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Abstract
Lichen Planopilaris (LPP) is an uncommon scalp disorder of 

unknown etiology and prevalence. It is thought to be an autoimmune 
process triggered by unknown genetic and/or environmental factors 
that attack hair follicles of the scalp. LPP has been reported to mimic 
or present in association with various autoimmune diseases and 
immunomodulatory therapies. We present two atypical case of LPP in 
Caucasian patients; the first is a patient with generalized pruritus, skin 
eruptions, and scalp hair loss. Biopsy of the lesions revealed exocytosis 
of atypical lymphocytes at the Dermo-Epidermal Junction (DEJ) and 
formation of small Pautrier’s microabscesses in the interfollicular 
epidermis as well as a robust lymphocytic inflammatory infiltrate with 
destruction of perifollicular appendages.  This led us to the diagnosis 
of LPP-like Folliculotropic Mycosis Fungoides (FMF). The second case 
is a patient with a history of Systemic Lupus Erythematosus (SLE) 
who presented clinically with perifollicular erythema and alopecic 
patches, with loss of follicular ostia on the frontal and vertex scalp 
and evidence of follicular tufting. Histologically, she had decreased 
number of follicles with a peri-infundibular lymphocytic infiltrate 
and vacuolization at the Dermoepidermal Junction (DEJ) and there 
was also thickening of the basement membrane highlighted with a 
periodic acidic Schiff stain. This led to a diagnosis of SLE/LPP overlap. 
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Introduction
Lichen Planopilaris (LPP) is a rare progressive form of scarring 

(cicatricial) alopecia [1]. It is also considered a lymphocytic 
cicatricial alopecia characterized by follicular hyperkeratosis, 
perifollicular erythema, and loss of follicular orifices[2-4].The 
annual incidence rate varied from 1.15% to 7.59% in a survey 
conducted by 4 medical centers. The age of onset for LPP has 
been found to be between 25 and 70 years and the most common 
reported symptoms of patients with LPP are; increase in shedding, 
pruritus, scale, and scalp tenderness [5].

The exact pathogenesis of LPP remains unclear; however, it 
is thought to be due to an autoimmune, cell-mediated cytotoxic 
immune reaction against follicular antigens [3,6].Some consider 
LPP to be a follicular variant of lichen planus because its 
pathogenesis is similar to that of lichen planus. Since LPP is also 

thought to have an autoimmune pathogenesis, it may have a 
possible relationship to other autoimmune diseases [2,3].

In addition to having an autoimmune pathogenesis, LPP 
has also been found to occur in association with or mimic other 
autoimmune and non-autoimmune disorders. However, studies 
about its autoimmune and other co-morbid conditions are limited. 
It is more commonly associated with autoimmune disorders 
such as sjogren’s syndrome and lupus erythematosus [7,8]. Non-
autoimmune co-morbid conditions of LPP include hyperlipidemia, 
metabolic syndrome, hypothyroidism, anxiety, and depression 
[9-12]. In addition to its association to autoimmune and other 
comorbid condition, LPP interestingly continues to be discovered 
in atypical situations that have not been reported in the past.  We 
present two atypical cases of LPP.

Case1
A 69-year-old female presented with a pruritic rash that 

started fourteen months prior to her initial dermatology visit. 
Her symptoms began with generalized itching, after which 
she noticed a skin eruption on her bilateral breasts and groin. 
This was unresponsive to triamcinolone cream, fexofenadine, 
and cetirizine. Chest x-ray and initial laboratory tests were 
unremarkable. Anti-nuclear antibody, vitamin D, bile acids, 
rheumatoid factor, C-reactive protein, insulin and reproductive 
hormones such as follicle stimulating hormone, luteinizing 
hormone, progesterone, and estrogen which were normal.  
Allergy testing was also negative for environmental or chemical 
allergens. As the pruritus worsened and spread to her scalp, she 
reported gradual scalp hair loss. This hair loss started seven 
months prior to presentation resulting in the patient having to 
wear a wig. 

Physical exam revealed perifollicular erythema, follicular 
tufting, loss of follicular ostia, and alopecic patches with no 
evidence of hair regrowth on the vertex scalp. Hair pull test was 
negative. Dermatologic exam of the body revealed generalized 
atrophic poikilodermatous patches with a background of mottled 
erythema on the chest, upper and lower extremities, abdomen, 
and flanks (figure 1). 

A skin biopsy was performed from the vertex scalp, 
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Figure 1:  Perifollicular erythema and tufting with loss of follicular ostia 
on vertex scalp.

Figure 2:  Exocytosis of atypical lymphocytes at the DEJ and formation 
Pautrier’s microabscesses with a sparse lichenoid infiltrate at the Der-
moepidermal Junction (DEJ).

