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Abstract: Pyodermatitis-pyostomatitis vegetans is a rare inflammatory dermatosis of unknown etiology;,
with a typical mucocutaneous involvement. We report the case of a woman with pustular and vesicular
lesions in the axillae, evolving with vegetating plaques and pustules with annular grouping. The disease
progressed with vulvar and inguinal involvement as well as involvement of the oral, nasal and ocular
mucous membranes. She started the treatment with prednisone (40 mg/day), with remission of the lesions
after one month of use of such medication. Association with inflammatory bowel disease occurs in 70% of
the cases. Immunofluorescence, which is typically negative, helps to characterize the disease. A rapid res-
ponse to systemic steroids is expected.
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Resumo: A piodermatite-pioestomatite vegetante ¢ uma rara dermatose inflamatoéria de etiologia desconhe-
cida, com tipico comprometimento mucocutineo. Relatamos caso de paciente feminina com lesoes pustu-
losas e vesiculosas em axilas, evoluindo com placas vegetantes e pustulas com agrupamento anular. Houve
progressao com comprometimento vulvar, inguinal e mucosas oral, nasal e ocular. Proposto o diagndstico,
optou-se por iniciar prednisona 40mg ao dia, com remissio das lesoes ap6s um més de uso da medicacgao.
A associagao com doenga inflamatoria intestinal ocorre em 70% dos casos. A imunofluorescéncia é um fator
que ajuda a caracterizar a doenca, sendo tipicamente negativa. A rapida resposta a terapéutica com corticos-
teroides sistémicos ¢ esperada.
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INTRODUCTION

Pyodermatitis-pyostomatitis vegetans (PD-PSV)
is a rare inflammatory dermatosis characterized by
pustular and vesicular lesions and vegetating plaques,
with typical mucocutaneous involvement. Cutaneous
lesions can affect the genital and axillary areas as well
as the scalp. Less frequently it affects the face, chest
and extremities."”> Mucosal involvement is char-
acteized by multiple pustules and vesicles on erythe-
matous base that, in general, disrupt themselves
resulting in exulcerations. Oral mucosa is the most
affected and there might occur lesions in the nasal
and conjunctival mucosae."*** PD-PSV has strong asso-
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ciation with gastrointestinal diseases, being consid-
ered a marker of inflammatory bowel disease (IBD)."*’

Hallopeu® described in 1889 a new clinical enti-
ty characteized by vegetating pustular lesions with
benign outcome, not associated with constitutional
symptoms. Nine years later, five similar cases were,
once more, described by him and the entity was
named pyodermatitis-vegetans. Two of these five cases
presented the vegetating cutaneous lesions associated
with pustular lesions in the oral mucosa. McCarthy,” in
1949, introduced the term pyostomatitis vegetants,
that he supposed to be part of Hallopeu’s
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Pyodermatitis Vegetans, after reporting the case of
three patients who presented isolated lesions int the
oral mucosa with two of these cases evolving with skin
lesions.

There are disagreements about the real origin
of this entity. Some believe that it is a form of pemphi-
gus, others, an idiosyncratic reaction to skin infec-
tions, a variant of dermatitis herpetiformis or a dis-
tinct entity.®”*"

CASE REPORT

Forty-seven year old female patient, previously
healthy, presented in november 2000,insidious onset
of pustular and vesicular lesions, pruritic,and painful
in axillae, evolving with vegetating plaques coated
with pustules, papules and vesicles with annular
grouping in intensively erythematous (Figure 1A).
There was progression with involvementof the vulva,
skin of the inguinal and hypogastric areas with annu-
lar vegetating plaques coated by pustules besides
exulcerated lesions in lower left periorbital region
and lower perioral region (Figure 1B). Absence of
lesions in the oral mucosa at the early stage of the dis-
ease. The patient denied gastrointestinal or constitu-
tional symptoms.with the condition.

The patient had to be hospitalized due to the
exuberance of the clinical condition and systemic
antibiotic therapy (cephalothin 2g every six hours) was
carried out during seven days without success. During
hospitalization it was performed biopsy of the axillary
vegetative lesion and histopathological study which
showed: ulceration and adjacent epithelial hyperpla-
sia, focal subepidermal cleft, mixed inflammatory infil-
trate predominantely eosinophilic with perivascular

FIGURE 1: A. Erythema-
tous papules, pustules,
vesicles and lesions coat-
ed by crusts that form veg-
etating plaques in axillary
region; B. Involvement of
the vulvar, inguinal and
hypogastric regions
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distribution, adnexa and interstitial, associated with
papillary eosinophilic abscesses and eosinophilic
spongiosis (Figure 2). Presence of neutrophilic papilli-
tis in rare areas. Direct and indirect immunofluorese-
cence were carried out and were negative.

Laboratory investigation revealed peripheral
eosinophilia (11% - 979/mm’) and increase in the
speed of ESR (erythrocyte sedimentation rate) (55 mm
in the 1st hour). Antineutrophil cytoplasmic antibod-
ies and antinuclear antibody were negative. Enzymes
and liver function tests were normal. Colonoscopy
and barium enema unchanged.

Proposed the diagnosis of PD-PSV, it was decide
to start prednisone 40mg day, with remission of the
lesions after a month of use of the medication, pre-
senting only residual hyperchromic macules (Figure
3). The medication was gradually withdrawn over 6
months. Before the use of prednisone 5mg in alter-
nate days the patient presented lesion recurrence
being necessary to return to the use of the dose of 40
mg/day.

