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Transformed mycosis fungoides in an atypical location
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ABSTRACT

Mycosis fungoides is the most common variant of primary cutaneous T-cell lymphoma. Large cell transformation
in mycosis fungoides is the histopathological transformation of neoplastic small lymphocytes to a clonally identical
large cell phenotype. It is associated with a poor prognosis, although some patients have indolent disease. Clinically,
it is manifested by ulcerated, tumoral lesions that may affect the entire body. The location in the external auditory
canal has never been described before. Herein, we report the first case of transformed mycosis fungoides located in

the external auditory canal.
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INTRODUCTION

Mycosis fungoides (MF), the most common form
of cutaneous T-cell lymphoma, is mainly seen in
older patients [1]. It generally follows an indolent
course. However, a transformation of MF into large
cell lymphoma occurs in 10% of cases in adults and
is associated with an aggressive course and shortened
overall survival. Herein, we report an original case of
transformed MF located in the external auditory canal

(EAC) never described before.

CASE REPORT

A 52-year-old Moroccan patient, with no pathological
history, presented to the dermatology department for
the appearance of multiple, ulcerative tumors as well as a
papulous nodule on the trunk, back, all four limbs, and face
with the involvement of the genitals mucosa. All had been
evolving for one year. He also reported purulent otorrthea
and hypoacusis of the left ear present for one month.

A clinical examination revealed three ulcerative
tumors, one next to the right nipple, and the other

two on the hypogastrium. He also presented multiple,
erythematous papules and nodules on the face, trunk,
back, and all four limbs and a multiple, ulcerative lesion
on the scrotum (Figs. 1a—lc). An auricular examination
revealed an ulcerative tumor on the posterior wall of the
FAC and erythematous papules on the helix (Fig. 1d).

An examination of the lymph node areas found mobile,
painless inguinal adenopathy, firm on palpation. The
rest of the clinical examination was normal. A skin
biopsy and a biopsy of the auricular process with
an immunohistochemistry study were in favor of

transformed MF (Fig. 2a).

CT of the petrous bone revealed a heterogeneous filling
of the EAC and the left eardrum, which was in favor of
a tumoral process (Fig. 2b). An extended examination
through imaging and a biological test was normal and
showed no metastasis.

A diagnosis of MF with large cell transformation
located in the EAC was established. It was classified as
T3NIMOBO IIB. He was transferred to the hematology
department to receive polychemotherapy and, then, he
was lost to sight.
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Figure 1: (a) Ulcerative tumor on the right nipple and erythematous
papules on the trunk, abdomen, and arms.(b) Annular, ulcerative tumors
localized in the hypogastrium.(c) Erythematous papule with cicatricial
pigmentation of the back. (d) Erythematous papules of the helix and
the tumoral process.

Figure 2: (a) Histology with epidermotropism and atypical lymphocyte.
(b) CT of the petrous bone revealing a heterogeneous filling of the EAC
and the left eardrum.

DISCUSSION

The incidence of malignant EAC tumors is low.
The most common tumors are adenocarcinoma and
squamous cell carcinoma. Seventeen cases of MF
involving the external ear and EAC have been described
so far [2]. Ours was the first case of MF with large cell
transformation located in the external auditory canal.

The clinical presentation of MF at the CAE level is not
specific. It may be manifested by otalgia, hypoacusis,
or otorrhea [3]. The involvement of the EAC by MF

portends a poor prognosis [2].

The main complications are essentially infection
(otitis) and perforation of the eardrum [4].
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Diagnosis is based on histology with an
immunohistochemistry study. The biopsy should be
deep, or even a complete excision of the process should
be performed so as not to miss the diagnosis.

The diagnosis is histological and finds discreet
epidermotropism, an atypical lymphocyte
population (at least 25%), and significant mitotic
activity. The phenotype of these cells may be CD30+
or CD30-.

Diffusion of the lesions to cutaneous, ganglionic,
then all organs (spleen, liver, kidneys, lung, GI tract,
oropharynx, MO, CNS, etc.) may occur.

The evolution is quick toward the aggressive form and
the prognosis is poor. The MF is a great imitator of
psoriasis, tinea, and syphilis especially if the lesions are
annular [5]. This is why it is always necessary to consider
the diagnosis of MF in front of any chronic dermatosis
and not to hesitate to multiply the biopsies [6].

Dermoscopy may sometimes help to guide the
diagnosis of MF if there is a lesion on the body. The
main finding is short linear vessels, dotted vessels, and
orangish-yellow, patchy areas [7].

The treatment is poorly codified and depends on
the extent of the lesions: localized radiotherapy,
monochemotherapy, or polychemotherapy.

In our patient, polychemotherapy treatment with
CHOP (cyclophosphamide, doxorubicin, vincristine,
and prednisone) was prescribed.

CONCLUSION

The auricular location of the MF is exceptional. It will
be necessary to perform a systematic ENT examination
in front of any MF even if the clinical manifestations
are not specific.

Consent

The examination of the patient was conducted according to the
principles of the Declaration of Helsinki.

The authors certify that they have obtained all appropriate patient
consent forms, in which the patients gave their consent for images
and other clinical information to be included in the journal. The
patients understand that their names and initials will not be
published and due effort will be made to conceal their identity,
but that anonymity cannot be guaranteed.
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