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Mycosis fungoides, a cutaneous T-cell lymphoma, has different
subtypes. The most common subtype is folliculotropic mycosis fun-
goides. Although the folliculotropic mycosis fungoides etiology is not
fully known, the association with type 1 immunodeficiency virus is
scarcely described. The authors present a case of a 41-year-old male
infected with Human Immunodeficiency virus type 1, who exhibited
erythematous lesions on the upper arms and trunk. A biopsy con-
firmed the diagnosis of folliculotropic mycosis fungoides. The patient
was treated with topical corticosteroids, resulting in a positive out-
come. Understanding the clinical spectrum of mycosis fungoides is
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Introduction

Mycosis Fungoides (MF) is the most common Cutaneous T
Cell Lymphoma (CTCL), representing almost 50% of all primary
cutaneous lymphomas [1,2]. Clinically, classic MF presents with
erythematous patches that may evolve into infiltrated plaques
[2,3]. Folliculotropic Mycosis Fungoides (FMF) is the most prev-
alent subtype of MF in adults, accounting for approximately
10% of cases [1,2,4]. Histopathologically, it is characterized by
folliculotropic infiltrates surrounding the hair follicles [1,2,5].
The clinical presentation is variable and can include patches,
plagues, nodules, acneiform lesions, comedones, cysts, alope-
cia, and prurigo-like nodules [1,6]. The etiology of FMF is not
entirely understood [1]. Although some studies suggest a pos-
sible viral etiopathogenesis of MF, particularly involving Hu-
man T-cell Lymphotropic Virus type | (HTLV-I) and Human Im-
munodeficiency Virus (HIV), these associations are rare and the
FMF subtype in HIV-positive patients has not been reported yet
[7,8]. FMF was previously considered to have a worse progno-
sis than classical MF [1,6], however, recent studies indicate that

crucial for accurate diagnosis.
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FMF can be divided into two prognostically distinct subtypes,
one of which has a better prognosis, similar to early-stage MF
[4,5,9]. The authors describe a case involving an HIV-positive
patient with a mild form of FMF.

Case report

A 41-year-old man presented for his first Internal Medicine
consultation after transferring from another hospital. He re-
ported pruritus and erythematous lesions that had developed
over the past nine months. His medical history included a nine-
year history of HIV-1 infection, acquired through heterosexual
contact, and treated with antiretroviral drugs (Emtricitabine
200 mg daily, Tenofovir 245 mg daily, and Darunavir 600 mg
twice daily). He had no history of acquired immunodeficiency
syndrome-defining conditions. Previous blood tests and nadir
CD4+ count were unavailable. Currently, his HIV viral load is un-
detectable, and his CD4+ count is 42 cells/mm?3 (7%). He has
been smoking 20 cigarettes per day for the past 20 years. His
current regimen includes the same antiretrovirals, with ritona-
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vir 100 mg twice daily added as a booster, and Trimethoprim/
sulfamethoxazole 400/80 mg daily for Pneumocystis jirovecii
prophylaxis. There are no other relevant past medical history or
malignancies, and no family history of disease.

On examination, the patient was in good general condition,
weighing 72 kg with a body mass index of 27.5 kg/m?2. He was
afebrile, without cyanosis, breathing comfortably, and had nor-
mal cardiac and pulmonary auscultation. He exhibited multiple
erythematous-violaceous lesions with adherent desquamation,
not psoriasiform, showing a hyperpigmented, atrophic appear-
ance with parched areas, located on the upper arms, intercla-
vicular, and infra-auricular regions (Figures 1a & 1b).

The conjunctivae were not injected, and oral mucous mem-
branes were moist. No lymphadenopathy was noted. Blood
tests showed relative lymphopenia (470/ul) and hyperlipid-
emia (total cholesterol 220 mg/dL, triglycerides 233 mg/dL).
CMV and HTLV serologies were negative, and Epstein-Barr Vi-
rus serology indicated a past infection. Non-contrast CT showed
no abnormalities. A skin biopsy of the right forearm revealed
perifollicular and perieccrine lymphocytic infiltrate, follicular
epithelium infiltration by inflammatory lymphocytes, nuclear
irregularities, and some mucin deposits (Figure 2). The patient
responded well to topical corticosteroids (Methylprednisolone
aceponate 1 mg/g) applied intermittently for 4 months.
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Figure 1: Lesion in the right anterior cervical region (a) and lesion
\\in the upper right arm (b). /

