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[]Case Report[]

Acute hemorrhagic edema in an infant mimicking
Henoch-Schoénlein purpura: a case study
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Acute hemorrhagic edema of infancy (AHEI) is an uncommon form of cutaneous leukocytoclastic
vasculitis that occurs in infants and children younger than 2 years. AHEI is characterized clinically
by marked peripheral edema and fever as well as large palpable purpuric and ecchymotic skin lesions in
a target-like pattern, mainly on the face, ears and extremities, similar to the skin findings of Henoch-
Schénlein purpura (HSP). The skin lesions heal spontaneously within one to three weeks and internal
organs are rarely affected. We report a case of AHEI occurring in a 23-month-old boy who was ini-
tially misdiagnosed as HSP, and was later diagnosed according to his clinical symptoms and histo-
chemical characteristics. (Korean J Pediatr 2006;49:1354-1357)
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Introduction

Leukocytoclastic vasculitis is a small vessel hypersensiti-
vity response and is the most common form of vasculitis in
all age groupsl). Acute hemorrhagic edema of infancy (AHEI)
is a leukocytoclastic vasculitis affecting children aged bet-
ween 4 and 24 months that was first described by Snow” in
1913. It has also been called postinfectious cockade purpura
(Seidlmayer’s disease) and Finkelstein's disease® Y The
causes of AHEI are unclear. However, Infection, drugs and
immunization have been considered as precipitating factors.

AHEI is characterized clinically by marked edema and
fever as well as painful palpable purpuric and ecchymotic
skin lesions in a target-like pattern mainly on the face, ears
and extremities. The cutaneous findings are dramatic in both
appearance and rapidity of onset, and may be confused with
those of Henoch-Schonlein purpura (HSP), but there usually
is no visceral involvement. Laboratory studies of patients
with AHEI typically show normal results and the disorder

follows a benign course with spontaneous resolution occurring
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in 1 to 3 weeks.

We report a case of AHEI, which was initially misdiag-
nosed as HSP and was later diagnosed according to the cli-
nical symptoms and the histopathologic characteristics, and
the review of the literatures.

Case Report

A 23-month-old male patient visited to Chonbuk National
University Hospital with purpura and painful edema on both
lower extremities. He had several episodes of fever for 3
days and upper respiratory symptoms for 1 week. He had
the history of medication with antibiotics for 2 days.

He presented with bilateral, annular and purpuric lesions,
measuring approximately 1-2 cm each, located on the malar
region of the face and both ears (Fig. 1). Additionally, the
patient had many annular lesions, varying from 0.5 to 2.5 cm
in diameter, some became targetoid or coalescent, all over
the upper and lower extremities (Fig. 2), and nonpitting,
tender edema of both distal extremities. The remaining phy-
sical examination was normal.

Laboratory findings showed the followings: leukocytes
9,860/mm3 with 52.5% neutrophils, 36.4% lymphocytes, platelet
234,000/mm3, erythrocyte sedimentation rate 31 mm/hr; clot-

ting tests were normal. Urinalysis, ASO, antinuclear factor,
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Fig. 1. Bilateral, infiltrated, annular and purpuric lesion of both malar areas of
the face and erythematous purpura on the left ear.

Fig. 2. Multiple targetoid or cockade purpura on lower leg,
characteristic of acute hemorrhagic edema of infancy.

serum complements, liver and kidney function tests were all
within the normal range.

At admission day, the patient was treated with oral cor-
ticosteroid under the impression of HSP. However, some skin
lesions showed central necrotic changes. So we considered
the possibility of bacterial infection or another vasculitis
symptoms, added prescription of antibiotics, and performed
skin biopsy at right medial thigh lesion. The histological
analysis demonstrated leukocytoclastic vasculitis of small
vessels with nuclear dusts, eosinophils and extravasation of
red blood cells (Fig. 3). The diagnosis of AHEI was made
according to clinical and histopathologic features.

He was treated with oral corticosteroid continuously, which
resulted in reduction of edema. The infant was discharged
7 days of admission with marked improvement. The cuta-

neous lesions resolved and no recurrence has occurred.

Discussion

AHEI is a kind of leukocytoclastic vasculitis mediated by
immune complexes. Circulating antigen-antibody complexes

are deposited within blood vessel walls leading to activation

of complements. Chemotactic factors are released. Neutrophils
migrate to the site and release proteolytic enzymes resulting
in endothelial damage, typically of the postcapillary venules".