In an attempt to adequately control the condi-
tion and reduce the dose of prednisone, dapsone was
started with partial remission of the clinical condition
(dapsone 100mg/day associated with prednisone
5mg/day). Intermittent recurrences with the appear-
ance of lesions in the oral and nasal mucosae and in
the left upper eyelid characterized by vesicles and pus-
tules on the erythematous base besides the impair-
ment of the left conjunctival mucosa by intense enan-
thema (Figure 4).

Associated with clinical improvement there was
normalization of eosinophil count in peripheral
blood.

FIGURE 2: A. Epithelial
hyperplasia, focal subepi-
dermal  cleft, mixed
inflammatory infiltrate
predominantely eosino-
philic with perivascular
distribution, adnexa and
interstitial, associated with
papillary eosinophilic
abscesses and eosino-
philic spongiosis. B. De-
tail of the interstitial in-
flammatory infiltrate pre-
dominantely eosinophilic
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FIGURE 3: Residual hyper-
chromic macules in axil-
lary and wvulvar regions
after introduction of corti-
costeroid treatment

DISCUSSION

Pyodermatitis-pyostomatitis vegetans (PD-PSV)
is a rare eosinophilic inflammatory dermatosis of
unknown cause and difficult diagnosis characterized
by vesiculous and pustulous lesions and vegetating
plaques with mucocutaneous involvement.” It general-
ly occurs in individuals at the end of their third decade
of life being the proportion of incidence between the
female and male sex of 3:1.'

In most cases, the oral mucosa is affected, pre-
senting pustulous exophytic lesions with erythema-
tous halo, friable membrane that easily disintegrates
leading to exulcerated lesions. Lips, gums, soft and
hard palate, vestibule and tonsils are the most fre-
quently affected areas.">" Vaginal, nasal and ocular
mucosae can also be affected. >** Mucosal lesions may
precede, may appear simultaneously or succeed skin
lesions.”"""” The patient presented lesions in the oral,
ocular and nasal mucosae during the evolution of the
condition with clinical characteristics simillar to the
ones described in the medical literature.

Cutaneous involvement is frequent, occuring in
58% of the cases.’ It is characterized by erythematous
pustulous papules, vesicles and lesions coated by
crusts which coalesce into vegetating plaques.
Lessions are asymmetric and affect mainly axillae,
sculp, vulva and groin. Less frequently, other regions
can also be affected like face, chest and extremities.">"
In the reported case, the patient presented the charac-
terisitic cutaneous manifestations in typical areas as
first manifestations of the disease. The association of
PD-PSV with IBD is well stablished, occurring in 70%
of the cases. ' More commomly associated with ulcer-
ative colitis (53%), being Crohn’s disease seen in 11%
of the patients.” Although PD-PSV is considered a

FIGURE 4: A. Exulcerated
lesions on palate; B.
Vesico-pustular lesion on
the left upper eyelid on
| erythematous base besides
| involvement of the left
conjunctival mucosa by
intense enanthema

marker of IBD this connexion is not absolute and it is
not found in all described cases ,suggesting the exis-
tence of a variable exclusively mucocutaneous."

However, skin lesions may precede gastroin-
testinal symptoms in approximately 15% of the cases
indicating the need of regular and careful gastroen-
terological monitoring of these patients.*>"
Approximately 26% of the cases of PD-PSV present
some kind of liver dysfunction such as sclerosing
cholangitis, chronic hepatitis and pericolangitis.”

In the present case, gastroenterological investi-
gation including laboratory tests, barium enema and
colonoscopy were performed and showed no
changes. However, regular gastroenterological moni-
toring is kept aiming at detecting IBD or liver dysfunc-
tions at an early stage in case they occur.

There are reports of association with zinc defi-
ciency, possibly caused by malabsorption resulting
from the inflammatory bowel disease and improve-
ment of the skin condition with the supplementation
of this mineral."”

Etiology of PD-PSV remains unknown. Some
authors suggest an spectrum of neutrophilic der-
matoses and others propose that it represents a clini-
cal manifestation of pyoderma gangrenosum. Others
classify it as a hypersensitivity reaction such as the ery-
thema nodosum or pyoderma gangrenosum, associat-
ed with IBD, and there are still some that associate it
with other mucosal diseases that present
intraephitelial abscesses and acantholysis such as
pemphigus vegetans and vulgaris.*>" Unlike PD-PSV,
pemphigus vulgaris is potentially fatal and both, the
vegetans and vulgaris forms, are well characterized as
autoimmune bullous diseases revealing intercellular
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deposits of IgG and C3 by direct immunofluorescence
and positivity of circulating antibodies by indirect
immunofluorescence." Besides that, many times they
are refractory to therapy in opposition to the excel-
lent response to steroids presented by PD-PSV.

In PD-PSV, histopathology reveals pseu-
doephiteliomatous hyperplasia with intraephitelial
microabscesses and eosinophilic spongiosis.
Acantholysis and suprabasal clefts can be seen. A
dense perivascular inflammatory infiltrate formed by
neutrophils, eosinophils, lymphocytes and plasma
cells can be seen on the dermis. As for the present
case, the histopathological findings were similar to
those found in the medical literature. Although very
similar to the findings observed for pemphigus vege-
tans there are also some characteristics of dermatitis
herpetiformis such as the presence of neutrophilic
papillitis in scarce areas. These morphological aspects
possibly contribute for understanding the existing dis-
agreements reported by some authors concerning the
real nature of this disease.®”" Concerning the pre-
dominance of eosinophils in the inflammatory infil-
trate further studies, retrospective and prospective,
could be valuable in trying to enframe the entity, from
a morphological point of view, within the pattern of
eosinophilic dermatoses and not in the pattern of
neutrophilic dermatoses.

Immunofluorescence constitutes another fac-
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