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INTRODUCTION

Acute hemorrhagic edema of infancy (AHEI) is
an uncommon form of leukocytoclastic vasculitis
that affects children younger than 2 years of age.!"
Respiratory tract infections, immunization, and
drug intake are considered as precipitating factors.
AHEI is characterized by fever, ecchymotic/purpuric
lesions, and edema on the extremities and/or face. On
histopathology, the skin lesions show leukocytoclastic
vasculitis.”” The clinical features may be confused with
Henoch-Schonlein purpura, erythema multiforme,
meningococcemia, and septicemia. In AHEI there is
no internal organ involvement, and the disease runs
a benign course with spontaneous resolution. The
cutaneous findings are dramatic, both in appearance
and rapidity of onset, and so may cause significant
anxiety for parents as well as clinicians. We report these
cases to increase awareness regarding this uncommon
but benign form of leukocytoclastic vasculitis.
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Acute hemorrhagic edema of infancy is one of the clinical forms of leukocytoclastic vasculitis
seen in children. The condition runs a benign course. We report two male children who
presented with upper respiratory tract infection followed by limb swelling and purpuric and
ecchymotic lesions on the skin. Skin biopsy revealed leukocytoclastic vasculitis in both
patients. In both cases, the lesions resolved completely without any sequelae.
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CASE REPORTS

Case 1

A 2-year-old male child presented with multiple red-
colored painful lesions over the face and extremities
of 5 days’ duration. He had had symptoms of upper
respiratory tract infection, swelling of the right
foot, and fever 2 days prior to the eruption of the
skin lesions. There was history of treatment for
fever with an antipyretic agent prescribed by a
general practitioner. The swelling on the right foot
had increased to involve the right leg and thigh.
Simultaneously, he had developed reddish lesions on
the face and the upper and lower extremities. He had
no complaints of diarrhea, joint pain, or abdominal
pain. On examination, the child was a little irritable
and feverish. There was diffuse tender edema over
the right upper and lower extremities [Figures 1-3].
Multiple petechiae, purpura, annular patches, and
ecchymoses were observed on the lower extremities.
Targetoid plaques were seen on the upper extremities.
The face and ear lobes also showed purpuric and
ecchymotic lesions. There were no lesions on the
trunk and oral mucosa. His systemic examination
and laboratory investigations, including hemoglobin,
complete blood count, liver and renal function tests,
and stool and urine examination, were normal. Skin
biopsy showed neutrophilic infiltrate in the vessel
walls, along with leukocytoclasia [Figure 4]. There was
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Figure 1: Case 1: Edema over the right lower extremity and
petechiae, purpura, and ecchymotic lesions on both lower
extremities

Figure 3: Case 1: Annular purpuric patches and targetoid lesions
on the upper extremity

no vacuolar interface at the dermoepidermal junction
and no necrotic keratinocytes in the epidermis,
which helped to rule out erythema multiforme. Direct
immunofluorescence (DIF) examination did not reveal
any deposition in the vessel wall. He was treated
conservatively with antipyretics. All the lesions and
the edema subsided within 2 weeks.

Case 2

A 2-year-old boy was brought to the dermatology
outpatient department with red lesions on the
extremities and swelling on the right lower limb
of 3 and 4 days’ duration, respectively. There was
history of fever, cough, and cold prior to eruption of
skin lesions and limb swelling. He had no history of
abdominal pain, diarrhea, or urinary tract infection. He
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Figure 2: Case 1: Purpura and ecchymoses on the face, lower
eyelid, and ear lobe

Figure 4: Case 1: Neutrophilic infiltrate in the vessel wall and in the
interstitium, along with nuclear dust (leukocytoclastic vasculitis)
(H and E, x20)

had received antipyretics for his fever from a private
practitioner. On examination, the patient had diffuse
nonpitting, nontender edema of the right lower limb,
along with multiple purpuric patches and ecchymoses
on the right thigh, buttocks, and both upper extremities
[Figures 5 and 6]. The face, ears, and trunk were
spared. His systemic examination and laboratory tests,
including hemoglobin, complete blood count, liver and
renal function tests, and stool and urine examination,
were unremarkable. Histopathological examination of
biopsy from the purpuric lesion showed features of
leukocytoclastic vasculitis [Figure 7]. DIF examination
of skin biopsy could not be done due to financial
constraints. He was managed symptomatically with
antipyretics. Complete resolution of lesions was noted
at the end of 10 days.
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Figure 5: Case 2: Purpuric and ecchymotic patches on the right
lower limb and diffuse edema

DISCUSSION

AHEI was first described by Snow in 1913.1Y AHEI is
also known as Finkelstein disease or medallion-like
purpura or infantile postinfectious iris-like purpura
and edema. It is a benign, small-vessel leukocytoclastic
vasculitis, which typically affects children below 2
years of age.?

