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ABSTRACT 
 

Aims: Folliculotropic mycosis fungoides (FMF) is an uncommon variant of mycosis fungoides, 
rarely described in children. This type of lymphoma is particularly unresponsive to treatment and 
has a poor prognosis. Paradoxically, it can be clinically confused with conditions as benign as acne 
or alopecia.  Hence the interest of our case report. 
Case Report: A 15-year-old adolescent presented to our clinic with alopecia of the scalp 
associated with depilation of the axillae and pubic area. The clinical examination revealed 
infiltration of the scalp and axillae with fine scales and numerous open comedones, as well as non-
pruritic erythematosquamous patches on the hips and thighs. Anatomopathological and 
immunohistochemical examination confirmed the diagnosis of FMF without mucinosis. The patient 
was put on topical steroids, then on methotrexate without improvement. 

Case Report 
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Discussion: FMF is a rare form of primary cutaneous T-cell lymphoma. It is a well-defined variant 
of mycosis fungoides characterized by infiltration of the pilosebaceous follicles with atypical 
lymphocytes, with or without mucinosis. This may be clinically expressed by acne-like lesions, 
comedones or even depilation of the hairy areas. Different differential diagnoses exist. This 
condition is mostly seen in elderly subjects and much more rarely in children and adolescents. 
Conclusion: Its resistance to usual treatments and its poor prognosis encourage practitioners to 
evoke this particular entity even in the pediatric population to ensure an early diagnosis and a 
better management. 
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1. INTRODUCTION  
 

Mycosis fungoides (MF) is the most common 
type of cutaneous t-cell lymphoma. Several 
clinical and histological forms have been 
described including folliculotropic mycosis 
fungoides, which is characterized by an infiltrate 
of atypical lymphocytes in the hair follicles [1]. It 
is a rare and aggressive form that is              
often unrecognized by dermatologists and 
pathologists, particularly in the early stages. It 
typically affects the cephalic region of elderly 
patients.  Pediatric cases have been rarely 
described in the literature [2].  
 

We report a case of a 15-year-old male patient 
with FMF marked by eruptive comedones and 
alopecia mimicking alopecia areata. 
 

2. CASE PRESENTATION  
 

A 15-year-old patient with no previous medical 
history presented with alopecia of the scalp 
associated with depilation of the axillae and 

pubic area, which had been evolving for about 4 
years. The clinical examination revealed, in 
addition to the almost total alopecia of the scalp, 
a thickening of the scalp and axillary folds with 
fine whitish scales and several comedones (Figs. 
1, 2). There were also bilateral, symmetrical, 
non-pruritic erythematous patches on the lateral 
sides of the hips and thighs (Fig. 3). 
 

Dermoscopy of the scalp showed in some areas 
scarring alopecia with fine whitish scales and 
open comedones, while in others yellow spots 
and fluffy hair are observed (Fig. 4). 
 

The histological characteristics were: an 
orthokeratotic hyperkeratosis, an atypical 
lymphocytic infiltrate in a subepidermal band with 
frank epidermotropism and involvement of the 
hair follicles, without mucinosis.  
 

The immunohistochemical study revealed a 
lymphocyte profile of T phenotype strongly 
expressing CD3 and CD4 much more than CD8 
(Fig. 5).  

 

 
 

Fig. 1. Almost total alopecia of an infiltrated scalp with numerous open comedones and fine 
scales 
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Fig. 2. Thickened skin of the axillary fold with accentuated wrinkles, fine whitish scales and 
open comedones 

 

 
 

Fig. 3. Thinly scaly erythematous patches on the buttocks 
 

 
  

Fig. 4. Dermoscopic images of the scalp showing areas of non-scarring alopecia with 
numerous yellow dots and fluffy hair (a) and areas of scarring alopecia with keratotic plugs 

and fine whitish scales on an erythematous background (b) 
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Fig. 5. Histological section of a scalp biopsy showing orthokeratotic hyperkeratosis (yellow 
arrow), clear epidermotropism (green arrow) and follicular involvement (black arrow) 

 
The workup did not reveal any systemic 
involvement, thus classifying it as stage IA. Local 
treatment with very strong topical steroids was 
initiated under occlusion with improvement only 
of the erythematosquamous plaques after 2 
months. Weekly injections of 25mg of 
methotrexate with folic acid supplementation 
were prescribed without benefit after 18 months 
of treatment. The patient was subsequently lost 
to follow-up. 
 

