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Acute Hemorrhagic Infancy of Edema:
A Purpuric Rash in 6-Month-Old Infant
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Abstract

Acute hemorrhagic edema of infancy (AHEI) is a cutaneous leukocytoclastic vasculitis presenting with purpura, ecchymosis,
fever, and edema. Pediatricians must effectively differentiate AHEI from other diseases that have similar presentations but
are more severe in order to treat appropriately without overutilizing expensive, unnecessary diagnostic tests. In this article,
we describe a case of a 6-month-old previously well male who presented to our institution with a worsening rash and
fever. In this case, the patient’s age and benign clinical manifestations without systemic involvement favored the diagnosis of
AHEI over more serious conditions. This case is a valuable example of the clinical findings of AHEI and the effectiveness of

conservative therapy once a diagnosis is made for pediatricians, especially emergency and urgent care physicians.
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Introduction

Acute hemorrhagic edema of infancy (AHEI) is a benign leu-
kocytoclastic vasculitis that has previously had many names
including Finkelstein’s disease, Seidlmayer’s disease, and
postinfectious cockade purpura.! It is a benign process that
presents with localized purpura, which is frequently associ-
ated with fever and edema. It usually resolves within a few
weeks without intervention.’> We are presenting a 6-month-
old male with AHEI who presented with rash and edema in
the lower extremities.

Case Report

A 6-month-old previously well male presented to our institu-
tion with a worsening rash. His illness began 3 days prior
with cough, rhinorrhea, decreased appetite, and he was
moderately febrile with a maximum rectal temperature of
38.3 °C. The fever disappeared within 24 hours. Parents gave
a dose of natural cough medication during the illness, other-
wise he had not taken any other medications. There was no
vomiting, diarrhea, change in behavior, recent vaccinations,
and no known sick contacts. Past medical history and family
history were unremarkable. He received his 2- and 4-month
vaccinations and was scheduled to receive his 6-month vac-
cines the following week.

At initial presentation in the emergency room, he was
afebrile (98.6 °F [37 °C]) with a heart rate of 140 beats/min,
respiratory rate of 30 breaths/min, blood pressure of
84/62 mm Hg, and an oxygen saturation of 100% in room air.

On examination, he was active, well developed, and non-
toxic appearing. His neck was supple, he had mild rhinorrhea
and erythema of the oropharynx without exudates or vesi-
cles. His skin had various sized erythematous macules and
plaques extending from the soles of his feet to his thighs. The
diameter of the lesions varied from a few millimeters to sev-
eral centimeters (Figure 1).

There was mild scrotal edema. Nontender and nonpitting
edema of his bilateral ankles and feet were present but he had
normal range of motion of all joints. No rash was noted on
the face, chest, back or arms. His abdominal examination
was soft, nontender without palpable organomegaly. The rest
of the physical examination was unremarkable.

Laboratory studies revealed a mildly elevated erythrocyte
sedimentation rate (24 mm/h, reference = 0-15 mm/h) with a
mild thrombocytosis (415 X 103/uL, reference = 150-400 X
10%/uL) and absence of leukocytosis. A complete metabolic
panel, coagulation panel (includes prothrombin time/partial
thromboplastin time and international normalized ratio),
C-reactive protein, and urinalysis were all unremarkable.
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Figure |. Erythematous macular rash on patient’s feet with edema.

Over his 3-hour stay in the emergency department, he
remained afebrile and well appearing, though some areas
on his feet and legs became purpuric. He also developed
purpura on the dorsal sides of his feet and his lower legs
(Figures 2 and 3).

Initial Diagnosis and Outcome

Our patient’s presentation with a nontoxic appearance, purpu-
ric rash with impressive edema of the feet, legs, and scrotum in
the setting of a mild upper respiratory tract infection is consis-
tent with a diagnosis of AHEI due to the patient’s age and rela-
tively normal laboratory results without systemic findings. A
decision was made not to admit the child and to avoid cutane-
ous biopsy since a well-defined diagnosis was made clinically.

He was discharged home with his parents to follow-up
with his pediatrician the next day. We followed-up with par-
ents via phone the following week and his mother informed
us that his vitals at the pediatrician’s office were normal and
repeat laboratory results and urinalysis remained unre-
markable. Per his mother, his rash and swelling completely
resolved by 5 days.

Discussion

Autoimmune hemolytic edema of infancy is a rare cutaneous
leukocytoclastic small-vessel vasculitis that affects children
ages 4 to 24 months.* AHEI presents as a purpuric, targetoid
rash with accompanying tender and nonpitting edema of the

Figure 2. Nonblanching purpura on the dorsal sides of patient’s
feet with pedal edema.

Figure 3. Nonblanching purpura extending from feet to upper
thigh.
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face and extremities.” These symptoms often present in the
setting of a mild upper respiratory illness or other prodromal
illness that causes mild fever.!* Symptoms of AHEI are usu-
ally limited to the skin. In addition to the symptoms listed
above, general edema including scrotal edema and auricular
edema are common.?