It is an uncommon disease, characterized by acute
onset of large purpuric and ecchymotic lesions on the
extremities, face, and ears, along with edema over the
extremities and/or face. The trunk is usually spared.
Mucosal involvement is rare but has been reported.
The lesions present in various forms, which may
include purpura, ecchymoses, annular lesions, and
cockade or targetoid lesions. Skin lesions are often
preceded by edema over the hands and feet. The
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Figure 6: Case 2: Large oval ecchymotic plaque on the posterior
aspect of the arm

edema may be tender and asymmetrical at the onset,
and can later progress proximally. Edema may occur
also on the face and is usually asymmetric. Edema has
been consistently described in AHEIL; however, there
is no statistical data available about its asymmetric or
symmetric presentation and also whether any specific
factors are associated with asymmetrical edema. These
eruptions are often associated with constitutional
symptoms like fever and, rarely, joint pains and
gastrointestinal symptoms. Despite the explosive
onset of the skin lesions, the general condition of the
patient remains good.

AHEI is more common in male children.®! A case
series and systematic review of 294 cases by Fiore
et al. has reported the age of onset for AHEI to be 2
months to 5 years.! However, a case of congenital
AHEI that was associated with maternal gastroenteritis
6 weeks before delivery has also been reported in
literature.® An interesting case report by Lakshmi has
described the occurrence of AHEI in an older female
child of 5 years of age who presented with extensive
truncal involvement, which is an uncommon clinical
feature.®

The exact etiology of AHEI is unknown. Some
authors consider it as an immune complex—-mediated
vasculitis.”?  Viral and bacterial infections,
immunization, and drug intake have been reported as
triggering factors for AHEL!®) Upper respiratory tract
infections are the most common type of infections
which precedes the onset of AHEIL Cases of AHEI
associated with diarrhea due to rotavirus infection
have been reported."
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The histopathology of purpuric lesions in AHEI
is characterized by small-vessel leukocytoclastic
vasculitis. Purpuric lesions in children can occur in
conditions like Henoch-Schonlein purpura (HSP),
meningococcemia, septicemia, and purpura fulminans.
Other differentials for AHEI include urticaria, Kawasaki
disease, and erythema multiforme. Although, AHEI
has very characteristic clinical features on the basis
of which it can be easily distinguished from HSP,
there are a few similarities between HSP and AHEI;
for example, both are postinfectious sequelae, both
have seasonal occurrence, both the conditions favor
males, and both show leukocytoclastic vasculitis
on histopathology. AHEI differs from HSP by its
occurrence in children below 2 years of age, more
rapid resolution of the lesions, negative staining for
IgA on direct immunofluorescence (DIF), and lack of
internal organ involvement.

Though the histopathological findings of HSP are
similar to that of AHEI the lack of vessel-wall staining
for IgA on DIF is diagnostic for AHEI. However, IgA
deposition can occasionally be found in cases of AHEL
Saraclar et al. has reported deposition of various
immunoreactants, including fibrinogen, C3, IgG, IgM,
IgA, IgE, and Clq, in the wall and around the small
vessels on DIF. In their study IgA deposition was seen
in 33% of cases with AHEL! A few cases which
appear to overlap with Schonlein-Henoch purpura
have been reported in literature.'*'¥) Some authors
consider AHEI to be a purely cutaneous form of HSP,
while others believe that AHEI should be regarded as
a distinct clinicobiologic entity within the spectrum
of leukocytoclastic vasculitis."¥ Although initially
considered a variant of HSP, according to current
concepts, AHEI is a separate entity because of the lack
of (or infrequency of) both visceral involvement and
IgA skin depositions on DIF; besides, AHEI has better
prognosis as compared to HSP.

No specific treatment is required for AHEI. The
role of corticosteroids in the management of AHEI
is controversial. The disease runs a benign course
and spontaneous resolution of lesions without any
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sequelae occurs within 2-3 weeks. Rarely, episodes of
AHEI may recur.!"

To summarize, we have described two typical cases of
AHEI associated with upper respiratory tract infection
in male children who presented with purpuric/
ecchymotic lesions and asymmetrical edema of the
extremities. Awareness about this uncommon but
benign form of leukocytoclastic vasculitis will help
to avoid unnecessary treatments, investigations, and
anxiety for parents as well as clinicians.
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