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Abstract: Pyoderma gangrenosum (PG) is a sterile inflammatory neutrophilic dermatosis
that can present as a peristomal, pustular, bullous, vegetative, or ulcerative variant. It
commonly affects the lower extremities, mainly in the pretibial area. We describe a case of
extensive PG in an 18-year-old Indonesian man, involving the upper third of the body.
Dermatological examination showed multiple painful ulcers with violaceous borders on the
face, occipital region of scalp, neck, shoulder, upper chest, and back. The diagnosis of PG
was established based on the histopathological examination that revealed massive dermal
neutrophilic infiltration mixed with lymphocytic inflammatory infiltrates accompanied by
leukocytoclastic vasculitis. The patient was treated with methylprednisolone equivalent to
1 mg/kg/day of prednisone. An excellent response to therapy also confirmed the diagnosis of
PG. Since lesions of PG can appear on any part of the body, including the upper third of the
body, a complete and appropriate examination is useful in establishing diagnosis.
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Introduction

Pyoderma gangrenosum (PG) is a rare chronic inflammatory disease with an
unknown etiology and characterized by neutrophilic infiltration of the skin.'* The
term of PG was first introduced by Brunsting et al in 1930.% Based on the clinical
manifestation, PG is classified into five subtypes: peristomal, pustular, bullous,
vegetative, or classic (ulcerative).*> The lower extremity is the most common
predilection site for PG.!® However, it can also occur on other sites of the body,
including the trunk, upper extremities, head, and neck.” Oral corticosteroids alone
or in combination with other sparing agents such as azathioprine, cyclosporine,
cyclophosphamide, mycophenolate mofetil, methotrexate, thalidomide, and dap-
sone were shown to be effective in most cases of PG.® Here, we report a case of
extensive PG on the upper third of the body in an 18-year-old man who was
successfully treated with systemic corticosteroid alone.

Case

An 18-year-old Indonesian man presented with a 12-month history of multiple painful
ulcers on the face, occipital region of scalp, neck, shoulder, upper chest, and back. The
primary lesions were erythematous pustules on the right temple, gradually increased in
size to form nodules that broke into painful ulcers. Two months later, the lesions
extended progressively into multiple ulcers with a band-like pattern to the right eyelid,
right-side of the forehead, cheeks, occipital region of the scalp, neck, shoulder, upper
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Figure | (A—F) Multiple ulcers with granulation tissue on the face, occipital region of the scalp, neck, shoulder, upper chest, and back. (B, C, D and F) A violaceous border
appeared around the ulcers (blue arrow). (F) is the enlargement of the region marked with a red square region in (D).

chest, and back. The margins were violaceous and partly
covered with yellow adherent crusts. The patient experienced
weight loss but had no history of trauma, inflammatory
bowel disease, or arthritis. History of chronic cough or
hemoptysis, intermittent fever, night sweats, lumps in the
neck, armpits, groins, and contact with patients with chronic
cough were absent. There was no history of alcoholic bev-
erage consumption, narcotics, psychotropic substances,
addictive substances use, tattoos, or sexual intercourse.
Physical examination showed extra-ocular pseudoptosis.
Multiple ulcers with granulation tissue at the base of the
wound were found on the face, occipital region of the
scalp, neck, shoulder, upper chest, and back (Figure 1A—F),
with violaceous borders around the ulcers (Figure 1B, C,
D and F). Gram staining, Ziehl-Neelsen staining, and potas-
sium hydroxide tests using microscopic examination did not
reveal any fungi or bacteria. Human immunodeficiency virus
(HIV) examination was nonreactive, with a cluster of differ-
entiation (CD) 4 cells were 794 cells/uL, CD8 579 cells/uL,
and CD4:CDS8 ratio of 1.37. Chest x-ray result was within

normal limits. Pathergy tests in post-biopsy wounds and
culture of bacterial and fungal isolates taken from the ulcer
were negative. Histopathological examination from the edge
of the ulcer showed skin ulceration (Figure 2A), massive
dermal neutrophilic infiltration mixed with lymphocytic
inflammatory infiltrates (Figure 2B), accompanied by leuko-
cytoclastic vasculitis (Figure 2C), with no evidence of infec-
tion or malignancy. These histopathological findings
supported the diagnosis of PG. The patient received methyl-
prednisolone equivalent to 1 mg/kg/day of prednisone,
tapered off every 2 weeks. Ulcer size reduction with cribri-
form atrophic scars indicated significant improvement, and
no new skin lesions appeared after 5 months of observation
(Figure 3A—F). The patient’s good response to the therapy
also confirmed the diagnosis of PG.

