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ABSTRACT
We describe a case of a 78-year-old patient who presented perichondritis of the pinna in a mycosis fungoides context. The clinical course is 
marked by progressive necrosis of the pinna, which required surgical management. Final anatomopathological analysis of the surgical sam-
ple confirmed mycosis fungoides which transformed into a large T-cell lymphoma. Mycosis fungoides is the most common cutaneous T-cell 
lymphoma. The location of mycosis fungoides in the pinna is an extremely rare expression of this pathology. This case presents 3 interests 
regarding this disease: reminding its rare existence and potential aggressivity in the pinna, reminding its ability to initially mimic a perichondritis, 
and illustrating it with a perfect iconography.
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Introduction

Mycosis fungoides is the most common cutaneous T-cell 
lymphoma and is characterized by a clonal proliferation of 
mature, CD4-positive T cells in the skin. The early disease 
phase is characterized by persistent erythematous plaques of 
variable size and shape with a scaly, atrophic appearance and 
is usually located in sun-protected areas.1 Most patients see 
a doctor at an early stage and have an indolent course with 
minimal risk of disease progression. However, some patients 
may progress to an advanced stage characterized by skin 
tumors, erythroderma (a sign of the leukemic phase of the dis-
ease), lymph node involvement, or visceral involvement. This 
stage is associated with a poor prognosis.2

We describe the case of a 78-year-old patient who presented 
perichondritis of the pinna in a mycosis fungoides context, 
which was found to be an extremely rare location of this 
disease.

Case Presentation

A 78-year-old man, followed in hematology for mycosis fun-
goides, was referred to the ear, nose, and throat emergency 
department for a painful swelling of the pinna which had been 
progressing for several weeks (Figure 1). Clinical examination 

showed a swollen, erythematous, and suppurated pinna. 
Bacteriological analysis of purulent secretions from the pinna 
revealed infection with Staphylococcus aureus. Initially, a 
diagnosis of perichondritis was made. The patient received 
intravenous antibiotic therapy in combination with local care. 
Following a pejorative local evolution and the onset of new 
skin lesions, biopsies were done. Anatomopathological analysis 
revealed the presence of mycosis fungoides in the pinna and 
the skin. The clinical course was marked by progressive necro-
sis of the pinna (Figure 2), which required surgical manage-
ment. The patient refused amputation of the pinna; therefore, 
an attempt of reconstruction after a partial amputation was 
performed. The reconstruction used a shaped femoral cortex 
graft (Figure 3A-C). Final anatomopathological analysis of the 
surgical sample confirmed mycosis fungoides that had trans-
formed into a large T-cell lymphoma. The analysis also con-
firmed the excision was complete. Unfortunately, the patient 
had a rejection of the bone graft (Figure 4A). It was removed 
to allow proper healing of the remaining pinna (Figure 4B). The 
patient was finally satisfied with the esthetic result (Figure 4C).

Discussion

The location of mycosis fungoides in the pinna is extremely 
rare. Indeed, a case report was published in 2016 by La Selva 
et  al.3 In this article, the local evolution was not marked by 
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progressive necrosis of the pinna and the patient did not 
require surgical sanction. He received systemic treatment with 
recombinant interferon alfa-2b and local radiotherapy (30 Gy 
in 15 fractions). Our patient was treated by surgery, without 
local radiotherapy. He also underwent interferon and Psoralen 
and UltraViolet A (PUVA) therapy for his pinna lesion.

A recent retrospective analysis by Wilkinson et al4 reported a 
large series of 17 patients with mycosis fungoides involving the 
external ear and the external ear canal. Of these patients, 2 had 
involvement of the external ear only. They found mycosis fun-
goides involvement of the ear external canal was associated 
with inferior overall survival compared to patients without ear 
external canal involvement.

Regarding other head and neck locations of mycosis fungoides, 
a few cases have also been described such as in the larynx,5 the 
middle ear and the mastoïd,6 the external auditory meatus,7 
and in the nasal mucosa.8

A single-center Asian study of 124 cases of mycosis fungoides 
conducted by Jung et al9 in 2021 showed that 30% of patients 
had skin involvement in the head and neck region at the time 
of diagnosis. They also described that the head and neck loca-
tion of mycosis fungoides is associated with a poorer progno-
sis and shorter survival because extracutaneous involvement 
(lymph node metastasis, visceral involvement) and large cell 
transformation were significantly more frequent in patients 
with a head and neck location of mycosis fungoides. In our 
case, a positron emission tomography-computed tomography 
was performed and did not show any lymph node or distant 
metastasis.

Main Points

•	 The location of mycosis fungoides in the pinna is extremely 
rare but can be extremely aggressive.