Figure 3:  Robust lymphocytic inflammatory infiltrate with destruc-
tion of perifollicular appendages, perifollicular fibrosis and polytrichia 
showing evidence of scarring.

which revealed exocytosis of atypical lymphocytes at the 
Dermoepidermal Junction (DEJ) and formation of small Pautrier’s 
microabscesses in the interfollicular epidermis (figure 2). A 
robust lymphocytic inflammatory infiltrate with destruction 
of perifollicular appendages were also noted with remaining 
follicles showed polytrichia with perifollicular fibrosis and 
follicular plugging (figure 3). Immunohistochemical studies 
revealed a predominance of CD3+ and CD4+ T cells and a 10:1 
ratio of CD4:CD8 positivity. The histology was interpreted as 
Folliculotropic Mycosis Fungoides (FMF) presenting clinically as 
LPP. Biopsy from the skin eruption also showed Mycosis Fungoides 
(MF) with similar immunohistochemistry and a positive T-cell 
receptor gene rearrangement. Treatment with clobetasol foam, 
narrowband UVB, and acitretin resulted in partial improvement 
of our patient’s skin eruption, pruritus, and alopecia.

Case2
A 63-year-old female presented with a four-year history of 

dull scalp pain and hair loss on her scalp and eyebrows diagnosed 
by the association of positive ANA, fatigue, and inflammatory 
arthritis. Past medical history was significant for SLE. The patient’s 
lupus was controlled with mycophenolate mofetil 1000 mg daily, 
topical steroids, COQ10 250 mg daily, and hydroxychloroquine 
200 mg twice a day, but hair loss had been progressive over the 
preceding six months. 

Physical exam of the scalp revealed perifollicular erythema 
and alopecic patches with loss of follicular ostia on the frontal 
and vertex scalp and evidence of follicular tufting. She also had 
a prominent malar facial rash. Follicular hyperkeratosis was 
observed along the frontal hairline (figure 4). Examination of the 
eyebrows showed atrophy and thinning bilaterally.

Labs revealed a positive ANA of 1:1280 and elevated creatine 
phosphokinase (CPK) of 387 and 271 taken 3 months apart. 
Additional labs performed were normal, including urinalysis, 
anti-deoxyribonucleic acid (DNA), CBC, LFTs, erythrocyte 
sedimentation rate (ESR), CRP, thyroid stimulating hormones 
(TSH), vitamin D, vitamin B12, folate, immunoglobulins, and 
complement levels. 

Biopsy from the left temporal scalp revealed a decreased 
number of follicles with a peri-infundibular lymphocytic infiltrate 
and vacuolization at the DEJ (figure 5). There was thickening of 
the basement membrane highlighted with a periodic acidic schiff 
(PAS) stain (figure 6). The histology was suggestive of LPP with an 
overlap of SLE given the patient’s clinical examination and history. 
The patient’s hair loss improved with initiation of oral finasteride 
5mg daily, oral methotrexate weekly, topical clobetasol, minoxidil 
foam, and discontinuation of mycophenolate mofetil.
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Figure 4:  Perifollicular erythema with loss of follicular ostia along fron-
tal hairline.

Figure 5:  Peri-infundibular lymphocytic infiltrate and vacuolization

Figure 6: Peri-infundibular lymphocytic infiltrate and vacuolization 
with thickening of the basement membrane

Discussion
Lichen Planopilaris (LPP) is an inflammatory scalp disorder 

that is characterized by perifollicular erythema, follicular 
hyperkeratosis, and scarring alopecia [13]. The permanent 
loss of hair is postulated to emanate from the site in which 
inflammation occurs. Inflammatory infiltrate in LPP is mainly 
concentrated around the follicular infundibulum and isthmus, 
unlike non-scarring forms of hair loss, e.g. alopecia areata, in 
which inflammation is mostly concentrated around the follicular 

bulb. The follicular “bulge” which is a site of pluripotent stem 
cells, involved in the regeneration of the lower portion of the hair 
follicle during follicular cycling is within the immunologic target 
for LPP. Damage to the bulge region is postulated to account for 
the development of scarring alopecia [14]. Pseuodopelade of 
Brocq is used to describe the non-inflammatory end stage patchy 
cicatricial alopecia that may be seen in LPP [15].

There are three variants of LPP that can be distinguished 
based on their clinical patterns and areas of involvement. These 
variants include classic LPP, FFA, and Graham-Little-Piccardi-
Lasseur Syndrome (GLPLS)[16,17]. Classic LPP usually involves 
the vertex and parietal areas of the scalp. The second variant of 
LPP, FFA, is characterized by fronto-temporal band-like loss of 
both terminal and vellus hairs. Small numbers of isolated hairs 
are often spared within the band of alopecia, resulting in a finding 
called the “lonely hair sign”. Similar to classic LPP, erythematous 
and hyperkeratotic follicles are often found at the peripheral areas 
of alopecia. Hypopigmentation may be evident in the affected 
areas. Pruritus or trichodynia are occasionally reported. FFA may 
involve other scalp sites, such as the periauricular, parietal, or 
occipital areas [18].

