus, meningococcemia, and dermatitis herpetiformis.11 It 
also might be mistaken for acute hemorrhagic edema of 
infancy, which many experts consider to be a variant of 
HSP; it presents with purpuric lesions, affecting the face, 
ears, extremities, and scrotum in infants younger than 
2 years of age who are otherwise nontoxic with normal 
serologic studies. Acute hemorrhagic edema can also 
be confused with child abuse.16 Because of the various 
differential diagnoses, a skin biopsy is often needed to 
confirm the diagnosis of HSP in children younger than 2 
years old and in adults.17 

Gastrointestinal findings.  Periumbilical pain, vomiting, 
and abdominal distension are usually mild and rarely 
severe enough to be confused with an acute abdomen 
leading unnecessarily to laparotomy. Rare gastroin-
testinal manifestations include intestinal perforation, 
pancreatitis, and pseudomembranous colitis requiring 
endoscopic evaluation.18

Arthritis or arthralgia findings.  The arthritis or arthral-
gia associated with HSP are nonmigratory, transient, 
and nondestructive, and usually involve the ankles and 
knees. The pain responds readily to nonsteroidal anti-
inflammatory agents. In 25% of cases, the arthritis or 
arthralgia precede the appearance of the rash.19

Renal findings.  Renal involvement rarely precedes the 
appearance of the purpura and usually occurs within the 
first 3 weeks of the illness. It ranges from isolated micro-
scopic hematuria, proteinuria, or nephritic-nephrotic 
syndrome (> 3 g/24 h in adults and > 40 mg/m2/h in 
children) to acute, rapidly progressive glomerulonephri-
tis. It can be associated with either high blood pressure 
or renal failure, or both. Depending on the diagnostic 
criteria, the frequency of renal involvement varies from 
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20% to 100%. (More severe prognoses are reported in 
nephrologic research series.) Overall, an estimated 2% of 
children with HSP experience renal failure. In one study, 
the frequency of chronic kidney disease in adults was 
estimated to be 1% and that of end-stage renal disease 
to be < 1%. The frequency of renal failure was reported 
to be 10% to 20% in adults and 1% in children.20

Other rare manifestations and complications.  Involve-
ment of the central and peripheral nervous system is 
rare. Pulmonary complications are also rare. Henoch-
Schönlein purpura tends be more severe when associ-
ated with familial Mediterranean fever or thalassemia 
major. Genital involvement is usually confined to scrotal 
and perineal edema, but rarely testicular torsion; pria-
pism, secondary to thrombosis of the dorsal penile vein, 
can occur. During pregnancy the third trimester can be 
complicated by pregnancy-induced hypertension, pre-
eclampsia, and eclampsia. 

Laboratory investigations
Results of most of the routine laboratory investiga-
tions remain within normal limits. A normal platelet 
count rules out idiopathic thrombocytopenic purpura. 
A normal platelet count and normal coagulation study 
results   rule out thrombotic thrombocytopenic pur-
pura. A normal lipase level makes acute pancreatitis 
unlikely. Antinuclear factor testing, serum immunoelec-
trophoresis, antineutrophil cytoplasm antibody testing, 
complement C3 and C4 testing, and genetic typing are 
performed only when overlap syndromes are suspected. 

Treatment
Most patients with HSP require only supportive care. 
Analgesics and nonsteroidal anti-inflammatory drugs can 
relieve joint and soft tissue discomfort. Corticosteroid 
therapy does not implicatively alter the likelihood of 
recurrence; however, if given early on in the course of 
the illness, corticosteroids appear to produce consistent 
benefits for several clinically relevant HSP outcomes.21

The results of treatment with other immunosup-
pressive drugs (eg, cyclophosphamide, cyclosporine, 
azathioprine), with or without corticosteroids or pred-
nisolone pulse therapy, are contradictory. There are 
several prospective studies under way, which are test-
ing different combinations of immunosuppressants 
and immunomodulators.3

Points to take home
•	 Henoch-Schönlein purpura is a rare, systemic, non-

thrombocytopenic vasculitis, affecting mostly children 
between the ages of 2 and 10 years old. In this age 
group, the outcome is almost always excellent and 
requires only supportive care. 

•	 In other age groups atypical presentations are 
common. Renal complications and, to a lesser 

extent, gastrointestinal, pulmonary, and neurologic 
complications can be severe and difficult to diagnose 
without a biopsy of the affected system.

•	 Most epidemiologic studies were performed in 
Europe and the Middle East. They demonstrate global 
variability in incidence, prevalence, and risk factors. 
The outcomes seem to depend on the prevalence 
of local congenital diseases. This genetic polymor-
phism might hold the key to a better “understanding 
of the predisposing and protective factors in relation 
to complication.”3

EDITOR’S KEY POINTS

•	 In its typical form, Henoch-Schönlein purpura pres-
ents with palpable purpura, arthralgia or arthritis, 
and mild gastrointestinal symptoms. Twenty-five 
percent of children will have symptoms in the joints 
before development of the rash.

•	 Renal involvement (eg, proteinuria or hematuria) 
generally occurs after the rash develops. A small 
percentage of those affected (eg, 2% of children) 
will develop renal failure. 

•	 Adults and children younger than 2 years of age are 
more likely to present with atypical symptoms and 
signs, as well as severe complications.

•	 In typical cases, investigations are minimal and 
often include platelet count, coagulation studies, 
and lipase tests to rule out pancreatitis.

•	 Treatment is usually supportive, with analge-
sics and nonsteroidal anti-inflammatory drugs. 
Corticosteroids are often used in severe cases.

POINTS DE REPÈRE du RÉDACTEUR

•	 Dans sa forme habituelle, la maladie de Henoch-
Schönlein se présente avec un purpura palpable, de 
l’arthralgie ou de l’arthrite et de légers symptômes 
gastro-intestinaux. Chez 25% des enfants, les symp-
tômes aux articulations apparaissent avant le rash. 

•	 Les symptômes rénaux (p. ex. protéinurie ou héma-
turie) se produisent généralement après l’appari-
tion du rash. Un faible pourcentage des personnes 
atteintes (p. ex. 2% des enfants) développeront une 
insuffisance rénale. 

•	 Les adultes et les enfants de  < 2 ans sont plus sus-
ceptibles de présenter des symptômes et des signes 
atypiques et d’avoir des complications graves.

•	 Dans les cas typiques, les investigations nécessaires 
sont minimes et comportent souvent la numération 
plaquettaire, des études de coagulation, ainsi qu’une 
analyse de la lipase pour écarter la possibilité d’une 
pancréatite.

•	 On administre habituellement un traitement de sou-
tien au moyen d’analgésiques et d’anti-inflamma-
toires non stéroïdiens. Les corticostéroïdes sont sou-
vent utilisés dans les cas graves. 
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•	 The treatment results of HSP 
complications are controver-
sial and contradictory. Several 
prospective, double-blind stud-
ies are under way to clarify this 
issue. 
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