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Annular elastolytic giant cell granuloma - Case report
Granuloma anular elastolitico gigantocelular - Relato de caso
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Abstract: Annular elastolytic giant cell granuloma is a rare granulomatous skin disease characterized his-
tologically by phagocytosis of elastic fibers by multinucleated giant cells and clinically by annular patches
with elevated borders and atrophic centers found mainly on sun-exposed skin. The pathogenesis of the
disease is controversial. We report the case of a 44-year-old woman with classical clinical and histological
findings of the disease whose condition improved when hydroxychloroquine was administered over a
four-week period.
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Resumo: O granuloma anular elastolitico gigantocelular é dermatose granulomatosa rara, caracterizada,
histologicamente, por fagocitose das fibras elasticas por células gigantes multinucleadas e, clinicamente, por
placas anulares com bordas elevadas e centro atréfico, com preferéncia por areas expostas. A patogénese é
controversa. Descreve-se um caso de mulher de 44 anos, com achados clinicos e histologicos cldssicos, que

apresentou boa resposta a hidroxicloroquina, apds o periodo de 1 més.
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INTRODUCTION

Annular elastolytic giant cell granuloma
(AEGG) is a rare dermatosis belonging to an interest-
ing group of diseases that affect the elastic fibers in
the skin and are clinically and/or histopathologically
similar to granuloma annulare (GA) and necrobiosis
lipoidica. ' We describe the case of a 44-year-old
patient with the characteristic clinical and histopatho-
logical findings of this disease.

CASE REPORT

A 44-year-old female patient from Para present-
ed with a one-year complaint of erythematous papules
on the right arm that gradually increased in number
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and size without associated symptoms. She reported
having used various topical and oral medications with-
out any improvement. Dermatological examination
revealed annular plaques with papular, erythematous
borders and reddish-brown atrophic centers spread
over the arms and upper torso, either in isolation or
in clusters with an arabesque-like appearance (Figure
1). A diagnosis of AEGG was suspected, and a biopsy
of the lesion was requested. Histopathological exami-
nation revealed changes in collagen morphology and
staining (collagen fibers with a fragmented,
amphophilic appearance); abundant histiocytes, some
of which were multinucleated; the absence of elastic
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FIGURE 1: Annular plaques with an atrophic center and papular
erythematous border distributed over the arms

fibers in the granuloma on Verhoeff staining; and
signs of elastophagocytosis (Figures 2, 3, 4 and 5).
The clinical and histological findings confirmed the
hypothesis of AEGG.

DISCUSSION

The relationship between GA and AEGG is the
subject of controversy. Some authors believe that
AEGG is a type of GA preferentially located on sun-
exposed skin, while others believe it to be an entity in
its own right. "? It affects mainly middle-aged white
women. ’ Lesions are usually isolated or clustered in
annular plaques with raised borders and atrophic cen-
ters. However, atypical forms have also been
described. ' The condition is found mainly on sun-
exposed skin and is rarely described in covered areas.
> Diagnosis is based on histopathological findings of

~ FIGURE 2:
Epidermis
without any
significant
changes. The

' dermis shows
changes in colla-
gen morphology
and staining
(collagen fibers
with a
fragmented,
amphophilic
appearance) and
abundant histio-
cytes, some of
which are multi-
nucleated
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FIGURE 3: Dermal
infiltrate made up
of histiocytes and
multinucleated
giant cells
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FIGURE 4: Verhoeff staining showing the absence of elastic fibers
in the region of the granuloma

a granulomatous reaction with elastolysis and phago-
cytosis of elastic fibers by multinucleated giant cells
and the absence of elastic fibers in the center of the
granuloma. "** Elastophagocytosis is a non-specific
phenomenon that can also be found in cases of gener-
alized granuloma annulare and granulomatous slack
skin. However, in AEGG there is a distinct zone of
elastophagocytosis, and the quantity and distribution
of giant cells differ from those observed in GA. In addi-
tion, in AEGG there is no necrobiosis of collagen or
mucin deposition and elastosis is absent in some
cases. The pathogenesis of the condition is
unknown. It has been suggested that ultraviolet radia-
tion may cause changes in the antigenicity of elastic
fibers, leading to a cellular immune response to these
fibers. This theory is supported by immunohistochem-
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FIGURE 5: Elastophagocytosis
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ical findings of an increased CD4/CD8 T-cell ratio.
Therefore, the elastophagocytosis and granulomatous
reaction may be a reflex of the inflammatory process,
resulting in a reduction in, and subsequent complete
loss of, elastic fibers. > This pathological condition is
normally confined to the skin. However, one case in
which the eyes, lymph nodes and intestine were
affected has been documented. ° The disease follows a
chronic course, but there have been reports of spon-
taneous remission. ' In some cases it may be associat-
ed with diabetes mellitus. °* Therapy options include
clofazimine, chloroquine and systemic corticos-
teroids. "*>° Notable in our case was the excellent
response after one month of treatment with hydroxy-
chloroquine in a daily dose of 400 mg. O
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