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13 QUIZ SECTION

Painful Destructive Plaques of the Face and Scalp: A Quiz
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A man in his 70s presented with a 1 month history of
rapidly progressive painful lesions involving the nose,
left periorbital region, vertex scalp and bilateral temporal
scalp. The eruption began as a cyst-like lesion on the nasal
tip and alae and evolved into destructive vegetative plaques
with nasal deformity (Fig. 1). A prominent left periocular
lesion showed marked swelling, pain and purulent
discharge. He had persistent fever and had received
multiple antibacterial and antifungal treatments without
improvement. The lesions worsened after crust removal.
Laboratory tests showed pancytopenia, elevated C-reactive
protein and an erythrocyte sedimentation rate of 131 mm/h.
Bone marrow biopsy, flow cytometry and genetic studies
showed reactive hyperplasia without definitive evidence of
myelodysplastic syndrome or haematological malignancy.
Targeted UBA1 sequencing was negative. Skin biopsy

Fig. 1. Clinical findings at presentation. Destructive vegetative
plaques involving the nose with nasal deformity, accompanied by left
periocular swelling and bilateral temporal and vertex scalp lesions.

showed marked pseudoepitheliomatous hyperplasia and
dense neutrophilic inflammation involving the epidermis
and dermis (Fig. 2). Periodic acid-Schiff, acid-fast
and silver stains, tissue cultures and metagenomic
next-generation sequencing were negative.

What is your diagnosis?

1: Pyoderma gangrenosum.

2: Granulomatosis with polyangiitis.

3: Deep fungal infection.

4: Cutaneous squamous cell carcinoma.
See next page for answer.

Fig. 2. Histopathological findings. Skin biopsy showing marked
pseudoepitheliomatous hyperplasia with reactive squamous downgrowth
and dense neutrophilic inflammation involving the epidermis and dermis
(haematoxylin-eosin, original magnification x20).
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Diagnosis: Pyoderma gangrenosum.

This case is most consistent with pyoderma gangrenosum
(PG) in an atypical proliferative or vegetative spectrum.
The diagnosis was supported by rapid painful progression,
paradoxical worsening after manipulation suggesting
pathergy, dense neutrophilic inflammation on biopsy,
repeated negative microbiological studies, lack of response
to anti-infective therapy and prompt improvement
after systemic glucocorticoids plus cyclosporine. The
subsequent development of cribriform scarring and
parallel improvement in systemic inflammation further
supported PG. Although Delphi criteria were developed
for classic ulcerative PG, this patient fulfilled
several supportive features, including exclusion of
infection, pathergy, neutrophilic histopathology, cribriform
scarring and clinical improvement within 1 month of
immunosuppression (1).

The main alternative diagnoses were granulomatosis
with polyangiitis, deep fungal infection and cutaneous
squamous  cell  carcinoma.  Granulomatosis  with
polyangiitis was considered because of destructive
nasal involvement, periocular inflammation, fever and
systemic inflammation. However, biopsy did not show
granulomatous inflammation or vasculitis, and the overall
pattern was more consistent with a neutrophilic dermatosis.
Deep fungal infection was also plausible because the
lesions were infiltrative and purulent and involved the face,
where infectious mimics are common (2, 3). However,
special stains, cultures and metagenomic next-generation
sequencing were negative, prior anti-infective treatment
was ineffective and the lesions improved rapidly
after immunosuppression. Cutaneous squamous cell
carcinoma was less likely because histopathology lacked
significant cytological atypia, atypical mitotic activity,
infiltrative irregular nests and keratin pearl formation;
the pseudoepitheliomatous hyperplasia was interpreted
as a reactive epithelial change within a destructive
inflammatory process.

This case highlights the importance of recognizing
atypical facial and scalp PG before harmful procedures
are performed. Head and neck PG is uncommon
and frequently misdiagnosed, with infection, vasculitis
and malignancy among the reported initial impressions
(2, 3). Facial disease may present with non-classical
inflammatory, vegetative or superficial granulomatous
features, and vegetative lesions may show marked
pseudoepitheliomatous hyperplasia (4, 5). Our patient fits
this published spectrum but is notable for simultaneous
destructive involvement of the nose, periocular region
and scalp, a combination that may easily direct
attention toward infection or vasculitis rather than PG.
Periocular involvement is especially important because

Acta Derm Venereol 2026

diagnostic delay may expose patients to repeated drainage,
debridement or reconstructive procedures that worsen
disease through pathergy and may threaten adjacent ocular
structures (6).

The case also illustrates how clinicopathological
correlation should be weighted in proliferative PG.
Histology in PG is supportive rather than pathognomonic,
and findings vary with lesion age and biopsy
site. In vegetative or superficial granulomatous
forms, pseudoepitheliomatous hyperplasia and exuberant
inflammation may dominate the biopsy and obscure the
underlying neutrophilic dermatosis. Therefore, a negative
infectious work-up, disproportionate pain, rapid multifocal
progression, manipulation-induced worsening and response
to immunosuppression are essential diagnostic clues. These
features are particularly useful in facial lesions, where both
infection and neoplasia are frequent initial concerns.

The patient’s age, fever and pancytopenia also made
VEXAS syndrome an important modern differential
diagnosis. VEXAS is an adult-onset autoinflammatory
disorder caused by somatic UBAl mutations and
may present with neutrophilic dermatoses, systemic
inflammation and haematological abnormalities (7, 8).
Historical cases of PG associated with myelodysplastic
syndrome or chronic myelomonocytic leukaemia may
overlap with this entity (9). In the present -case,
negative UBAI1 sequencing argued against VEXAS,
while continued haematological follow-up remained
appropriate because PG can also occur in association with
haematological disorders (10).

Systemic corticosteroids and cyclosporine remain
established treatments for moderate-to-severe PG. In
this patient, rapid defervescence and regression of skin
lesions after these agents provided both therapeutic
benefit and diagnostic support. The key teaching point
is that painful, rapidly progressive, culture-negative
destructive plaques of the face or scalp, especially
when worsened by manipulation and accompanied by
neutrophilic inflammation, should raise suspicion for
PG even when infection initially appears more likely.
Early recognition can prevent unnecessary procedures,
reduce pathergy-related tissue loss and facilitate timely
immunosuppressive treatment.
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