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Case report

Annular Elastolytic Giant Cell Granuloma- A Rare Case with Systemic Involvement
Das S', Chowdhury J?, Patra §°, Achar A*

Abstract:

Annular elastolytic giant cell granuloma (AEGCG) is a rare granulomatous dermatosis
characterized by loss of elastic fibers and elastophagocytosis by multinucleated giant cells. It
is characterized by annular plaques that are similar to those observed in granuloma annulare
but that specifically appear in sun-exposed skin and occurs more commonly in females than
males. There have been reported cases of AEGCG associated with diabetes mellitus, systemic
sarcoidosis, cutaneous amyloidosis, molluscum contagiosum, squamous cell carcinoma of
the lung and cutaneous T-cell lymphoma. We report a case of AEGCG in both sun-exposed
as well as covered areas of a middle aged lady with hepatic nodules and Barret’s esophagus.
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Introduction: The term annular elastolytic giant
cell granuloma (AEGCG) was first proposed by
Hanke et al' to include similar clinical cases that
had been diagnosed as atypical necrobiosis lipoidica
of the face and scalp, Miescher’s granuloma of the
face?, and actinic granuloma.

Annular elastolytic giant cell granuloma (AEGCG)
is a rare granulomatous skin disease, which is
characterized histologically by an absence of elastic
fibres, due to elastophagocytosis by multinucleated
giant cells in the dermis* * The majority of
AEGCG cases have been identified in middle-aged,
Caucasian women. The most common clinical
presentation consists of annular plaques or patches
often with elevated borders and central atrophy *,
Clinically, AEGCG presents as multiple, large,
annular plaques with a raised, erythematous border
and central atrophy. The lesions are mostly located
on sun-exposed areas such as the face and neck, but
they are also seen on nonexposed skin although rare
reports of a papular variant of AEGCG exist > ¢

Case report:
A forty year old female patient was referred to

us from medicine department with multiple
asymptomatic scaly skin lesions. She noticed these
lesions since last five years. It initially started on her
back and gradually appeared on face and neck. On
examination multiple well defined erythematous,
plaques mainly distributed over the sun exposed
parts were found. The predominant sites of the
lesions are face, both upper & lower back. [Figure
1]The lesion on the back showed central atrophy.
Lymph nodes were not palpable. There was no
mucosal involvement.

She had a history of pain abdomen for the past
five years with occasional dysphagia. For that
initial investigation was done from medicine
department. Ultasonography of whole abdomen
revealed presence of multiple nodules in the
liver and retroperitoneal lymphadenopathy. CT
abdomen showed presence of multiple small
hypodense poorly enhancing lesions throughout
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Figure 3- Von-Gieson stain shows loss of elastic
fibres

the liver & splenic parenchyma associated with
retroperitoneal lymphadenopathy. Ultrasonography
guided Fine needle aspiration of the liver nodule &
retroperitoneal lymph nodes show presence of non-
specific granulomatous lesion with elastolysis. For
dysphagia, upper GI Endoscopy and biopsy was
done and it was suggestive of Barret’s oesophagus,

Figure 2- Histopathology of skin lesion showed
dermal histiocyte aggregates, granulomas & giant
cells centered around a degenerated collagen with
absence of mucin [ 400x]

Figure 4- Healing plaques with atrophy after
PUVASOL therapy

but the biopsy of squamocolumnar junction remains
negative for dysplasia. Colonoscopy was normal.
Chest x-ray was normal. Mantoux test was negative.
She was treated as abdominal TB with CAT-1.
After completion of antitubercular drugs, a CT
scan of whole abdomen was done and it showed
reduction of the size of the retroperitoneal lymph
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nodes. But the hepatic nodules and skin lesions
were unchanged.

We advised all routine investigations along with
skin biopsy. Apart from mild anaemia & raised
erythrocyte sedimentation rate complete haemogram
report was within normal limit. Alkaline phosphatase
was raised in liver function test. Serum calcium
and angiotensin converting enzyme I levels were
also normal. Histopathology of skin lesion showed
dermal histiocyte aggregates, granulomas & giant
cells centered around a degenerated collagen with
absence of mucin i.e. annular elasolytic giant cell
granuloma [Figure-2].Von-Geison ( elastin) stain
showed absence of elastin [Figure-3].

We put the patient on PUVASOL and topical
steroids and after one month all the lesions
regressed remarkably with atrophy [Figure-4].
Discussion-Annular  elastolytic ~ giant  cell
granuloma(AEGCG) is catagorised as non-
diabetis- associated- necrobiasis lipiodica of face. It
is currently unclear whether they simply represent
variant of Granuloma Annulare occurring on sun-
damaged skin or are distinct disease. There are two
patterns. One is a single, asymptomatic, atrophic-
appearing, yellow thin plaque on forehead, other is
multiple, upper extremity and trunk lesions occurring
mainly on sun exposed areas predominantly in
women. A papular variant is also described. The
histopathologic features are best demonstrated by a
biopsy of the elevated edge of the plaque’.

They are characterized by granulomatous infiltrates
with multinucleated giant cells in the upper and mid
dermis, loss and fragmentation of elastic fibers,
and elastophagocytosis by giant cells, without
necrobiosis or mucin deposition.

These features help to distinguish AEGCG from
granuloma annulare and necrobiosis lipoidica,
which are the main disorders in the histological
differential diagnosis’. Association with temporal
arteritis is reported®. There have been reported cases

of AEGCG associated with diabetes, sarcoidosis,
and hematological malignancies * °,

Although the etiology and pathogenesis of AEGCG
are not fully understood it is believed that solar
radiation, heat, or other factors lead to the alteration
of elastic fibers precipitating an immune response
and granuloma formation !!. Several authors suggest
that AEGCG and mid-dermal elastolysis may
represent different stages of the clinical spectrum
of dermal elastolysis. After an elastophagocytosis
inflammatory phase by multinucleated giant cell is
followed by a phase of loss of elastic fibers in the
reticular dermis '> 3.

The clinical features and histopathology of our
patient were compatible with AEGCG. But it is
reported as- 1. It affected both sunexposed and sun
protected areas.2. It was associated with abdominal
TB. 3. It was associated with Barret’s esophagus.
4. The patient had hepatic nodules that showed
non-specific granulomas with elastolysis, similar to
the skin lesions.

The differential diagnosis of this case includes
granuloma  annulare, sarcoidosis, necrotic
xanthogranuloma. Palisading granuloma with

prominent necrobiosis , characteristic of granuloma
annulare was absent in this case. Multinucleated
giant cells were prominent in this patient but are
not usually seen in GA.

Extensive hyaline necrobiosis, granulomatous
infiltrate with foam cells and Touton-type giant
cells,

and paraproteinemia, which are usually observed
in necrobiotic xanthogranulom '* !> were absent in
this patient.

Although an association of AEGCG with sarcoidosis
has been reported, the elastolytic granulomas of the
liver in this patient were different from those of
sarcoidosis which is characterized by epithelial
tubercles without caseation necrosis in.
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