•	 It can be considered in the differential diagnosis of perichon-
dritis for a patient known or unknown for this pathology.

•	 Biopsies are useful in cases of atypical lesions.

Figure 1.  The patient presented a painful swelling of the pinna that 
had been evolving for several weeks.

Figure 2.  The clinical course is marked by progressive necrosis of the 
pinna.

Figure 3.  (A) Amputation of the upper third of the pinna which is 
necrotic. Calibration of the bone graft. Use of the Antia-Bush surgical 
technique: incision of the skin from the helix to the ear lobule allowing 
the helix to be raised to the maximum. (B) Placement of the bone 
graft in a “pocket” in the retroauricular skin. Shaping of a second strip 
of cortical bone, attached to the main graft, to reproduce the relief of 
the upper portion of the helix. (C) Perform a Z-plasty to cover the 
bone graft.

Figure 4.  (A) Progressive rejection of the bone graft with necrosis of 
the surrounding skin. (B) Surgical revision for graft extraction and 
closure plasty. (C) Final aesthetic result after surgical revision.
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Conclusion

The location of mycosis fungoides in the pinna is an extremely 
rare expression of this pathology. Although rare, mycosis fun-
goides can be considered in the differential diagnosis of peri-
chondritis in a patient known or unknown for this pathology. 
Regular follow-up of these patients is necessary and biopsies 
in case of atypical lesions should be considered. The interest 
of this case lies in the aggressiveness of the disease and its 
iconography, allowing the reader to keep this differential diag-
nosis in mind.

Informed Consent: Written informed consent was obtained from the 
patient who agreed to take part in the study.

Peer-review: Externally peer-reviewed.

Author Contributions: Concept – L.D., E.G.; Design – L.D., E.G.; 
Supervision – V.L., J.P.V.; Resources – L.D., E.G.; Materials – L.D., E.G.; 
Data Collection and/or Processing – L.D., E.G.; Analysis and/or 
Interpretation – L.D., E.G.; Literature Search – L.D., J.P.V.; Writing – L.D., 
E.G.; Critical Review – L.D., E.G.

Declaration of Interests: The authors have no conflict of interest to 
declare.

Funding: The authors declared that this study has received no finan-
cial support.

References
1.	 Hodak E, Amitay-Laish I. Mycosis fungoides: a great imitator. Clin 

Dermatol. 2019;37(3):255-267. [CrossRef]
2.	 Larocca C, Kupper T. Mycosis fungoides and Sézary syndrome: 

an update. Hematol Oncol Clin N Am. 2019;33(1):103-120. 
[CrossRef]

3.	 La Selva  R, Fava  P, Savoia  P. Misleading mycosis fungoides: peri-
chondritis. G Ital Dermatol Venereol. 2016;151(1):118-119.

4.	 Wilkinson  AJ, Nader  ME, Roberts  D, et  al. Survival outcomes of 
patients with mycosis fungoides involving the external ear and ear 
canal. Laryngoscope. 2022:1-6. [CrossRef]

5.	 Bauman TM, Wichterman CM, Musiek AC, Nemer KM. Hoarseness 
as a presentation of mycosis fungoides infiltrating the larynx. BMJ 
Case Rep. 2017;2017. [CrossRef]

6.	 Zackheim HS, Lebo CF, Wasserstein P, et al. Mycosis fungoides of 
the mastoid, middle ear, and CNS. Literature review of mycosis 
fungoides of the CNS. Arch Dermatol. 1983;119(4):311-318. 
[CrossRef]

7.	 Fenwick  JD. Mycosis fungoides involving the external auditory 
meatus. J Laryngol Otol. 1975;89(11):1155-1159. [CrossRef]

8.	 Gruson LM, Heller P, Hemmerdinger SA. Mycosis fungoides involv-
ing the nasal mucosa. J Am Acad Dermatol. 2007;56(5):S112-S114. 
[CrossRef]

9.	 Jung  JM, Yoo  H, Lim  DJ, et  al. Clinicoprognostic implications of 
head and neck involvement by mycosis fungoides: a retrospective 
cohort study. J Am Acad Dermatol. 2022;86(6):1258-1265. 
[CrossRef]

https://doi.org/10.1016/j.clindermatol.2019.01.004
https://doi.org/10.1016/j.hoc.2018.09.001
https://doi.org/10.1002/lary.30377
https://doi.org/10.1136/bcr-2017-221531
https://doi.org/10.1001/archderm.1983.01650280039013
https://doi.org/10.1017/s0022215100081524
https://doi.org/10.1016/j.jaad.2006.03.019
https://doi.org/10.1016/j.jaad.2021.03.056

