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quiz section

A 55-year-old Caucasian male presented with white spots 
on his right flank, sacrum and popliteal fossae, which 
had been present for 6 months, associated with discrete 
pruritus (Fig. 1 a and b). He reported that the lesions 
diminished after sun exposure and he denied worsening 
factors. The patient reported no fever or weight loss. He 
had an unremarkable past and no family history of cancer. 

No lymphadenopathy was noted. The patient underwent 
lesion biopsy (flank and sacral) and histopathological 
examination (Fig. 1c). Epidermotropism was observed. 
Immunohistochemistry revealed mononuclear cells with 
T-cell phenotype CD3 and CD45 R0.

What is your diagnosis? See next page for answer.
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Fig. 1. Hypopigmented macules, with ill-defined irregular borders, plain texture, measuring 12–20 cm, observed at (a) the bilateral popliteal areas and (b) the 
right flank. The purple papule corresponds to the biopsy scar. (c) Histopathology showing multifocal mononuclear infiltration at papillary dermis, with scant 
cytoplasm and round, elongated, hyperchromatic nuclei  (H&E × 400).
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Diagnosis: Hypopigmented mycosis fungoides

Mycosis fungoides (MF) is part of non-Hodgkin’s T-cell 
lymphomas, primarily impairing the skin (1), with an inci-
dence of 1000 cases per year in the USA more frequently 
on the sixth decade of life. Male patients are affected twice 
as frequently as women. Histopathology and immunohis-
tochemistry may evidence Pautrier abscesses, vacuolated 
lymphocytes, epidermotropism, larger epidermal than der-
mal lymphocytes and hypercircumvolution nuclei.

The classical histopathology of MF is not found in the 
hypopigmented variant, which is more common in young 
(mean 35 years) African-American and Asian patients, 
with no gender preference (2, 3). Although it has unknown 
physiopathology, there are reports of decreased melano
genesis due to a reduced number of melanocytes and  
presence of incomplete melanosomes at electron micro
scopy. Similarly to vitiligo, hypopigmented mycosis 
fungoides has CD8+ T lymphocytes infiltration, in contrast 
to CD4+ clones in the classic form (4).

The treatment options include ultraviolet A radiation, 
occlusive corticosteroids, electron beam, bis-chloro-
nitrosurea (carmustine), ultraviolet (UV)A and UVB 
phototherapy, topical nitrogen mustard, imiquimod (5) 
and tacrolimus. The psoralen and UVA (PUVA) treatment 
for stage Ia and Ib has been effective and completely  
repigmented 85% of patients. Recurrences are common, 
but repeated phototherapy is effective (6).

Hypopigmented mycosis fungoides is frequently under-
diagnosed and there is a 10-year delay between the onset 
of hypopigmented lesions and the correct diagnosis (7). 
Hypopigmented macules are frequent complaints at derma-
tological visits. A prevalence of 4.7% is estimated among 
Caucasians (8, 9). Numerous diseases should be part of 

differential diagnosis, e.g. tinea corporis, pityriasis alba, 
undetermined Hansen’s disease, vitiligo, adult atopic der-
matitis, hypopigmented sarcoidosis and post-inflammatory 
hypopigmentation (10).
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