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CASE REPORT

Diagnostic Challenges of Pityriasis Lichenoides et Varioliformis
Acuta (PLEVA).
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Abstract

Pityriasis Lichenoides et Varioliformis Acuta (PLEVA) is an uncommon, inflammatory skin
illness typified by erythematous papules that can mimic various dermatological and systemic
conditions, making diagnosis difficult. We describe a case of a young adult who presented with
generalized erythematous macules and crusted patches across the trunk that progressed to the
extremities and scalp. A provisional diagnosis of guttate psoriasis with PLEVA as the differential
diagnosis was made after a thorough history and examination. Further evaluation and skin biopsy
confirmed the diagnosis of PLEVA through histopathological examination. The lesions subsided
after two months of treatment with oral and topical corticosteroids.
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Introduction

Mucha-Habermann  disease  or  Pityriasis
lichenoides et varioliformis acuta (PLEVA) is a
rare  benign  dermatosis  with  uncertain
etiopathogenesis. It can affect individuals of any
age but is most prevalent in children and young
adults. PLEVA's diverse morphology and clinical
presentation, which may resemble other
dermatological conditions, often pose diagnostic
challenges, and lead to delays in appropriate
management. Here, we present the case of a
patient who was initially diagnosed with guttate
psoriasis, due to the similarity to Mucha-
Habermann disease. However, the final diagnosis
was PLEVA. This case highlights the importance
of considering this uncommon condition in the
differential diagnosis of dermatological disorders.

Case presentation

A 21-year-old male presented with a vesicular
eruption that had persisted for one month.
Subsequently, recurrent erythematous macules
and crusted patches appeared on his trunk,
extended eventually to his extremities and scalp.
The lesions were itchy, but sparred his oral
mucosa and nails. Initially, the patient thought he
had the same condition as his nephew, who had
been diagnosed with a varicella zoster infection.
However, as the lesions persisted, he sought
treatment at multiple clinics and was prescribed
both  systemic and topical antibiotics.
Unfortunately, no improvement was seen despite
the treatment.

Upon examination, his vital signs were stable, and
he appeared well. Brownish scales were present
throughout his skin, particularly on the trunk
(Figures 1 and 2) and in all flexural areas. Newer
erythematous macules, papules, and dried-up
blisters with  necrotic and occasionally
hemorrhagic centers were observed, especially on
the extremities (Figure 3). No alopecia, oral
ulcers, joint tenderness, or nail involvement was
seen. For laboratory investigations, the results
were negative for the anti-nuclear antibody
(ANA), syphilis, and viral screenings including
Human immunodeficiency virus (HIV), Hepatitis

B, and Hepatitis C. Given the clinical diagnosis of
guttate psoriasis and the need to rule out PLEVA,
he was referred to the dermatology department.
Histopathological examination (HPE) of his skin

biopsy revealed subepidermal blisters with
necrotic changes, ischemic epidermis, and
marked lichenoid change with interface

dermatitis (Figure 4). Spongiosis was also seen in
viable epidermis, and focal epidermotropism was
apparent  (Figure 5). Despite all the
immunofluorescence studies of the skin biopsy
(1gG, IgA, IgM, and C3) negative for epidermal-
dermal junction and blood vessels, PLEVA was
still the diagnosis. The lesions resolved after two
months of treatment with tapering doses of oral
and topical corticosteroids.

Discussion

Pityriasis lichenoides et varioliformis acuta
(PLEVA), also known as Mucha-Habermann
disease (MHD), is a rare cutaneous disorder that
commonly occurs in children and young adults,
with a slightly higher occurrence in males (56%)
[1]. Although the exact origin of PLEVA is
unknown, it is believed to be associated with an
inflammatory response that is triggered by
infectious agents [2]. PLEVA has been reported
in cases following infections with pathogens like
Epstein-Barr virus, HIV, varicella-zoster virus,
herpes simplex virus type 2, Toxoplasma gondii,
and Group A streptococcus [2]. Apart from that,
PLEVA has been linked to certain medications
such as antidepressants, statins, anti-tumor
necrosis factor (anti-TNF), and various vaccines
[2-5]. Moreover, T-cell dyscrasia-induced
inflammation or immune complex-mediated
hypersensitivity were suggested as potential
causes of PLEVA [2]. In this case, the first theory
is more plausible because he had exposure to
varicella zoster infection from his nephew.

