Urticaria multiforme: a benign frightening rash
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DESCRIPTION

We report the case of a previously healthy
13-month-old boy who developed transient, annular
and erythematous wheals with dusky centres
affecting the face, trunk and limbs, associated with
pruritus, non-pitting oedema of upper and lower
extremities and dermographism (figure 1). The rash
spared palms and soles and disappeared with digital
pressure and it had started 7 days after immunisation
for measles—-mumps-rubella, meningococcal type C
and pneumococcal conjugate vaccine. The child was
haemodynamically stable, had good overall condi-
tion and no other symptoms besides a low fever and
an otherwise normal physical examination without
the presence of petequiae or purpura, acute respi-
ratory distress, laryngoedema, angioedema, lymph-
adenopathy, hepatosplenomegaly, arthralgia or
mucous membranes involvement.

Due to the presence of a dusky ecchymotic rash
in a febrile child on admission, laboratory tests were
requested to rule out severe causes that could need
specific immediate treatment, such as severe bacte-
rial infections, like sepsis and coagulation disorders.
Laboratory investigation revealed normal coagula-
tion tests, platelet and white cell count as well as a
slightly elevated C reactive protein of 2,04 mg/dL
(reference range: <1mg/dL). Due to the presence
of pruritus, an oral H1 antihistamine (hydroxyzine)
was prescribed and cutaneous lesions progressed
in an evanescent manner, with each lesion lasting
less than 24 hours. There was complete resolution
of symptoms within 4 days, showing no cutaneous
sequelae.

Based on clinical grounds, due to the presence of
pruritus and the progression of lesions in as evanes-
cent manner during hospital stay, and the resolution
without cutaneous scaring, the diagnosis of urticaria
multiforme was made. The authors present this case
to raise awareness for a rarer morphological presen-
tation of a common disease.

Urticaria multiforme, a morphological subtype
of acute urticaria, is a benign cutaneous hyper-
sensitivity reaction.! It commonly affects children
between 4 months and 4 years of age and its most
known triggers are infections, immunisations and
medications.”™

Figure 1 Annular and erythematous wheals with dusky
centres affecting the trunk and limbs.
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Skin lesions start with papules that expand to
form annular, polycyclic, erythematous wheals
with dusky, ecchymotic centres affecting the
trunk, extremities and face.! * Face and extrem-
ities oedema, pruritus and dermographism are
also present in most patients. Children present an
non-toxic appearing and systemic symptoms are
commonly limited to a few days of mild fever.>™ In
addition to presenting all the characteristic features
of this disease on examination, our patient met the
age range for this condition as well as a known
common trigger like recent immunisations.

Urticaria multiforme is commonly misdiagnosed
for erythema multiforme, serum sickness-like reac-
tion, urticarial vasculitis, among others, despite
being more frequent than the previous conditions."

However, true target lesions, skin necrosis, blis-
tering and mucous membrane involvement, usually
present in erythema multiforme, were absent in
our case as well as in urticaria multiforme cases.®
Pruritus is characteristic of urticaria multiforme,
while pain and burning are present in erythema
multiforme or urticarial vasculitis.® Dermogra-
phism is absent in patients with erythema multi-
forme or serum sickness-like reactions and in the
latter, there is prominent fever, myalgias, arthral-
gias and lymphadenopathy, none of which was
present in our patient." In erythema multiforme,
serum sickness-like reactions or urticarial vascu-
litis skin lesions are fixed and last days to weeks,
resolving with postinflammatory depigmentation,
contrary to the migratory progression and the
absence of skin lesions after resolution presented
by our case, corroborating the diagnosis urticaria
multiforme.® In acute haemorrhagic oedema of
infancy, a small-vessel leucocytoclastic vascu-
litis, there are target-like or cockade appearance
plaques, red to purpuric lesions with a necrotic
or bullous centre that appear predominately over
the ears, cheeks and extremities.” Unlike urticaria,
the colour of lesions usually changes from red or
purple to brownish yellow before complete reso-
lution.® Our patient presented with dusky lesions,
but there were no target appearance and they
progressed in a migratory manner. Furthermore,
there were no colour changes and lesions were
present predominantly on the trunk and not in the
face. The presence of pruritus and dermographism
also helped differentiate these two entities. Lastly,
erythema marginatum, a characteristic rash of
rheumatic fever, is non-painful, transient, migrant,
but unlike urticaria multiforme, it is rarely pruritic
and never appears on the face.”

Laboratory tests or other interventions (ie, skin
biopsy) are generally not required for the diagnosis
of urticaria multiforme. However, in our case,
they were requested to rule out other more severe
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conditions. An elevation in acute phase reactants may be seen in
some patients with urticaria multiforme."’

Urticaria multiforme is a self-limited, benign, condition. Treat-
ment may include discontinuation of any known precipitating
factors and antihistamine therapy. In severe cases, systemic corti-
costeroids may be prescribed.’

Learning points

» Urticaria multiforme is a subtype of acute urticaria in
children, commonly linked to viral infections, medications and
immunisations.

» Urticaria multiforme can be correctly diagnosed based
on clinical grounds, not requiring extensive aetiological
investigation.

» When faced with cutaneous lesions with dusky centres
and acral angioedema, the presence of good overall
condition, pruritus, dermographism and rapid response
to antihistamines, in the absence of signs or symptoms of
systemic disease as well as an evanescent progression with
resolution without scaring, supports the diagnosis of urticaria
multiforme.
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