 Case 1 highlights LPP overlapping with FMF. FMF is a rare, 
but distinct variant of Cutaneous T-cell Lymphoma (CTCL). FMF 
usually involves the head and neck in comparison to classic 
MF, which presents in the typical bathing suit distribution. The 
morphologic features seen in FMF include erythematous papules 
and plaques with follicular prominence, with or without alopecia. 
It also includes comedonal acneiform (unlike some of the features 
on presentation of our first case), nodular, prurigo-like and cystic 
lesions, as well as alopecic patches with or without scarring. 
The differential diagnosis of LPP-like FMF include long-standing 
alopecia areata, seborrheic dermatitis, chronic telogen effluvium, 
and idiopathic follicular mucinosis.

Secondary alopecia mucinosa seen in older individuals which 
many now consider to be mycosis fungoides has a lot of similar 
features that can be seen in LPP overlapping with FMF [19]. It 
usually presents with several erythematous papules and plaques 
mainly over the head and face regions, as can be seen in LPP. 
However, we ruled out follicular mucinosis because it usually 
presents histologically with accumulation of mucin within the 
follicular infundibula unlike LPP or FMF [20,21]. 

FMF could simulate a variety of inflammatory conditions 
that affect the follicular unit, including scarring alopecia. FMF 
may mimic the clinical presentation of Lichen Planopilaris (LPP) 
or keratosis pilaris. Histologic differential diagnoses include 
nodulocystic acne, eosinophilic or suppurative folliculitis, 
granulomatous dermatitis, or discoid lupus [22]. Our patient had 
clinical features of LPP but histologic findings of FMF. 

Case two illustrates an overlap between LPP and SLE, a rare 
presentation of the Lichen Planus/ Lupus Erythematosus(LE/LP) 
overlap syndrome. Our patient had a history of SLE with positive 
ANA, and other systemic symptoms like fatigue and inflammatory 
arthritis, prior to the manifestation of alopecia and other LPP 
symptoms.  Lichen planopilaris is thought to be a follicular 
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variant of Lichen planus due to their similar pathophysiologic 
mechanism [2]. There are very few descriptions of LPP and Lupus 
Erythematosus (LE) coexisting together, with the discoid variant 
of LE being the most common association seen in the LE/LP 
overlap syndrome [8].

The other dilemma associated with the diagnosis of this 
overlap is that Discoid Lupus Erythematosus (DLE) may be 
indistinguishable clinically from LPP and biopsy is usually 
needed to prove the diagnosis. Histopathological changes of 
early DLE and LPP are different and characteristic. However, in 
the late stages, features are apparently difficult to differentiate. 
One helpful clinical distinguishing clue is that in contrast to DLE, 
LPP presents with less dyspigmentation, a more intense pruritus, 
and perifollicular erythema as seen in our patient’s clinical 
presentation [5,23]. Another helpful clinical clue is the presence 
of acuminate perifollicular keratotic plugs on the periphery of 
the alopecic patches as seen in our patient which is unlike the 
follicular plugging seen on the center of the alopecic patches in 
scalp DLE [24]. 

LPP and LE are said to have a common background and their 
co-existence may not be a coincidence [25]. The differential 
diagnosis for LPP with an SLE overlap includes cutaneous and 
discoid lupus erythematosus, seborrheic dermatitis, rosacea, 
lupus vulgaris, sarcoidosis, long-standing traction alopecia, 
androgenetic alopecia, keratosis follicularis spinulosa decalvans, 
pseudopelade of Brocq, alopecia mucinosa, familial high frontal 
hairline, and central cicatricial scarring alopecia [7].

Conclusion
We present two atypical cases of LPP with the first being an 

LPP-like presentation of FMF, and the second case is an SLE/LPP 
overlap form of the LE/LP syndrome. Lichen planopilaris remains 
an interesting disease mimicker and its etiology is multifactorial. 
LPP has also been associated with an increased risk of 
concomitant diseases such as hypothyroidism,hypertension, and 
metabolicdisorders. Associations continue to arise, such as in 
our patient with SLE and a mimicking situation as seen in our 
case of the LPP-like FMF. We suggest clinicians maintain a high 
index of suspicion for associated diseases in the presentation of 
a new LPP pattern. Early initiation of treatment is paramount to 
preserve the remaining unaffected hair follicles and may be done 
in tandem with underlying disease as we have demonstrated. 
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