Net Quiz

Erythematous scaly facial plaques with

overlying hair loss

A 17-year-old boy presented with multiple, well-defined,
erythematous plaques of variable sizes with fine scales
on the forehead, supraorbital area, nose, cheeks, chin and
neck [Figure 1] of two months duration. They were gradually
progressive and asymptomatic. Most of the plaques showed
prominent follicular openings while those on the eyebrow and
beard showed overlying loss of hair. There was no associated
loss of sensation, lymphadenopathy or constitutional features
such as fever or weight loss.

Dermoscopy showed presence of dilated follicular ostia
with follicular plugs of amorphous material [Figure 2]. On
histopathological evaluation, there was a moderately dense
infiltrate of lymphocytes, histiocytes and eosinophils around
the follicles and the vessels in the upper and mid dermis.
The overlying epithelium was irregularly acanthotic with

Figure 1: Well-defined, scaly, erythematous plaques on face and neck
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some follicular plugs. Hair follicles in the dermis showed
large spaces in the follicular epithelium containing stringy
blue material [Figure 3a and b]. Alcian blue stain showed the
material in the follicles to be mucin [Figure 3c].

Question
What is your diagnosis?

ook

Figure 2: Dilated follicular ostia with follicular plugs of amorphous
material (Heine Delta 20T, polarized, x10)
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Figure 3a: Moderately dense infiltrate of lymphocytes, histiocytes and Figure 3b: Large spaces in follicular epithelium containing stringy blue
eosinophils around follicles and vessels in upper and mid dermis. Irregularly material (hematoxylin and eosin, x200)
acanthotic epithelium with follicular plugs (hematoxylin and eosin, x40)




Answer
Follicular mucinosis/alopecia mucinosa.

Discussion

Follicular mucinosis/alopecia mucinosa was first described
by Pinkus in 1957 as a process of mucinous follicular
degeneration leading to alopecia. Clinically, lesions present
as single or multiple well-defined, erythematous, alopecic
plaques with occasional scaling and follicular papules on the
surface, usually involving the face and scalp. The follicular
ostia may be dilated with keratin, and mucin may be squeezed
out from the plaques.!

Atypical clinical presentations simulating folliculitis, alopecia
areata, scarring alopecia, chronic eczema, acne, urticaria
and erythroderma have been reported. The histopathology
demonstrates mucin deposition within the external root sheath
and sebaceous gland along with an infiltrate of lymphocytes
and eosinophils surrounding hair follicles.

There are two main clinicopathological variants: primary
follicular mucinosis and lymphoma-associated follicular
mucinosis. The primary variant usually affects children and
young adults, whereas the lymphoma-associated variant
is seen in adults. However, both forms show significant
overlap of clinical and histological features.? Lymphocytes
with enlarged hyperchromatic nuclei with irregular contours
were significantly more frequent in the lymphoma-associated
variant, whereas deposition of mucin in cystic spaces
within hair follicles was significantly more frequent in the
primary variant.’ Further, in lymphoma-associated follicular
mucinosis, 60% had dense lymphoid infiltrates with some
features of epidermotropism of lymphocytes compared with
47% in the primary follicular mucinosis group, suggesting a
cutaneous lymphoproliferative process.?

There are no standard recommendations for the treatment of
follicular mucinosis. Primary follicular mucinosis resolves
spontaneously in 2-24 months. Therapeutic modalities
include topical corticosteroids, topical retinoids, oral
isotretinoin, dapsone, indomethacin, minocycline, psoralen
ultraviolet-A, narrow-band ultraviolet-B, cyclophosphamide
and methotrexate, but none showed consistent efficacy.*’
Treatment of lymphoma-associated follicular mucinosis
involves treatment of the underlying disorder.
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Our patient was counselled regarding the prognosis and
was treated with 0.1% tacrolimus cream on the lesions and
showed almost complete clearance of lesions over the next
two months. At a subsequent visit two months later, he
reported three new similar plaques on the cheek and neck.
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