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Henoch–Schönlein purpura and recurrent renal failure

Henoch–Schönlein purpuraCatharina Vonend1, Stephen I. Rifkin1, Rajendra S. Baliga2 and Samuel S. Weinstein2

1 Division of Nephrology, College of Medicine, University of South Florida, Tampa, FL, USA
2 Lifelink HealthCare Institute, Tampa, FL, USA

ABSTRACT

We present an 18-year-old patient with Henoch–Schönlein purpura (HSP) who had multiple episodes of severe
acute renal failure, including one episode for which he required hemodialysis for 2 months and a second episode
for which dialysis was considered before his spontaneous recovery of renal function. Multiple treatment
options, including steroids, mycophenolate mofetil, cyclophosphamide, and plasmapheresis, were tried but
we could not confidently point to the utility of any of these measures. We highlight the unusual severity and
lability of our patient’s clinical course and how such a course makes the evaluation of treatment effectiveness
extraordinarily difficult.
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INTRODUCTION

Henoch–Schönlein purpura (HSP) is a systemic leu-
kocytoclastic vasculitis mediated by IgA immune com-
plex deposition, which affects small vessels in the skin,
joints, gastrointestinal tract, and glomeruli. The dis-
ease is characterized by nonthrombocytopenic purpura
concentrated in the lower extremities, arthritis/arthral-
gias, abdominal pain, and hematuria/renal disease. It is
the most common vasculitis in childhood (annual inci-
dence of 10–20 cases per 100,000 children)1 and, less
commonly, also occurs in adults. Adults generally suf-
fer from more severe disease with a higher risk of
severe renal involvement.2

Here we report an 18-year-old male who developed
severe HSP nephritis (HSPN). His course is notable
and unusual for its dramatic renal relapses and remis-
sions, including a 2-month period on dialysis. The
implications of this undulating clinical course for both
prognosis and therapy are discussed.

CASE REPORT

The patient is a Hispanic male, single, college student.
He has no history of alcohol or recreational drug use.
At the age of 18, he developed a purpuric rash, espe-
cially over the ankles and knees, joint swelling prima-
rily in the lower extremities, some abdominal pain,
and hematochezia. He was observed in the ER where a

diagnosis of HSP was made and he was started on ste-
roids. Two weeks later, he was admitted to the hospital
due to persistent pain. His renal function was normal,
with a serum creatinine of 0.8 mg%, but he had micro-
scopic hematuria, trace proteinuria, and hypertension.
A biopsy of his rash did not show vasculitis. Antinu-
clear antibodies (ANA), anti-DNA, anti-RNP, hepatitis
studies, antineutrophil cytoplasmic antibodies (ANCA)
studies, and complement levels were all negative or
normal. Urine protein/creatinine ratio was approxi-
mately 0.4. He was administered intravenous (IV) ste-
roids with improvement of his symptoms and was
discharged on prednisone 20 mg bid. He was readmit-
ted several days later with severe abdominal pain.
During that hospitalization, he was noted to have
nephrotic range proteinuria, severe hypertension, and
had a renal biopsy that showed focal necrotizing and
proliferative glomerulonephritis with occasional cres-
cents (Figure 1). His serum creatinine was 1.0 mg%.
Mycophenolate mofetil was added. Two weeks later
his serum creatinine was 4.7 mg%. Urinalysis showed
3+ protein and 3+ blood. He was pulsed with sol-
umedrol and plasmapheresis was initiated. After the
third plasmapheresis treatment, he developed massive
gastrointestinal bleeding. Colonoscopy showed dif-
fuse colitis. He was switched to IV solumedrol at a
dose of 30 mg every 6 h and this was eventually
tapered and switched back to oral steroids. Because of
worsening renal function, he was started on hemodial-
ysis. Three further plasmapheresis treatments were
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also performed. He had a repeat kidney biopsy, which
showed IgA nephropathy with extensive crescent for-
mation, with very little interstitial fibrosis. He was dis-
charged on methylprednisolone 40 mg twice a day and
mycophenolate mofetil 500 mg twice a day. Mycophe-
nolate mofetil was discontinued about 10 days later
and the steroids were progressively reduced over the
next 2 months and then discontinued. His renal function
slowly improved and hemodialysis was discontinued
after 2 months of treatment. His serum creatinine
came down to 1.9 mg% and his proteinuria signifi-
cantly improved. His hypertension also became easier
to manage. Unfortunately, 4 days after discontinua-
tion of steroids, he developed gross hematuria, diar-
rhea, and abdominal pain. His serum creatinine rose
to 3.8 mg%. His urinalysis showed 3+ protein and 3+
blood. An abdominal CT showed some colitis, but
colonoscopy was normal. Serologic evaluation, includ-
ing ANA, ANCAs, and complements, were again
either negative or within normal limits. A repeat renal
biopsy showed more scarring and fibrosis. He was
restarted on high-dose steroids and his renal function
began to improve from a peak value of 4.3 to 2.6
mg%. He was discharged on prednisone 120 mg every
other day. His steroids were again gradually tapered
and his serum creatinine decreased to 1.7 mg%. Two
months later, he had a flu-like illness, a few days after
which he developed gross hematuria, with worsening
proteinuria and a creatinine increase to 4.3 mg/dL.
However, with no specific therapy, his hematuria
resolved in a few days and his creatinine returned to
the 2.2-mg% range. Three months later, his creatinine
level was 1.9 mg%, but he then had another renal

exacerbation and his creatinine rose to 8.6 mg%. It
was elected not to pursue aggressive treatment and to
start the patient on hemodialysis. However, within 5 days
his renal function once again began to improve and
hemodialysis was not initiated. His serum creatinine
went back to the mid-2’s (see Figure 2 for an overview
of the clinical history).