Acute hemorrhagic edema of infancy is a benign condi-
tion that self-resolves after 1 to 3 weeks.® There is only a 5%
to 10% chance of recurrence of symptoms for these patients.
Its presentation is similar to other more systemic and danger-
ous diseases, including Henoch-Schonlein purpura (HSP),
meningococcemia, Kawasaki disease, erythema multiforme,
and acquired coagulopathy, so it is important for primary
care, urgent care, and emergency care physicians to be
able to recognize and differentiate AHEI from these other
conditions.

Laboratory findings for AHEI are nonspecific and nondi-
agnostic, but may include mild leukocytosis, lymphocyto-
sis, thrombocytosis, or elevated inflammatory markers.>
Coagulation studies, liver function tests, and kidney function
tests remain normal.! Skin biopsy studies demonstrate leuko-
cytoclastic vasculitis of the small blood vessels in the dermis
layer of the skin. Immunoglobulin A (IgA) deposition is
found in <25% of biopsy samples of children with AHEL3

Systemic involvement is rare (<10% of children with
AHEI), which differentiates AHEI from HSP, which usually
presents with nausea, vomiting, abdominal pain, as well as
renal involvement.*> Some have argued that HSP and AHEI
are not distinct diseases but are rather on a disease spectrum.
However, HSP is an IgA-mediated disorder and biopsies of
HSP lesions demonstrate IgA deposition, which, as men-
tioned above, is only seen in a quarter of AHEI biopsies.**
HSP presents at an older age, has systemic findings, and has
predominance of purpura on the buttock and lower extremi-
ties compared with AHEL !

Meningococcemia patients present with toxic appear-
ance, fever, and a petechial rash, which are diagnostic pearls
that can help differentiate these much sicker patients from
AHEI patients.! Similarly, AHEI can be differentiated from
Kawasaki and other common vasculitis by young age of
onset, nontoxic appearance, absence of nonexudative con-
junctivitis or lymphadenopathy, presence of edema, and
complete resolution of symptoms within 3 weeks.!*°

There is no specific treatment for AHEI and the condition
usually self resolves between 1 and 3 weeks.>’ Systemic corti-
costeroids, anti-inflammatory drugs, and antihistamines are
often prescribed but do not change the course of the illness.!
Patients may receive antibiotics for presumed concurrent bac-
terial infections due to prodromal illness but these have not
been found to affect the cutaneous manifestations of AHEL '

Conclusion

Acute hemorrhagic edema of infancy is an often underrecog-
nized and rare disorder that results in cutaneous lesions and

edema in an otherwise well appearing child. The patient’s
appearance, age, lack of systemic findings, and benign labo-
ratory findings can quickly differentiate AHEI from other
more severe disorders and help pediatricians avoid unneces-
sary, expensive, and invasive workups.

Declaration of Conflicting Interests

The author(s) declared no potential conflicts of interest with respect
to the research, authorship, and/or publication of this article.

Funding

The author(s) received no financial support for the research, author-
ship, and/or publication of this article.

Ethics Approval

Our institution does not require ethical approval for reporting indi-
vidual cases or case series.

Informed Consent

Written informed consent was obtained from a legally authorized
representative(s) for anonymized patient information to be pub-
lished in this article.

ORCID iD

Amit Thakral https://orcid.org/0000-0003-0476-4721

References

1. Miconi F, Cassiani L, Savarese E, et al. Targetoid skin lesions
in a child: acute hemorrhagic oedema of infancy and its differ-
ential diagnosis. /nt J Environ Res Public Health.2019;16:823.
doi:10.3390/ijerph16050823

2. Alhammadi A, Adel A, Hendaus MA. Acute hemorrhagic
edema of infancy: a worrisome presentation, but benign course.
Clin Cosmet Ingestig Dermatol. 2013;6:197-199. doi:10.2147/
CCID.S51525

3. Lava SAG, Milani GP, Fossali EF, Simonetti GD, Agostoni
C, Bianchetti MG. Cutaneous manifestations of small-
vessel leukocytoclastic vasculitides in childhood. Clin Rev
Allergy Immunol. 2017;53:439-451. doi:10.1007/s12016-
017-8626-3

4. Parker L, Shahar-Nissan K, Ashkenazi-Hoffnung L, et al.
Acute hemorrhagic edema of infancy: the experience of a large
tertiary pediatric center in Israel. World J Pediatr. 2017;13:
341-345. doi:10.1007/s12519-017-0032-7

5. Fiore E, Rizzi M, Ragazzi M, et al. Acute hemorrhagic edema
of young children (cockade purpura and edema): a case series
and systematic review. J Am Acad Dermatol. 2008;59:684-695.
doi:10.1016/j.jaad.2008.06.005

6. CaksenH,Odabas D, Kdsem M, etal. Reportofeight infants with
acute infantile hemorrhagic edema and review of the literature.
J Dermatol. 2002;29:290-295. doi:10.1111/j.1346-8138.2002.
tb00265.x

7. Legrain V, Lejean S, Taieb A, Guillard JM, Battin J, Maleville
J. Infantile acute hemorrhagic edema of the skin: study of
ten cases. J Am Acad Dermatol. 1991;24:17-22. doi:10.1016
/0190-9622(91)70002-J


https://orcid.org/0000-0003-0476-4721

