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Abstract

Introduction: Henoch-Schönlein purpura is a common immunoglobulin A-mediated vasculitic syndrome in
children, characterized by purpuric rash, arthritis and abdominal pain. Renal involvement, manifested by the
presence of hematuria and/or proteinuria, is also frequently seen. In most cases, patients with this disease achieve
complete recovery, but some progress to renal impairment. Gastro-intestinal manifestations are present in two-
thirds of affected patients and range from vomiting, diarrhea, and peri-umbilical pain to serious complications such
as intussusception and gastrointestinal hemorrhage.

Case presentation: We report the case of a 7-year-old Caucasian girl who presented with abdominal pain, labial
swelling, and a large abdominal ecchymosis two weeks after having been diagnosed with Henoch-Schönlein
purpura. A computed tomography scan revealed abdominal wall edema extending to the groin, without any intra-
abdominal pathology. She was successfully treated with intravenous steroids.

Conclusion: Circumferential anterior abdominal wall edema and labial edema have never been reported
previously, to the best of our knowledge, as a complication of Henoch-Schönlein purpura. These findings further
contribute to the wide spectrum of manifestations of this disorder in the literature, aiding in its recognition and
management.

Introduction
Henoch-Schönlein purpura (HSP) is an IgA-mediated
vasculitis that presents with the common tetrad of
abdominal pain, arthritis, purpuric rash and renal invol-
vement. It is usually a benign disease of childhood, typi-
cally affecting children between the ages of four and
seven years, who achieve complete recovery in most
cases. HSP is often preceded by an upper respiratory
tract infection, with Group A beta-hemolytic streptococ-
cus responsible for up to 50% of the occurrences [1].
The diagnostic criteria of the American College of

Rheumatology for HSP are the following: palpable pur-
pura; patient is aged 20 years or above; acute abdominal
pain; and biopsy showed granulocytes in the walls of
small arterioles or venules [2].
The presence of two or more of these criteria has a

sensitivity and specificity of 87.1% and 87.7%, respec-
tively, for the diagnosis of HSP. A subsequent review of
the classification of childhood vasculitides was carried
out in 2005 and the diagnostic criteria modified

(EULAR/PReS consensus report, 2006) [3]. These new
criteria include:
Palpable purpura (mandatory criterion) in the pre-

sence of at least one of the following four features: Dif-
fuse abdominal pain; any biopsy showing predominant
IgA deposition; arthritis (acute, any joint) or arthralgia;
renal involvement (any hematuria and/or proteinuria).
Gastrointestinal manifestations seen with HSP have

been well described, and vary in their severity. In a study
of 100 patients with HSP, Saulsbury reported that 63% of
patients complained of abdominal pain [1] with typical
symptoms including colicky abdominal pain, vomiting and
gastrointestinal bleeding. Gastro-intestinal symptoms are
the result of extravasation of blood and fluid into the
bowel wall, leading to ulceration of the bowel mucosa and,
eventually, bleeding, commonly involving the jejunum and
ileum [4]. Intussusception is a rare but serious complica-
tion of HSP, occurring in 1-5% of patients [4]. In the past
few years, there have been several case reports of new gas-
tro-intestinal manifestations of HSP, including hemorrha-
gic ascites [5], perforation of large and small bowel [6],
pancreatitis [7] and ischemic necrosis of the bile ducts [8].* Correspondence: gs3@queensu.ca
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Ultrasound is typically the modality of choice for
investigation of abdominal pain associated with HSP,
and can detect mural thickness and hematoma, ileus,
peritoneal fluid and intussusception [9].
The treatment of HSP remains mainly supportive, as

the acute symptoms resolve spontaneously in the major-
ity of patients. For more severe cases with serious com-
plications of the disease, treatment commonly includes
corticosteroids, immunosuppressive drugs, and plasma-
pheresis [10]. The use of corticosteroids in the treat-
ment of HSP remains anecdotal, as no prospective
placebo controlled trials have been done [1]. A recent
systematic review has been carried out by Weiss et al.
in 2007 [11].

