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Abstract

Background: A ten year old male child presented with altered behaviour, low intelligence quotient and
skin lesions. The child also had respiratory discomfort and palpitations. On investigation, a cardiac
rhabdomyoma was located and excised. The skin lesions were ash leaf macules[1], shagreen patches and
papulonodular lesions on the face and periungual region on the foot. This combination makes the diagnosis
evident as tuberous sclerosis. Methods: Biopsy of the papulonodular lesions were done and histopathology
revealed them as angiofibroma (adenoma sebaceum).[2] An angiofibroma by definition is supposed to have
proliferation of blood vessels and fibrous tissue on microscopic examination. Results: This angiofibroma had
in addition hyperplasia of sebaceous glands. A review of the literature revealed that sebaceous hyperplasia
is only a secondary change in an angiofibroma.  Discussion: This case is presented here to highlight the
microscopic diagnosis of angiofibroma and to state that sebaceous gland proliferation though a secondary
change, can also present in angiofibromas and pathologists need not look for another diagnosis.
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Introduction

A ten year old male child presented with low
intelligence, altered behaviour and skin lesions.
He also had palpitations and respiratory
discomfort. He was investigated and
echocardiography revealed a tumour in the left
atrium. It turned out to be a cardiac
rhabdomyoma[3] and was excised. The skin
lesions were ash leaf macules, shagreen
patches and papulonodular lesions on the face

and periungual region. Biopsy of the
papulonodular lesion on the periungual region
of the great toe was diagnosed as angiofibroma
(adenoma sebaceum).[4] The child was
diagnosed to have tuberous sclerosis with all
the clinical features put together.

Tuberous sclerosis is an autosomal dominant
neurocutaneous syndrome in which mental
retardation and epilepsy with angiofibromas
are present. Multiple hamartomas involving
other organs can also be present. The
cutaneous lesions5 constitute angiofibromas,
shagreen patches and ash leaf macules. The
angiofibromas are present on the nasolabial
folds, cheeks, chin, face, scalp, subungual and
periungual regions. They present as small red
smooth papules or soft brown nodules. Thus
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the clinical diagnosis of tuberous sclerosis[6]
was made.

Histopathological findings[7]

The predominant findings are proliferation
of fibroblasts in the dermis which are stellate
in shape and capillaries with some showing
dilatation. The epidermis shows flattening of
rete ridges and mild hyperkeratosis. A sparse
inflammatory infiltrate is sometimes observed.
Contrary to the findings of atrophic sebaceous
glands, this lesion showed hyperplasia of the
sebaceous glands in addition to the fibrous and
capillary proliferation. A search of the literature
revealed only one article by Sanchez, Wick and
Perry2 which says that the proliferation of
sebaceous glands is only a secondary event in
an angiofibroma. This must have been the
reason for the misnomer ‘Adenoma sebaceum’
of Pringle in earlier days. Elastic tissue was
absent from the stromal fibrous tissue.

Materials and Methods

The biopsied skin covered soft tissue was
0.5x0.5x1 cms in dimensions. It was all
embedded. Sections from the paraffin wax
blocks were stained with Hematoxylin and
eosin stain and coverslipped. The
histopathological features were studied and
observed. Further sections from the same
paraffin wax blocks were stained with
Verhoeff Van gieson’s stain to demonstrate
stromal fibrosis and elastic tissue and the
features were observed.

Observation

The Hematoxylin and eosin stained sections
revealed the proliferation of fibroblasts and
capillaries in the dermis. There was hyperplasia
of the sebaceous glands in addition. The
Verhoeff Van gieson’s stain confirmed the
proliferation of fibrous tissue and collagen
fibres and the absence of elastic tissue in the
dermis.

Discussion and Conclusion

Angiofibromas of the face is one of the
cutaneous features[8] of tuberous sclerosis; it
can occur in other conditions like
neurofibromatosis 2 (NF-2), multiple endocrine
neoplasia (MEN) type I and perifollicular
angiofibromas occur in Hornstein-Knickenberg
syndrome. The differential diagnosis of
angiofibroma is solitary angiofibroma of the
face or fibrous papule of the face[9] or nose
from which it is indistinguishable except from
the fact that the vessels are more ectatic[10]
and less likely to show concentric fibrosis than
in adenoma sebaceum.

The differential diagnosis of angiofibroma
[11] with sebaceous hyperplasia as a secondary
feature would be folliculosebaceous cystic
hamartoma[12], sebaceous trichofolliculoma
and nevus sebaceous. In folliculosebaceous
cystic hamartoma, the predominant
component is the sebaceous hyperplasia and
cystic infundibular structures with radiating
sebaceous lobules are present. The fibrous and
vascular components are admixed with
adipose and neural tissue in varying
proportions. Angiofibromas of tuberous
sclerosis which exhibit sebaceous hyperplasia,
has it only as a minor component and the cystic
infundibular structures are lacking. Sebaceous
trichofolliculoma possesses sebaceous
hyperplasia in addition to proliferation of
follicles which are absent in angiofibromas.
Nevus sebaceous of Jadassohn shows
proliferation of other adnexal structures like
apocrine and eccrine glands, a slight increase
in vascularity and epidermal changes in
addition to sebaceous gland hyperplasia. The
epidermal changes include acanthosis and
papillomatosis. All these lesions occur
commonly on the face. Other histological
similarities would be senile sebaceous
hyperplasia, the sebaceous glands of
rhinophyma and shallow shave biopsies which
would show prominent sebaceous glands.
These lesions may not be accompanied by the
proliferation of fibrous stroma and capillaries
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as in angiofibroma and hence can be
differentiated. Moreover, the clinical history
and other coexisting lesions would go hand in
glove in making the correct diagnosis.
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