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Abstract

Acute hemorrhagic edema of infancy (AHEI) is a rare and benign form of leukocytoclastic vasculitis that usually affects
children younger than 2 years, and is often misdiagnosed by pediatricians and dermatologists. Numerous precipitating
factors have been reported, including drugs, infections, and vaccination. We present herein a unique case of AHEI
following bacille Calmette-Guérin (BCG) vaccination. To our knowledge, this represents the second reported case after
BCG vaccination.
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1. Introduction

Acute hemorrhagic edema of infancy (AHEI) is a rare and benign form of leukocytoclastic vasculitis [1]. Numerous
precipitating factors have been reported, including drugs, infections, and vaccination [1]. We report the case of a 3-
week-old boy with AHEI following the bacillus Calmette-Guérin (BCG) vaccination. To our knowledge, this is the second
reported case of AHEI following the BCG vaccine.

2. Case Report

A 3-week-old male infant presented to our dermatological department with a 15-day history of progressive
erythematous and indurated plaques with edema on the face and extremities. There was no previous history of infection
or use of medications. However, the patient had been vaccinated with the BCG vaccine 3 days before presentation.
Physical examination revealed multiple purpuric, annular, and targetoid plaques measuring 1 to 4 cm in diameter,
predominantly on the face (Figure 1), and with marked edema on the left eyelid accompanied by a large cockade and
purpuric plaque (Figure 2). Similar but smaller lesions were observed on the extremities, while the trunk and back
remained unaffected. In addition to this clinical presentation, the patient showed multiple inflammatory papules and
pustules without comedones on the face, suggesting benign cephalic pustulosis. There was no involvement of the
mucous membranes. The rest of the physical examination showed no systemic symptoms. Skin biopsy revealed
leukocytoclastic vasculitis. Direct immunofluorescence (DIF) was negative. Chest X-ray and abdominal ultrasonography
were normal. Laboratory blood tests revealed neutrophils measuring 18000/mm3. Renal, liver function and coagulation
tests were normal. A diagnosis of AHEI was made. The patient’s skin lesions spontaneously improved without treatment
over three weeks, and no relapse was observed.
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Figure 1 Maculopapular and purpuric annular lesions on the face

Figure 2 Purpuric targetoid edematous plaques on the left eye

3. Discussion

Acute hemorrhagic edema of infancy (AHEI) is a rare and benign form of leukocytoclastic vasculitis. It is slightly more
common in males and usually occurs in children under two years of age [1]. AHEI is characterized by the classic triad of
fever, edema, and round, palpable, purpuric plaques predominantly affecting the face, earlobes, and extremities [2]. The
skin lesions are typically palpable, asymptomatic, and symmetrically distributed [2]. Histopathological examination
reveals leukocytoclastic vasculitis [2]. Prompt recognition of AHEI is crucial for differentiating it from other conditions
requiring specific treatment, particularly IgA vasculitis. In our patient, there was no predominant involvement of the
extremities or any visceral involvement, and negative staining for IgA on DIF, along with the rapid resolution of the
lesions, allowed us to rule out this diagnosis [4]. Considering the annular lesions, neonatal lupus was also evaluated;
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however, laboratory findings revealed no leukopenia and both antinuclear and antineutrophil cytoplasmic antibodies
were undetectable. The child's stable clinical condition and negative serological tests ruled out recent infections [5].

The pathogenic mechanism is unclear, but AHEI is considered an immune hypersensitivity complex and often follows
infections, drug therapy, or vaccination [1]. In this case, the BCG vaccine was probably responsible for the disease. Only
a few cases of AHEI after vaccination have been reported, including MMR vaccine, diphtheria-pertussis-tetanus- polio,
H. influenza type b, H1IN1, d, conjugated pneumococcal vaccines, and hepatitis B [3]. Only one case following vaccination
with BCG has been reported [5].

4., Conclusion

Although vaccinations are rarely implicated in the occurrence of this disease, this diagnostic hypothesis should be raised
following BCG vaccination. It is important to reassure parents about this post-vaccination effect because it is benign and
resolves spontaneously.
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