
CASE REPORT
From the

Dermat

rics, S

Philade

Funding s

IRB appro

Correspon

Dermat

Blvd,

pennm
A case of nevoid follicular mucinosis in a child
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INTRODUCTION
Nevoid follicular mucinosis is a new diagnosis

initially described by Tadini et al1 in 2013 to
represent a lesion with the Blaschkoid appearance
of an epidermal nevus that exhibits follicular muci-
nosis (FM), or a pattern of mucin deposition within
hair follicles, on histopathology. Such a presentation
is quite rare, and to date, no other cases of nevoid FM
have been reported. We describe herein a second
case of a child with nevoid FM.
CASE REPORT
A 10-year-old boy presented with a lesion on his

left cheek that first appeared around age 1. Clinical
examination showed a linear and whorled plaque on
the left cheek that extended to the nose and upper lip
with small monomorphic folliculocentric papules,
some with central keratotic plugging (Fig 1). His
mother reported that the lesion had been growing
slowly and proportionally with the patient over time,
with waxing and waning of follicular prominence,
plugging, and associated inflammation. Since age 8,
however, the follicular changes had become more
prominent, and the lesion had becomemore pruritic.
The patient had otherwise been developing
normally.

Prior treatment with topical steroids and UV-B
light therapy had produced partial improvement, but
the lesion worsened with cessation of each treat-
ment. The lesion was biopsied at ages 1, 4, and 9 and
repeatedly demonstrated multifocal FM with a
focally elevated CD4:CD8 ratio (Fig 2). The biopsies
also demonstrated an associated perifollicular lym-
phocytic infiltrate with newly noted lymphocyte
atypia on the most recent biopsy. T-cell receptor
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gene rearrangement testing was performed on the
last biopsy and was negative. Given the Blaschkoid
distribution, lack of other cutaneous findings, early
age of onset, and FM on histopathology, the patient
was diagnosed with nevoid FM. Treatment with
hydroxychloroquine and tazarotene gel initially pro-
duced some clinical improvement. However, the
pruritus and accentuated follicular plugging
recurred. The patient is currently being treated with
isotretinoin 10 mg daily and ultraviolet B light
therapy. His nevoid FM has since been stable, with
some slight thickening on the left upper lip.
DISCUSSION
This lesion had the clinical appearance of a

congenital epidermal nevus as it began early in the
patient’s life and was distributed along Blaschko’s
lines. Epidermal nevi are hamartomatous prolifera-
tions of the epidermis that usually develop in utero
or during early childhood. They tend to follow a
Blaschkoid distribution along the lines of embryonic
cell migration that occur in skin development.2

Epidermal nevi containing mucin are usually cate-
gorized as either mucinous nevi, with mucin
throughout the papillary dermis, or mucinous ec-
crine nevi, with mucin around proliferating eccrine
structures.3 However, this lesion contained mucin
exclusively within hair follicles.

FM is a pathologic description of this follicular
pattern of mucin deposition, originally named
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Fig 1. Clinical images of nevoid follicular mucinosis (FM). A, Lesion on presentation: Linear
and whorled plaque on left cheek with extension onto left lateral nose and left upper lip with
somewhat edematous small monomorphic papules, some with central keratotic plugging. B,
Initial improvement after hydroxychloroquine and tazarotene gel: Reduced induration and
follicular plugging. C, Subsequent progression: Recurrence of accentuated follicular plugging.
D, Stable nevoid FM: With slight thickening on left upper lip.
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alopecia mucinosis by Pinkus4 in 1957 and later
termed follicular mucinosis by Jablonska5 in 1959.
The etiology of this reaction pattern is somewhat
unclear, but one hypothesized trigger of follicular
mucin production is stimulation of follicular kerati-
nocytes by cytokines from adjacent T lymphocytes.6

FM usually presents as erythematous plaques, some-
times with follicular prominence and localized
alopecia.7

The Blaschkoid appearance of this lesion did not
align with the traditional clinical features of FM.
However, the new entity termed nevoid follicular
mucinosis encompasses such cases of nevoid skin
lesions distributed along Blaschko’s lines with FM on
histopathology.1 This condition was first described
by Tadini et al1 in 2013 in a 6-year-old girl with an
early-onset linear skin lesion along her face, trunk,
and arm. She was initially diagnosed with an
epidermal nevus but subsequently demonstrated
FM on biopsy without T-cell clonality. She was
ultimately diagnosed with nevoid follicular FM to
denote the combination of the lesion’s nevoid
appearance and FM pattern on histopathology.

FM is usually classified as either primary idio-
pathic, a benign form, or secondary FM, which can
occur together with various other conditions
including cutaneous lymphoma, hematologic malig-
nancy, inflammatory disorders, and infections.7 The



Fig 2. Histopathologic images of nevoid follicular mucinosis (FM) at ages 1, 4, and 9. A,
Findings at age 1 (original magnification:32.5): Multifocal FM (black circles) with perifollicular
and perivascular lymphocytic inflammation. Epidermis with mild acanthosis, spongiosis, and
focal hyperkeratosis with serum scale. B, Findings at age 4 (original magnification: 35): Stable
multifocal FM (black square) with perifollicular and perivascular lymphocytic inflammation. C,
Findings at age 9 (original magnification: 33): Stable FM (black square) with follicular
lymphocytic inflammation showing some atypical cytologic features (see box on the right for
magnified view; original magnification: 320). Overlying epidermis with spongiosis and
parakeratosis. D, Findings at age 9, immunohistochemistry (original magnification: 33): Left:
CD3 highlights lymphocytes within follicular epithelium but not the overlying epithelium.
Right: The intrafollicular T cells show an elevated CD4:CD8 ratio.
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majority of FM cases are associated with lymphoma,
most commonly cutaneous T-cell lymphoma.7 In
particular, folliculotropic mycosis fungoides may
present with FM as well as an atypical lymphocytic
infiltrate of hair follicles, and it often occurs in the
head and neck area.8 Before making a diagnosis of
nevoid FM in this patient, it was therefore important
to investigate the possibility of mycosis fungoides-
associated FM. The clinical appearance and progres-
sion of the lesion as well as the results of T-cell
receptor gene rearrangement testing and immuno-
histochemistry were carefully considered.

In this case, the CD4:CD8 ratio was elevated, and
atypical lymphocytes were present. However, T-cell
receptor gene rearrangement/polymerase chain re-
action testingwas negative. A diagnosis of nevoid FM
was made based on the notable Blaschkoid distribu-
tion, the stable FM on histopathology with negative
gene rearrangement test, the early age of onset, and
the benign long-term clinical appearance without
development of additional cutaneous lesions
elsewhere.

This is the second reported case of nevoid FM.
Notably, several biopsies spanning 9 years of clinical
follow-up were available, allowing for histopatho-
logic observation of this rare lesion over time. In this
case, the biopsies consistently demonstrated FMwith
an associated inflammatory infiltrate and recent
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cytologic atypia. We will continue to monitor this
patient to evaluate for any further clinical or histo-
pathologic evolution of the lesion.
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