
Rev Pan Amaz Saude 2021;12:e202100820 – e-ISSN: 2176-6223 1/5http://revista.iec.gov.br

Correspondence / Correspondência:

Marília Brasil Xavier
Universidade do Estado do Pará, Centro de Ciências Biológicas e da Saúde, Ambulatório de Dermatologia
Tv. Perebebuí, 2623. Bairro: Marco. CEP: 66113-200 – Belém, Pará, Brasil – Tel.: +55 (91) 3276-2365
E-mail: mariliabxavier@gmail.com

ABSTRACT

INTRODUCTION: Mycosis fungoides (MF) is a cutaneous T-cell lymphoma with an incidence of approximately 0.41/100,000 
individuals annually. This report highlights the impacts of delayed diagnosis on the evolution of the disease. CASE REPORT: 
A female patient sought medical assistance at the dermatology service of the Universidade do Estado do Pará (UEPA), Brazil, 
on November 2017, due to three infiltrated erythematous-hyperchromic plaques, two on the abdomen and one scaly on 
the left lower limb, and a palpable lymph node in the left inguinal region with progressive growth which started in 2011. 
The patient reported that she had undergone several tests and treatments and was seen by six medical doctors of different 
specialties and underwent four histopathological exams. The patient's case was investigated in the dermatology service of 
UEPA; an immunohistochemical study was performed, concluding the diagnosis of MF. She was treated with methotrexate 
15 mg and folic acid 5 mg in a single weekly dose and phototherapy with PUVA, showing significant improvement after 
treatment, but with an extensive area of atrophy and secondary infections. CONCLUSION: The present case is a public 
health issue that reinforces the need for adequate medical training for early identification and treatment of MF.
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RESUMO

INTRODUÇÃO: Micose fungoide (MF) é um tipo de linfoma cutâneo de células T com incidência aproximada de 
0,41/100.000 indivíduos anualmente. O presente relato ressalta os impactos do atraso diagnóstico na evolução da doença. 
RELATO DO CASO: Paciente do sexo feminino buscou assistência médica no serviço de dermatologia da Universidade 
do Estado do Pará (UEPA), em novembro de 2017, apresentando três placas eritemato-hipercrômicas infiltradas, duas 
no abdômen e uma descamativa no membro inferior esquerdo, e linfonodo palpável na região inguinal esquerda com 
crescimento progressivo que iniciou em 2011. A paciente relatou que havia sido submetida a vários exames e tratamentos, 
assistida por seis profissionais médicos de diferentes especialidades e realizado quatro exames histopatológicos. O caso 
foi investigado no serviço de dermatologia, tendo sido realizado estudo imunohistoquímico e concluído o diagnóstico 
de MF. A paciente iniciou tratamento com metotrexato 15 mg e ácido fólico 5 mg, em dose única semanal, e fototerapia 
com PUVA, tendo apresentado melhora significativa, porém, com extensa área de atrofia e infecções secundárias. 
CONCLUSÃO: O presente caso é um problema de saúde pública que reforça a necessidade de capacitação adequada 
de médicos para identificação e tratamento precoce de MF.

Palavras-chave: Micose Fungoide; Perfil de Impacto da Doença; Diagnóstico Tardio; Acesso aos Serviços de 
Saúde.
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INTRODUCTION

Mycosis fungoides (MF) and Sézary syndrome are 
the most common types of cutaneous T-cell lymphoma 
(CTCL), representing 44 to 54% of cases. MF mainly 
affects adults, with an average age between 55 and 
60 years old, but it can also occur in children and 
adolescents. It occurs in the proportion of 1.6–2.0 men 
to 1.0 women1,2.

The cause of MF is still not fully understood, 
but evidence suggests that it occurs due to chronic 
antigenic stimulation that can generate proliferation 
and accumulation of T cells in the skin. This stimulus 
is greatly influenced by the skin microenvironment, 
including dendritic cells and reactive cytotoxic or 
regulatory T cells3. The T lymphocytes involved in the 
etiopathogenesis of MF are CD4+ T cells that present 
adhesion molecules, such as CCR4 and CLA. Antigens 
such as CD7 or eventually CD5 or CD2 are reduced or 
absent in pathogenic cells4.

Patients with MF present, at first, mild skin lesions that 
may resemble eczema or diffuse erythema, which may 
progress to the tumor stage when there is an increase of 
lesion infiltration and, usually, ulceration. These lesions 
often occur in areas not frequently exposed to the sun, 
such as the torso, and may manifest with hypochromia 
or hyperchromia5. It is noteworthy that the diagnosis of 
this pathology is confirmed considering both clinical and 
histopathological criteria6.

The treatment is chosen according to the stage of 
the disease. In the initial stage (IA to IIA), skin-directed 
therapies (SDT) are used, such as topical corticosteroids, 
radiotherapy, and phototherapy, and in the advanced 
stage (IIB up to IVB), systemic therapy with retinoids, 
interferons, or immunobiologicals with SDT is applied7,8.