DISCUSSION

HSP is a relatively rare disorder that has a highly vari-
able clinical course and outcome. In a study of 250
adults with HSP, followed up for a median of 14.8
years, 11% reached end-stage renal disease (ESRD)
and an additional 27% had moderate or severe renal
insufficiency.3

Various authors have identified differing prognostic
indicators further complicating treatment evaluation.
Shrestha et al.4 evaluated 37 adults with HSPN. A
total of 27% progressed to ESRD. The risk factors for
ESRD were proteinuria ≥1 g/day during follow-up,
hypertension, renal impairment at presentation, age
<30 years, and male sex. Crescents and interstitial
fibrosis on renal biopsy also predicted ESRD. How-
ever, 26% of their patients with crescents retained nor-
mal renal function. Cytotoxics were used in 32% of
patients and had no clear effect on outcome. Pillebout
et al.3 followed 250 adults with HSP for a median
period of 14.8 years. Multivariate analysis demon-
strated that renal function impairment and proteinuria
level at presentation were risk factors. The presence of
crescents on renal biopsy was not a risk factor, but
indicators of chronicity and the presence of fibrinoid
necrosis were risk factors. They could not demonstrate
a positive effect of treatment with immunosuppressive
agents, but commented that the retrospective nature
of their study precluded adequate treatment evalua-
tion. Coppo et al.5 reviewed 219 patients with HSP
(83 children and 136 adults) followed up for a median
of 4.5 years. They found that no data detected at diag-
nosis, including renal function impairment, proteinuria,
hypertension, and crescentic nephritis (involving >50%
of glomeruli in only 2.6%), were significantly related
to functional decline with multivariate analysis. Increas-
ing mean proteinuria levels during follow-up were
associated with progression. Soylemezoglu et al.6 in a
study of 443 children with HSPN were unable to show
any association between initial symptoms and histol-
ogy with outcome. Finally, Rauta et al.,7 in an evalua-
tion of 38 Finnish patients with HSPN noted no
histopathological findings that were associated with
poor outcome. The only factor statistically signifi-
cantly related to the progression of HSPN in their
patients was a level of proteinuria greater than 1.0 g/24 h.

FIGURE 1. Glomerulus with a cellular crescent in the Bowman’s
space as well as endocapillary proliferation with fibrinoid necrosis
(Jones methenamine silver; original magnification ×400).
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Treatment of HSP, particularly in adults, is far
from clear-cut, with no protocol that has been agreed
upon. A variety of quite different therapies in case
reports or small series have been reported to be effec-
tive in the treatment of HSP. These therapies include
steroids and azathioprine,8 high-dose IV immuno-
globulins,9 tonsillectomy,10 mycophenolate mofetil,11

cyclophosphamide, plasmapheresis,12 and thalidomide.13

However, there have been no substantial randomized
clinical trials (RCTs) of these agents in adults. In chil-
dren, there have been seven steroid trials, involving
nearly 650 children, evaluating prednisone therapy at
presentation of HSP to prevent nephropathy and the
results are conflicting.1 Also in children, a trial of
cyclophosphamide and supportive therapy or supportive
therapy alone in 56 children with biopsy-proven
HSPN followed for 6.9 years found no difference in
outcome between the two groups.14 Renal transplanta-
tion is another treatment option with suggested good
long-term survival. However, there is a reported 42%
recurrence rate, with loss of the graft in half of those
patients.15

Our patient’s clinical course highlights the prob-
lems associated with evaluating and treating HSP. He
has had an extraordinarily labile course with multiple
exacerbations and remissions. He had a prolonged
period on dialysis and then was able to discontinue
dialysis. Remission after prolonged dialysis is rare,
but its occurrence complicates our ability to make a

confident prognosis. Torregrosa de Juan et al.16

reported a patient who had two episodes of acute renal
failure separated by approximately 1 year. Both epi-
sodes spontaneously reversed after 6 and 4 months on
hemodialysis, respectively. Rech et al.17 reported a
patient, treated with steroids, cyclophosphamide, and
plasma exchange, who recovered renal function after
55 days on hemodialysis.

Our patient’s course also highlights the difficulty in
evaluating therapy in HSP. There were times when we
noted a temporal relationship between steroid therapy
and steroid withdrawal and disease remission/exacer-
bation. Conversely, we also saw a similar pattern of
remission/exacerbation when no treatment was admin-
istered. This treatment conundrum is possibly com-
pounded by the observation of Pillebout et al.3 that the
most frequent cause of death in their group was neo-
plasia and that the second cause of death was infection
with, two-third of infectious deaths attributed to
immunosuppressive treatment. Death from HSP evo-
lution was less likely. None of the above means that
treatment is ineffective, but clinicians will have to
carefully weigh the risks versus the benefits of treat-
ment based on individual patient characteristics and
their best estimate of patient prognosis.
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FIGURE 2. The clinical course of the patient’s renal status versus treatment.
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