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HEMORRHAGIC =Clinical History

EDEMA OF The patient was a 2 year old male who developed a very striking rash involving the trunk,
arms, feet, and thigh two weeks following immunization for hepatitis A(figure 1). The patient
| N F A N CY was otherwise asymptomatic. Laboratory work revealed a peripheral blood thrombocythemia

and lymphocytosis. A biopsy was performed. Tissue was submitted for both direct
immunofluorescent studies as well as routine light microscopy. A rather striking interstitial
and angiocentric neutrophilic infiltrate was present. There was concomitant leukocytoclasia
along with focal mural fibrin deposition(figure 2a-d). Overall there was somewhat of a
disparity between the extent of tissue neutrophilia and relative lack of fibrin deposition
resulting in a morphology closely recapitulating urticarial vasculitis. Direct
immunofluroescent studies demonstrated granular deposits of IgM and IgA in vessels(figure
3a and 3b). The staining intensity was prominent and co-dominant for both. The patient
was treated with prednisone which did not improve the rash. He was then commenced on
colchicine. Resolution of the rash occurred within 2 months from its onset.

*Discussion

The case represents a classic example of Acute Hemorrhagic Edema of Infancy (AHEI)
also known as Finklestein's disease, Seidlmayer syndrome and postinfectious cockade
pupura. This condition is a benign leukocytoclastic vasculitis seen in infants. The disease is
self-limiting and usually resolves without treatment without any sequelae. Infants affected
are usually aged between two months and two years although there are some documented
cases of outbreaks at the age of three. There is a very high male to female ratio at 4.64 to 1
(1-5).

The three clinical features that characterize AHEI are fever, purpura and edema. The onset
of these symptoms typically occurs after temporal exposure to a causative antigenic trigger
most commonly of infectious, antibiotic and or vaccine based etiology anywhere from as
short as two days to as delayed as one month. The fever can range from mild to severe
although there are cases unassociated with fever. The non-pitting edema often affects the
face, ears, and extremities. Less often the eyelids, lips, penis and scrotum are affected
including cases with severe orbital and scrotal swelling. The most consistent manifestation
is purpura. The lesions undergo morphologic evolution from an erythematous macular
eruption at is inception to the fully evolved large (i.e. up to 5 centimeters) distinctive annular,
cockade, or rounded deeply pupuric lesions most striking on the ears, cheeks, gluteal area
and hands, the latter well exemplified by figure 1. Eruptions often occur symmetrically and
extracutaneous symptoms rarely occur although have been reported including in the context
of gastrointestinal bleeding and hematuria(1-2).

Whereas the features of AHEI sometimes overlap with that of Henoch-Schénlein purpura
(HSP), immunofluorescent (IF) studies of AHEI suggest that AHEI and HSP are separate
entities. IF studies of those with AHEI demonstrate deposition in the vessel wall of
fibrinogen, C3, IgG, IgM, IgA, IgE and C1q. Although HSP also shows reactivity with
fibrinogen, C3 and IgM, activation of the classic complement pathway as revealed by
significant deposits of Clq is not apparent. IgM is rarely codominant with IgA and is
typically of much weaker intensity compared to IgA (3). IgA deposition is not as consistent
= : in AHEI patients and rarely defines a dominant pattern of vascular immunoglogulin
physicians is presented by the deposition (2,4); C1q deposits are frequent.
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vasculitic syndrome. Somewhat analogous to cocaine induced retiform purpura, it is one of

the rare dichotomous vasculitic syndromes where impressive cutaneous involvement is in
contradistinction to the noticeable lack of signs and symptoms related to extracutaneous
vasculitis.
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*Figure Legend

Figure 1: This 10 month old child shows the typical purpuric Figure 2a: This low power view shows a
lesions of acute hemorrhagic edema of infancy. The perivascular and interstitial neutrophil predominant
photographis courtesy of Dr. Savino and is from the fifth infiltrate.

referenced article (Savino et al). Permission to use this picture
has been provided by the authors.

Figure 2b,c, and d: The infiltrate is associated with leukocytoclasia and hemorrhage. Despite the intensity of the infiltrate, fibrin eposition was minimal resulting in a
pattern that closely recapitulates urticarial vasculitis.

Figure 3a: Direct immunofluorescent studies show a Figure 3b: A similar extent of depositionis observed with IgA. Hence

granular deposits of IgM within the cutaneous by direct immunofluorescent assessment the pattern recapitulates

vasculature. IgA associated vasculitis/Henoch Schonlein purpura, leading some
authors to consider acute hemorrhagic edema of infancy a form of
IgA vasculitis.
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