Discussion

Pyoderma gangrenosum is a rare neutrophilic dermatosis.’
The incidence is estimated at around 3—10 cases per million
population per year.> Initial PG lesions can be in the form
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Figure 2 Biopsy specimen from the edge of the ulceration (Hematoxylin and eosin, x10 and x20 magnifications). (A) Histopathological findings showed skin ulceration
(asterisk). (B) Massive dermal neutrophilic infiltration mixed with lymphocytic inflammatory infiltrate. (C) Leukocytoclastic vasculitis (blue arrow).

Figure 3 (A-F) After 5 months, cribriform atrophic scars developed at the sites of the previous lesions (blue arrow). (F) is the enlargement of the region marked with a red

square in (D).

painful pustules, nodules, or plaques.' Within a few days,
the skin lesions may enlarge and rupture to form well-defined
ulcers, with irregular violaceous edges.”'® The skin and
subcutaneous tissue subsequently become necrotic, with
a brittle wound bed covered in hemorrhagic or purulent
exudative fluid. The ulcers are accompanied by increased

severity of pain.” Re-epithelialization occurs from the ulcer
edge, leaving the cribriform atrophic scars.*!' PG lesions are
generally multiple and recurrent and occur in traumatized
areas in 25-50% of the cases, known as the pathergy
phenomenon.*” Based on one of the largest case series of
PG, 77.7% of the lesions appeared on the leg, followed by the
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trunk (11.7%), peristomal site, and the upper extremities
(8.7% each), the head and neck (7.8%).” Pereira et al'?
found that the most common patients had a single lesion
(62.5%), while multiple (more than three) lesions occurred
only in 16.7% of the cases. Approximately 50% of the PG
cases are accompanied by systemic diseases such as inflam-
matory bowel disease, arthritis, solid malignancies, hemato-
HIV,
disorders.>'*'* In this report, the patient had initial lesions

logical  malignancies, and  rheumatological
in the form of pustules that enlarged into nodules, then
ruptured to became tender ulcers with uneven edges. We
observed hemorrhagic crusts covering the granulation tissue
at the base of the wound on the right-side of the forehead,
temples, cheeks, occipital region of the scalp, neck, shoulder,
upper chest, and back. Violaceous borders were seen around
the lesions, in addition to the hypertrophic scars in the facial
area. The clinical manifestations of the ulcers were charac-
teristic of PG lesions. The patient’s pathergy sign was nega-
tive, and there was no history of symptoms of systemic
diseases associated with PG. To the best of our knowledge,
extensive PG in multiple sites, mainly on the upper third of
the body as in our case, constitutes an unusual case of PG.

Based on the Mayo criteria, diagnosis of PG is estab-
lished if two major and two minor criteria were fulfilled.* The
major criteria include 1) rapid progression of painful necrotic
ulcer, with irregular, violaceous, and undermined edges, 2)
elimination of other etiologies of skin ulcers. The minor
criteria include 1) history of pathergy or clinical finding of
cribriform scarring, 2) PG-related systemic disease, 3) appro-
priate histopathology finding, and 4) rapid response to sys-
temic corticosteroid administration.**'" In this case report,
the patient met both major criteria and three of the minor
criteria, namely the presence of cribriform scars, histopatho-
logical finding concordance to PG, and good response to
systemic corticosteroid therapy alone. Diagnoses of bacterial
and fungal infections were excluded from microscopic and
histopathological examinations and also cultures.

To date, there is no gold standard treatment for PG.’
Therapeutic recommendations are generally based on suc-
cessful studies of PG patient management.' Ideal therapy of
PG includes wound care (dressings), topical, and/or systemic
treatment.” Prednisone 1-2 mg/kg/day or methylpredniso-
lone up to 0.8 mg/kg/day remains the first-line therapy in
most PG cases. Systemic corticosteroids are generally given
until clinical improvement occurs. Subsequent doses are
gradually reduced to prevent recurrences."’ In this case,
the patient initially received an injection of 7.5 mg dexa-
methasone once a day (equivalent to prednisone 1 mg/kg/

day) for a week, followed by 32 mg methylprednisolone
orally per day for 2 weeks, tapered-off every 2 weeks.

On the 28th day of treatment, ulcers on the upper back
region began to heal, becoming atrophic scars. Furthermore,
the ulcers had significant clinical improvement after 5
months of therapy, as the ulcer size decreased, cribriform
atrophic scars formed, and no new skin lesions appeared.

Conclusion

Chronic ulcers can be caused by a variety of etiologies.
This includes PG, a rare inflammatory disease, which is
sometimes difficult to diagnose. PG can occur at any area
of the body, including the upper third area. Complete and
appropriate examination of clinical features, laboratory,
and histological findings, with good response of therapy,
is useful to establish the diagnosis.
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