Discussion

Mycosis Fungoides (MF) is the most prevalent T-cell lym-
phoma, characterized by the proliferation of T lymphocytes [3].
There are 3 distinct clinicopathologic variants of MF: Folliculo-
tropic MF (FMF), pagetoid reticulosis, and granulomatous slack
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Figure 2: Skin biopsy of the right forearm showing perifollicular
and perieccrine lymphocytic infiltrate, nuclear irregularities, and
\\some mucin deposits. /

skin [3]. FMF, one of these subtypes, primarily affects adults
and males, following an indolent course that progresses from
patches to infiltrative plaques and eventually tumors over sev-
eral years or decades [1,3,10].

FMF has a broad clinical spectrum but usually manifests in
cutaneous sites rich in pilosebaceous units [6]. The classical
presentation includes indurated, scaly, hairless erythematous
patches, plaques, or tumors. These plaques are often associ-
ated with alopecia, comedones, and erythematous follicular
papules [9]. Other manifestations can include grouped follicular
papules and cystic lesions [6]. Unlike classical MF, FMF patients
with FMF experience severe pruritus in advanced stages [6,9].
Although FMF lesions commonly appear on the head and neck,
initial lesions usually occur on the trunk, with advanced cases
affecting the head and neck [1,9].

Histopathologically, FMF is characterized by a dense inflam-
matory infiltrate with hyperchromatic cells featuring cerebri-
form nuclei, affecting the follicular epithelium while sparing the
epidermis [1]. Mucin deposits and perieccrine infiltrates may
also be presented [9]. Five pathologic patterns have been de-
scribed, which can occur independently or concomitantly: mu-
cinous deposits in the follicular unit, granulomatous reaction
with follicular epithelium destruction, eosinophilic folliculitis-
like presentation, cystic and comedonal changes, and basaloid
folliculolymphoid hyperplasia with folliculotropism [5]. The im-
munophenotype is similar to that classic MF, with a predomi-
nance of atypical CD4* and CD3" cells that ares CD8[1,3,6]. Ad-
ditionally, CD8*, CD30* variants or small clusters of CD20* are
not uncommon [11]. The exact etiology and mechanisms by
which neoplastic T cells are attracted to follicular units remain
unclear [6].

HIV-1 infection predisposes individuals to lymphomas, pri-
marily aggressive B-cell types, while cutaneous T-cell lympho-
mas are rarely reported in this context. FMF in HIV-infected pa-
tients is not well-documented, and T-cell lymphomas in these
individuals are often linked to severe immunodeficiency and
low survival rates [8].

Previously, FMF was considered to have a worse prognosis
and lower survival rates. However, recent studies suggest oth-
erwise. FMF can be categorized into two patterns with different
prognostic implications: an early/indolent variant with a 5-year
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survival rate of 92%, and an advanced/aggressive variant with
a 55% survival rate [1,4,6,9]. The early/indolent FMF is charac-
terized by follicle-based patches on the trunk with superficial
infiltrates and an indolent course. In contrast, the advanced/ag-
gressive FMF presents as nodules and tumors on the head and
trunk, with more extensive plaques infiltration [1,5,9].

FMF is treated similarly to tumor-stage MF (IIB) due to its
deep perifollicular infiltration, which reduces responsiveness
to skin-directed therapies. Treatment options include systemic
therapies such as PUVA, acitretin, bexarotene, total skin elec-
tron beam radiation, romidepsin, and interferon. Advanced cas-
es may require irradiation, allogeneic stem cell transplant, or
chemotherapy [6,9]. However, early/indolent FMF may be man-
aged with PUVA phototherapy, potent topical corticosteroids,
or local radiation therapy [12,13].

The authors present a case of an HIV-1 seropositive patient
with severe immunodeficiency and persistent CD4* count below
50 cells/mm3. This patient exhibited early/indolent FMF and re-
sponded positively to topical corticosteroids, a treatment that
has been reported to control disease progression in some cases
[4].

Conclusions

Due to its broad clinical spectrum and rarity, diagnosing FMF
is particularly challenging and often requires clinicopathologic
correlation. Nevertheless, differentiating cutaneous T-cell lym-
phomas and their variants is crucial, as it significantly affects
prognosis and treatment options. This case aims to remind cli-
nicians to consider FMF when evaluating immunocompromised
patients with cutaneous lesions.
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