The cause of AHEI is,

. . . . 5)
However, bacterial or viral infections, drugs”, and, less

unfortunately, still unknown.

frequently, immunization are suggested to be the likely trig-

3,6) .. .
. Because of the association with res-

gering mechanisms
piratory infections, winter seems to be the season in which
most cases of AHEI are likely to occur”. In our case, the
patient had prodromal period with fever and upper respiratory
symptoms of 2-3 days before the development of skin lesions.

The symptom is acute and dramatic with large, round,
red to purpuric plaques predominantly over the cheeks, ears,
and extremities, with relative sparing of the trunk. Some
lesions may have a target-like, or cockade appearance. Fever
and tender edema of the distal extremities, ears, and eyelids
are characteristic features® . Although AHEI was initially
thought to represent an infantile variant of HSP, it is recently
suggested that AHEI should be considered as a separate
entity& Y The differences between AHEI and HSP begin
with the age of the patients: typically, the former affects
children aged 4 months to 2 years, and the latter affects
children aged 3 to 6 yearsS’ 9 Classic features of AHEI do
not include symptoms such as vomiting, abdominal pain, renal
alterations and joint involvement, which are characteristics
of HSP' . The increase in serum IgA, which is typical
of HSP, has not been reported either. Both disorders have
histologic features of leukocytoclastic vasculitis, but AHEI
does not show the perivascular IgA deposition seen in HSP
711, 12) Moreover, AHEI may depict IgM, fibrinogen and C3
(as with HSP), but
deposition, which is not found in OSSP . AHEI is a benign
eruption, and resolution of lesions is typically completed by
4-20 days. Relapses have not been reported for AHEI

it also presents Clq perivascular
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Fig. 3. The biopsy specimen of purpuric lesion on the thigh showed normal
epidermis and leukocytoclastic vasculitis of the dermal vessels with fibrinoid
necrosis, extravasation of red blood cells and nuclear dust (H&E stain, A: X40, B:
X100).

whereas episodes of HSP last for weeks and recur in 50%
of cases™ .

Because of the distinctive presentation, AHEI can usually
be diagnosed by clinical examination and history alone. Rou-
tine laboratory tests are non-diagnostic. Serum immunoglo-
bulin A, M, G, and E levels may be normal or increased.
Skin biopsy is seldom necessary, but would confirm the
presence of a leukocytoclastic vasculitis of the dermal vas-
cular plexus. Histopathologic examination shows fibrinoid
degeneration of vascular walls, nuclear dust, extravasated
erythrocytes and interstitial edema. Because these findings
are common to other forms of leukocytoclastic vasculitis, it
has been suggested that clinicopathologic correlation is ne-
cessary for a diagnosis of AHEI Immunofluorescence may
or may not reveal fibrinogen and C3, IgA and IgM in and

around the dermal vessels””

. In the present study, skin
biopsy was performed and histopathologic analysis demons-
trated leukocytoclastic vasculitis of the dermal vessels with
fibrinoid necrosis, extravasation of red blood cells and nu-
clear dust.

The clinical differential diagnosis of AHEI includes HSP,
Sweet’ s syndrome, erythema multiforme, meningococcemia,
Kawasaki disease, drug-induced vasculitis, septic vasculitis
and trauma-induced purpuram. These disorders can be dif-
ferentiated from AHEI by history taking, physical examination
and appropriate laboratory studies, including examination of
a skin biopsy specimen.

No specific treatment is available for AHEL Treatment is
usually supportive. It is recommended that antibiotics be

given when there is evidence of concurrent infection. Systemic

steroid therapy and antihistamines appear to be ineffective
for the treatment of AHEI™

given for a short time in this patient at initiation, because

. Systemic corticosteroids were

HSP was suspected. In a previous Korean case report, the
patient was not treated with steroids. But he also recovered
clearlylS). The prognosis of the disease is usually benign.
Spontaneous and complete resolution of AHEI occurs within
1-3 weeks, without complications. Exceptionally, it may have

. 7, 16)
a serious or fatal outcome

. Relapse does not occur. This
patient also recovered without complications and no recur-

rence has been observed.
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