CASE DESCRIPTION

A 56-year-old female patient, housewife, born 
and raised in Belém, Pará State, Brazil, went to 
the dermatology service of the State University of 
Pará (Universidade do Estado do Pará – UEPA) in 
November 2017 due to a dark spot of progressive 
growth in the left lower limb (LLL), which appeared 
in May 2011. The patient also reported "swelling" 
and local pain episodes, besides two new spots on 
the abdomen and a swollen lymph node in the left 
inguinal region. She reported that she had been 
submitted to several tests and treatments without any 
improvement or diagnostic conclusion. In this context, 
the patient was seen by three general practitioners, 
an oncologist, and two dermatologists, with the first 
medical appointment a month after the beginning of 
symptoms but without a diagnostic conclusion. She 
was referred to the dermatology service on November 
16, 2017 and got the final diagnosis on December 
18, 2017, after six years and seven months of 
disease progression. Skin examination revealed two 
erythematous-hyperchromic infiltrated plaques in the 
abdomen, a desquamative erythematous-hyperchromic 
plaque with infiltration in the LLL, and a palpable lymph 
node in the left inguinal region under erythematous 

skin (Figures 1 and 2). Since the beginning of her 
condition, four histopathological examinations and 
one immunohistochemical examination of the lesion 
were performed, showing, finally, an atypical lymphoid 
infiltrate with epidermotropism, predominant CD4 
T-cell immunophenotype, and loss of CD7 expression 
suggesting the diagnosis of MF. Computed tomography 
scans of the chest and abdomen showed no significant 
changes, and concomitant follow-up with hematology 
was performed. In addition to the palpable lymph node, 
swollen lymph nodes were found in the right inguinal 
region, after soft tissue ultrasound, with multiple lymph 
nodes involved, the largest one was 3.2 x 1 cm, in 
addition to skin thickening and fat densification. After 
evaluation, the staging was established as T2NxM0B0. 
Thus, the proposed treatment was methotrexate 15 mg 
and folic acid 5 mg, in a single weekly dose, and 
phototherapy with PUVA that started on 02/22/2018. 
The patient showed significant improvement in the 
lesions during the treatment, infiltration, erythema, 
desquamation, and ganglia have decreased, but with 
an extensive area of atrophy (Figure 3) and secondary 
infections with two episodes of erysipelas and one of 
impetigo in the affected limb, with intervals of four to 
six months between them. The erysipelas was treated 
with cephalexin 500 mg orally every 6 h for 14 days, 
and impetigo was treated with topical fusidic acid twice 
daily, improving the treatment after the administration of 
antibiotic therapy.

DISCUSSION

The annual incidence of CTCL is extremely rare, of 
0.77/100,000 individuals, and MF, the most common 
type of this lymphoma, has an approximate incidence of 
0.41/100,000 individuals2.

MF may bear considerable resemblance to several 
benign inflammatory dermatoses, such as eczema, 
psoriasis, and pityriasis lichenoides chronica, and its 
classic histological features may be absent even in 
multiple skin biopsies, especially in their early stages, 
as observed in this case. Therefore, late diagnosis can 
result in the evolution and worsening of the patient's 
condition, including impairment in their quality of 
life, the need for more aggressive treatments, the 
occurrence of sequelae, and a possible iatrogenesis 
resulting from previous exams and treatments3,4,5,8. This 
issue was observed in the present case report, as, in six 
years, the patient had been evaluated by six physicians 
from different specialties until she was referred to the 
UEPA dermatology service and received a definitive 
diagnosis. This delay resulted in the worsening of 
the patient's condition and therapeutic difficulties, in 
addition to a significant waste of time and financial 
resources. The diagnostic delay observed was even 
greater than that found in studies conducted by Skov 
and Gniadecki9 and Scarisbrick et al.10, in which the 
meantime of diagnosis was two years and three months 
and three years, respectively. These points reinforce the 
understanding of MF as a public health problem, and 
the importance of a trained medical professional to 
distinguish cases to avoid further complications. 
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Photo: Brena Andrade de Lima Lobato.

Figure 2 –  Hard lump under erythematous skin in the left inguinal region

Photo: Brena Andrade de Lima Lobato.

Figure 1 –  Infiltrated erythematous-hyperchromic 
plaque with desquamation and ulcers in the 
left lower limb

Photo: Brena Andrade de Lima Lobato.

Figure 3 –  Hyperchromic macula and area of 
cutaneous atrophy in xerotic skin of the 
left lower limb, decreasing infiltration 
and edema
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The disease staging was defined as T2NxM0B0 by the 
tumor-node-metastasis (TNM) staging system method, 
adapted to the specific parameters of the CTCL11. Thus, 
treatment with methotrexate 15 mg and folic acid 5 mg, 
in a single dose per week, associated with phototherapy 
with PUVA was carried out, and no adverse effects were 
observed. Treatment with PUVA phototherapy has benefit 
in MF remission, penetrating deeply into the dermis and 
can be used with systemic agents in severe cases7,12,13. 
Methotrexate, a folic acid analogue that belongs to the 
group of antimetabolic drugs, has proven benefits even 
at low doses; however, studies showing its use on a large 
scale are still scarce14,15. Furthermore, the association of 
methorexate with phototherapy showed promising results 
in the present case, reinforcing the possibility of its use as 
a therapeutic choice and subject of future studies.

CONCLUSION

MF is a lymphoproliferative cutaneous disease that is 
difficult to diagnose, especially in its early stages. This 
case report highlights the impacts of delayed diagnosis 
and the difficulty of medical professionals from different 
specialties in establishing this diagnosis, factors that 
impact the disease progression, worsen the prognosis, 
and may generate sequelae after treatment. Additionally, 

it shows the waste of time and financial resources of the 
patient, which affects their quality of life. MF is a major 
challenge for public health, especially in training and 
qualification of medical professionals.
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