Case presentation
A previously healthy 7-year-old Caucasian girl was
admitted to our hospital with a history of abdominal
pain, labial swelling and a large ecchymosis extending
from the left subcostal area to the left lower quadrant.
Two weeks before being admitted to the hospital, she
experienced symptoms of an upper respiratory infection
followed by joint discomfort, peripheral edema and a
palpable, purpuric rash. She presented to a smaller
community hospital, where the additional findings of
hypertension and a Group A beta-hemolytic streptococ-
cus-positive throat swab were discovered by a consulting
pediatrician. She was diagnosed with Henoch-Schönlein
purpura (HSP) and treated with two weeks of Penicillin

V for her tonsillitis. Her symptoms improved, but over
the course of the next six days, she developed increasing
abdominal pain and “distention”. She also experienced
significant pain in her genital area with associated labial
swelling. She was transferred to our institution, a ter-
tiary care Pediatric Center, for further evaluation. There
was no history of abdominal trauma.
On admission, she was found to be hypertensive, with

a blood pressure just above the 90th percentile for age
and height. She had an exudative plaque on the left ton-
sil, but a throat swab was negative. Her abdomen
revealed a large ecchymosis, 10 cm in diameter over the
left quadrant, with significant edema/swelling extending
from the left flank to the labia majora (Figure 1). The
abdomen was diffusely tender to palpation, and a faint
raised papular rash was noted on her lower abdomen,
buttocks and lower extremities. A complete blood count
revealed a leukocytosis with a left shift and a normal
platelet count. Urine analysis was positive for blood
(microscopic) and an abdominal ultrasound was “nor-
mal” but incomplete. The ultrasound was performed to
rule out intussusception, but had to be abandoned due
to the extreme abdominal wall tenderness. A computed
tomography (CT) scan of the abdomen was then per-
formed, and this revealed markedly increased attenua-
tion within the subcutaneous tissues of the left side of
the abdominal wall and flank, extending to the groin
and labia majora, consistent with hemorrhage or edema
(Figure 2, 3). No intra-abdominal pathology was seen.

Figure 1 Abdominal ecchymosis. Large ecchymosis over the left lower quadrant and edema of the left flank.
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Our patient was treated with 2 mg/kg/day of intrave-
nous methylprednisolone for 48 hours, and then
switched to 2 mg/kg/day of oral prednisone for seven
days. Within 36 hours of initiation of treatment, her
abdominal pain and distention improved significantly
and her hematuria resolved.

Discussion
The reported case describes circumferential anterior
abdominal wall edema and labial edema as a complica-
tion of HSP. Gastrointestinal manifestations of HSP are
common. However, they usually result from edema and
ulceration of the bowel wall, leading to pain and

Figure 2 Abdominal wall edema. Unenhanced axial computed tomography scan through the mid-abdomen demonstrates extensive fluid
tracking between abdominal wall muscle layers and coursing along anterior margins within subcutaneous fat (arrows).

Figure 3 Labial edema. Unenhanced axial computed tomography image depicts extensive bilateral subcutaneous edema (large arrow) with
extension into the labia (small arrow).
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hemorrhage. Although only a minority of patients with
HSP are investigated with a CT scan, findings usually
include multifocal bowel wall thickening with skip areas,
mesenteric edema, vascular engorgement and non-speci-
fic lymphadenopathy [12]. Our patient had a normal
bowel wall, but instead had significant circumferential
edema within the abdominal wall and the left flank – a
finding that has not been previously reported. A CT
scan was performed mainly because of the acute tender-
ness of the abdominal wall, which precluded satisfactory
completion of the ultrasound study.
Genital involvement in HSP has been previously docu-

mented in males, and consisted of orchitis and scrotal
swelling found in nine percent of boys in Saulsbury’s
study [1]. There were also two recent reports of penile
edema associated with HSP [13,14]. Aside from one
report of cutaneous vulvar lesions associated with HSP,
there have been no other descriptions of involvement of
the women’s genitalia to date [15]. Our patient had clin-
ical and radiological edema of the labia majora, which
was likely an extension of the abdominal wall edema.
A finding such as this has never been reported before,
and may be the female equivalent of scrotal swelling in
boys.
Similar to the responses described in several other

reports, our patient had significant improvement within
hours of initiation of steroid treatment and achieved
almost complete resolution of symptoms within three
days.

Conclusion
This case presents an occurrence of abdominal wall and
labial edema as a complication associated with HSP that
has not been previously reported. The symptoms
resolved promptly upon treatment with steroids. These
new findings are of interest, as they further contribute
to the wide spectrum of manifestations of HSP already
described in the literature, aiding in the recognition and
management of this disorder.

Consent
Written informed consent was obtained from the parent
of our patient for publication of this case report and any
accompanying images. A copy of the written consent is
available for review by the Editor-in-Chief of this
journal.

Abbreviations
CT: Computed tomography; HSP: Henoch-Schönlein purpura; kg: Kilograms;
mg: Milligrams.
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