Localized unilateral basaloid follicular
hamartoma along Blaschko’s lines on face
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Abstract

Basaloid follicular hamartoma (BFH) is a rare hamartoma of hair follicle. Clinical presentations may vary
but are united by the same histopathological features in the form of folliculocentric basaloid or squamoid
cell proliferation in the superficial dermis, which represents malformed and distorted hair follicles. It is
important to recognize this entity as its simulant is basal cell carcinoma, a low-grade malignancy. Here, we
report a case of localized unilateral BFH in a Blaschkoid distribution on the face of a 14-year-old female.
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Introduction

Basaloid follicular hamartoma (BFH) is a rare hamartoma
with hair follicle elements and characteristic histopathological
features that may simulate basal cell carcinoma (BCC). It
may present as solitary or multiple papules or plaques in a
generalized or localized distribution. Here, we report a case
of localized unilateral BFH along the lines of Blaschko on the
face of a 14-year-old female.

Case Report

A 14-year-old female presented with an asymptomatic
lesion on the left side of her face since early childhood.
The lesion began as two small papules on the left cheek at
the age of 2 years spontaneously without any prior trauma
and gradually progressed over 12 years to reach the present
size. There was no history of similar lesions in the family.
The patient was otherwise healthy, with no relevant medical
history.

On examination, multiple skin-colored, flat-topped papules,
coalescing to form an oval plaque of size 6 cm % 4 cm, along
with few milia were seen on the left side of the cheek. The
lesion extended from the mid of left cheek to the medial aspect
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of the left upper eyelid following the lines of Blaschko. The
right side of her face was completely spared [Figure 1a and b].
No other body parts were involved. Our clinical differential
diagnoses were nevus sebaceous, collagen nevus, multiple
trichoepitheliomas along Blaschko’s lines, and unilateral
nevoid BCC syndrome. Skin biopsy showed a well-demarcated
epithelial proliferation in the upper dermis composed of
squamoid and basaloid cells that formed branching cords
and strands, most of which were seen connected with the
overlying epithelium. Each tumor island was associated with
a malformed vellus follicle located beneath it. A few dilated
cystic infundibula and foci of sebaceous differentiation were
seen inside these proliferations [Figure 2a and b]. Majority
cells were squamoid cells along with a few scattered basaloid
cells at the periphery of proliferations. Peripheral palisading,
mitotic figures, necrotic tumor cells, and cytological atypia
were absent [Figure 2¢]. Surrounding stroma was scant,
mildly fibrocellular, and contained scant mucin. There was
virtually no inflammatory cell infiltrate. Clefts were seen to
be present mainly within the stroma, with minimal clefting
at the borders between the tumor islands and the surrounding
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Figure 1a: Skin-colored plaque and papules on the left side of the face along
the Blaschko’s lines
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Figure 2a: A few dilated cystic infundibula (black arrows) stoma containing
scant mucin (yellow arrows) and clefts, mainly within the stroma (red arrow)
(H and E, x100)

stroma [Figure 2a]. The overlying epidermis was atrophic
but intact.

Upon immunohistochemical staining, tumor cells
expressed AE1/AE3 (keratin). Ki-67 index was only
10% [Figure 3a]. A few peripheral tumor cells bordering
the stroma stained weakly for Bcl-2 [Figure 3b]. The
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Figure 1b: Unilateral flat-topped papules and plaque (6 cm x 4 cm) along the
lines of Blaschko, with a few milia

- % " Pl & /i &

Figure 2b: Foci of sebaceous differentiation (black arrows) (H and E, x200)

stroma showed strong CD34 positivity and weak CD10
positivity [Figure 3¢ and d].

Based on the
immunohistochemical findings, we diagnosed our patient as a
case of localized unilateral BFH present along the Blashcko’s
lines on the face. We counseled her regarding the benign
nature of the disease and advised her for periodic follow-up.

clinical,  histopathological,  and
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Table 1: Comparison of histopathological and immunohistochemical characteristics of basaloid follicular hamartoma and basal

cell carcinoma

Particulars BFH BCC
Histopathology
Extent Superficial dermis May involve deeper tissues
Symmetry Usually symmetrical Asymmetrical
Overlying epidermis May be atrophic, but intact Frequently ulcerated
Margin Well circumscribed with a rounded outline Poorly circumscribed with irregular margin
Pattern Anastomosing and radial pattern of neoplastic cells (strands and cords) Variable, depending upon the subtype

Tumor cells
Palisading

Pyknotic tumor cells
Mitotic figures
Cellular atypia
Clefts

Infundibular cyst

Well differentiated basaloid and squamoid cells

A variable feature (uncommon)