3. DISCUSSION 
 

FMF, also known as pilotropic MF or follicular 
MF, is the most common variant of MF and 
accounts for approximately 4% of all cutaneous 
T-cell lymphomas [3]. It was categorized by the 
World Health Organization (WHO)-European 
Organization for Research and Treatment of 
Cancer (EORTC) as a separate entity given its 
particular clinicopathological characteristics, 
survival rate, and therapeutic responses 
compared to conventional MF [4].  
 

There is a marked male predominance with a sex 
ratio of up to 5. In addition, FMF is believed to 
occur later in women than in men [5,6]. Only few 
cases have been reported in children in the 

literature [7]. But recently, a study has reported a 
36 percent rate of occurrence of FMF in children. 
This high rate would be explained by a higher 
index of suspicion [8].  
 
FMF commonly appear on skin areas with a high 
concentration of pilosebaceous units, such as the 
head, neck, and upper body. Its clinical features 
have long been known to be very variable. The 
most common clinical manifestations are 
erythematous, scaly and very itchy patches and 
plaques with follicular-based papules. Acneiform 
lesions with comedones occasionally associated 
with alopecia have also been described [9].  
 

FMF can actually mimic all conditions involving 
the pilosebaceous unit. These include acne 
conglobata, lichen spinulosus, keratosis pilaris, 
Favre-Racouchot syndrome, alopecia areata, 
lichen planopilaris, trichotillomania and folliculitis 
decalvans [9,10].  
 

FMF is usually limited to skin with rare nodal and 
hematological involvement, at least in the early 
stages [5].  
 

It is not surprising that FMF can manifest with an 
array of histologic characteristics given the wide 
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range of clinical features. Five histologic patterns 
are reported: (1) typical folliculotropic infiltrate of 
atypical lymphocytes with or without mucinous 
deposits; (2) granulomatous reaction with 
destruction of the follicular unit; (3) eosinophilic 
folliculitis-like presentation with folliculotropism; 
(4) cystic and comedonal changes; and (5) 
basaloid folliculolymphoid hyperplasia with 
folliculotropism. The fourth histological pattern is 
clinically correlated with acneiform lesions, 
comedones or keratosis pilaris-like changes. The 
immunohistochemical study generally reveals a 
CD4+ to CD8+ lymphocyte count greater than or 
equal to 10 and the follicles show abundant 
CD1a positive cells [9]. 

 
The treatment of FMF is to date challenging. 
Unlike classical MF, FMF is usually resistant to 
topical treatments, even in the early stages of the 
disease. This could possibly be explained by the 
depth of the atypical lymphocytic infiltrate that is 
difficult to reach by these topical therapies, thus 
requiring systemic treatment in most cases [11]. 
Treatment for early stages includes narrow-band 
ultraviolet B, local psoralen- Ultraviolet A therapy 
combined with interferon alpha or retinoids, local 
radiation therapy, local electron beam therapy, 
and topical nitrogen mustard. In advanced cases, 
chemotherapy (CHOP), alemtuzumab, irradiation 
and allogeneic bone marrow transplantation are 
used [2,12].  

 
FMF is often considered an aggressive variant of 
MF, with an increased risk of progression. 
Significant discrepancies in prognosis are 
observed between FMF and classical MF, 
particularly in the early stages of disease (≤IIA). 
The overall survival of patients at stage IIA or 
lower was 82% for FMF and 91% for MF at 10 
years, decreasing to 41% for FMF while 
remaining stable (91%) at 15 years for classical 
MF. The prognosis of patients with advanced 
FMF (≥IIB) is as poor as in advanced MF [13].  

 
4. CONCLUSION 
 
FMF is a rare and confusing variant of MF 
especially in adolescents. There is therefore 
often a delay in diagnosis. Its poor prognosis 
compared to classic MF justifies an early 
treatment. 
 

We report these case to enlarge the clinical and 
histopathologic spectrum of FMF, which can look 
remarkably similar to acneiform disorders, and to 
emphasize the importance of reconsidering the 
diagnosis with histopathologic assessment. 
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