The hallmark features of PLEVA are
characterized by the acute development of
inflammatory papules and papulovesicular with
hemorrhagic or necrotic crusts on the skin,
usually on the trunk and flexural areas of the
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extremities(1). While individual lesions may
disappear within a few weeks, new groups of
lesions frequently appear, leading to lesions at
various stages of development. This can make
diagnosing PLEVA difficult in a primary care
setting. Rarely, patients have the severe variation
of PLEVA known as febrile ulceronecrotic
Mucha-Habermann disease (FUMHD) that may
involve mucosal membranes, high fevers, and
systemic complications like sepsis, splenomegaly,
cardiomyopathy, and pulmonary involvement [2].
The present case report highlights two important
points. Firstly, it underscores the challenges in
diagnosing PLEVA in a primary care setting.
PLEVA's clinical resemblance to other conditions
and its rarity led to the initial misdiagnosis of
diseases like guttate psoriasis, varicella zoster,
pityriasis rosea, and secondary syphilis. Table 1
lists the clues that can help distinguish other
diseases from PLEVA.

Secondly, there are challenges in delivering
appropriate  management for patients with
PLEVA. Even though, PLEVA is usually a self-
limiting disease, many patients experience itching,
discomfort, and recurrence of their skin lesions,
which can impact their quality of life. A recent
systematic review recommended narrow-band
ultraviolet B (UVB) phototherapy as the first-line
therapy due to its high rate of complete remission.
Oral erythromycin with or without topical
corticosteroids, and low-dose methotrexate are
recommended as second-line therapy [10]. In
addition, methotrexate plays an important role in
treating refractory PLEVA and FUMHD [2,4].

Acitretin, dapsone, and cyclosporine may help as
additional therapies for refractory PLEVA
whereas for cases of FUMHD, systemic
immunomodulators may be beneficial [2].

Conclusion

This case highlights the diagnostic dilemma
posed by PLEVA and its mimickers, where
clinical presentation alone may not be sufficient
for an accurate diagnosis. A high index of
suspicion, coupled with histopathological
examination, is essential for distinguishing
PLEVA from other similar conditions and
guiding appropriate management.
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Figure 1. Generalized brownish scales with patches.
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Figure 2. Generalized crusted lesions with central necrosis.
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Figure 3. Erythematous macules and papules with dried-up blisters seen together with
necrotic and a few hemorrhagic at the center of the crust.
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Figure 4. The section shows subepidermal blisters with lichenoid change and interface
dermatitis. (Haematoxylin & eosin x100)
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Figure 5: Focal epidermotropism is present. (Haematoxylin & eosin x 200)
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Table 1. Clues that help distinguish other diseases from PLEVA.

Disease

Clinical Findings on Skin

Diagnostic test

Treatment strategies

Guttate psoriasis

Guttate psoriasis appears as
tiny, erythematous papules
and plaques, similar to
PLEVA, but may also

involve nails (6).

Varicella

Varicella is frequently

likened to a dewdrop on a
typically
manifests as crusted lesions

rose petal and
on the sixth day of the illness,
PLEVA.

Nevertheless, the duration of

resembling

the disease is briefer than
PLEVA and normally lasts

for two weeks (7).

Pityriasis rosea

The herald patch, "Christmas
tree" pattern distribution, and
collarette of scale are key
features that distinguish
pityriasis rosea from
PLEVA. (8).

Clinical diagnosis

a) Narrowband UVB
Phototherapy

b) Topical
corticosteroids as

adjunct

a) Self-limited disease
b) Symptomatic
treatment

c) Intravenous
antiviral therapy is
indicated in
complicated cases of

varicella.

a) Self-limited disease
b) Symptomatic

treatment

Secondary

syphilis

Classically, the rash is a
generalized, non-itchy, and
symmetrical macular  or
papular eruption that affects
the entire body, including the

palms and soles (9).

Specific
treponemal  tests

(TPHA/TPPA/EIA)

a) Intramuscular
Benzathine
penicillin 2.4 mega
units in a single

dose
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