Minimal/absent

Rare/absent

Absent

Mainly within the stroma, minimal at stromal-tumor interface

A constant feature

Basaloid cells with hyperchromatic nucleus
A constant feature

Numerous, often necrosis en masse
Frequent

Present, of variable degree

Common, at stromal-tumor interface only

Absent, except in infundibulocystic BCC

Inflammatory infiltrate Minimal

Interfollicular dermis Spared

Stroma Scant, can be fibrillar, fibrocytic or mucinous

Usually present, composed of lymphocytes with
or without plasma cells

Involved

Considerable, mucinous with abundant fibroblasts

Immunohistochemistry

Tumor cells

Ki-67 index Low High
Bcl-2 Restricted to a few cells at periphery of tumor islands Diffusely positive
PCNA Less prominent More prominent
PTCH mRNA Overexpressed only in cells having direct contact with the dermis Overexpressed diffusely
CD10 Negative Positive
Stroma
CD34 Positive Negative
CD10 Stains stroma and matrical cells Stains stroma and tumor cells

BCC: Basal cell carcinoma, BFH: Basaloid follicular hamartoma

Figure 2c: Majority of squamoid cells (black arrows) with a few basaloid
cells (red arrows), without any evidence of cellular atypia, mitosis, necrosis,
and palisading (H and E, x400)

Discussion

BFH is a rare cutaneous hamartoma showing follicular
elements first described by Brown ef al. in 1969. The
term “basaloid follicular hamartoma” was coined by

Mehregan and Baker in 1985 who described localized
and solitary types of lesions without associated systemic
involvement.'

Five clinical variants of BFH include solitary or multiple
papules; a localized plaque with alopecia; a localized linear or
unilateral papule or plaque; a generalized variant dominantly
inherited familial type without associated disorders; and
generalized papules associated with alopecia and myasthenia
gravis.? Individual lesions are small, skin-colored to brown
papules, nodules or plaques, with or without associated milia
and/or comedones, commonly present over the face, scalp,
and occasionally, the trunk.!

The localized linear or unilateral type may present at birth
or may appear later in childhood or second decade of life.
It commonly follows lines of Blaschko. Early lesions may
show hypopigmented, smooth or striae-like areas, with
or without comedones. Later, small skin-colored, pale or
brown-colored papules and plaques may develop. * This
type has been described with different names such as
“linear unilateral basal cell nevus with comedones,” “linear
unilateral basal cell nevus,” “linear unilateral basaloid
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Figure 3a: Very few tumor cells showed nuclear positivity for Ki-67 (x100)
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Figure 3b: A few peripheral tumor cells stained weakly for Bel-2 (x100)

Figure 3c: CD34 stained peritumoral stroma and blood vessels (x100)

follicular hamartoma,” and “basal-cell and linear unilateral
adnexal hamartoma.”

Histopathological differential diagnosis of BFH includes
BCC and trichoepithelioma. The key histopathological
and immunohistochemical differences between BFH and
BCC are summarized in Table 1."? Trichoepithelioma
is a benign neoplasm of germinative follicular cells. It
is differentiated from BFH by the presence of follicular
differentiation in the form of germs and papillae; abundant
and highly fibrocytic stroma; palisading; and predominance
of basaloid cells.?

Infundibulocystic BCC (ICBCC) is a rare variant of BCC
that was described by Walsch and Ackerman in 1990 that is
histopathologically similar to BFH.? In contrast to the BFH,
ICBCC is a low-grade malignancy composed of neoplastic
cell proliferation that involve and destroy pre-existing
follicles as well as the interfollicular dermis.! Though it
is usually confined to the upper dermis, it may sometimes

Figure 3d: Peritumoral stroma weakly positive for CD10 (x100)

involve deeper tissues. It can also be differentiated from
BFH by the presence of palisading, mitotic figures, necrotic
neoplastic cells arranged as solitary units or in clusters and
possible continuity with the nodular BCC.

The premalignant potential of BFH is currently uncertain,
although BCC arising within BFH has been documented. Out
of the 100 cases of BFH reported till date, 10 cases showing
transition to BCC have been documented.! Out of these
10 cases, 8 cases were of localized linear or unilateral variant
of BFH.*!? Rapid change in size or appearance of lesions of
BFH may indicate development of BCC.

BFH per se is a benign condition which needs to be
distinguished from BCC to avoid any aggressive surgical
treatment. It remains stable for years and thus immediate
surgical treatment is not required, and it can be periodically
monitored to detect any malignant transformation.
Treatment of BFH is opted by patients for cosmetic reasons.
Treatment options include surgical excision, cryosurgery,
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laser surgery, and photodynamic therapy for diffuse or
extensive lesions.'

Here, we report a case of localized unilateral BFH along
the Blashcko’s lines on the face of a young female child.
Though BFH is a benign condition in itself, since instances of
development of BCC in BFH are known, our patient requires
long-term follow-up.
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