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Abstract

Mycosis fungoides is the most common type of cutaneous malignant T cell lymphoma which primarily affects skin. How-
ever, extracutaneous manifestation may occur in advanced stages, mostly observed in postmortum studies.

We present a case of mycosis fungoides that disseminated to the true vocal cord of a 48 year-old African American man
who presented with hoarseness. Only two cases that have also demonstrated a rare involvement of the true vocal cord have
been reported in the English literature. In both cases, mycosis fungoides infiltration of the true vocal cord was seen post-
mortem, along with visceral dissemination of mycosis fungoides. We herein describe a single extracutaneous manifestation
of mycosis fungoides in the true vocal cord of a living patient with a 21-year diagnosis of mycosis fungoides.

Vocal cord involvement by mycosis fungoides must be considered as one of the differential diagnoses in any mycosis fun-
goides patients who complain of persistent hoarseness. Awareness of this entity is clinically important due to the necessity

of a different management.
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Introduction

Mycosis fungoides (MF) was first described in
1806 by French dermatologist Jean-Louis-Marc Al-
ibert. MF is a rare malignant T cell lymphoma with
an abnormal CD4 expression that usually manifests
with a primary cutaneous presentation. The skin sur-
face can display erythematous and pruritic patches,
plaques, tumors with ulcerations, and a leukemic
phase (Sézary syndrome). The latter is seen in more
severe cases.

Laryngeal involvement is an extremely rare pre-
sentation with only six reported cases in the liter-
ature review. Although MF infiltration of the lar-
ynx is principally considered a visceral dissemi-
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nation of MF, evidence of primary extracutaneous
lesion of the larynx has been reported, as well.!?
Earlier data have also suggested a tendency of MF
to infiltrate the arytenoids, aryepiglottic fold and
laryngeal surface of the epiglottis in the larynx.?
To the best of our knowledge, this is the first re-
ported case of MF involving the true vocal cord as
the only extracutaneous manifestation in a living
patient.

The accurate diagnosis of this rare entity is critical
due to its specific treatment and management.

Case Report

A 48-year-old African American male presented
with pruritic patches in 1981 and was diagnosed
with MF in 1984. His treatment for MF included:
topical chemotherapy (nitrogen mustard), total body
electron beam radiation therapy and extracorporeal
photopheresis with chemotherapy (recombinant al-
pha interferon, methotrexate). In addition to MF, his
past medical history was complicated by systemic
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hypertension, congestive heart failure and diabetes
mellitus. His past hospitalizations were due to neu-
tropenic fever, pleural effusion, and pneumonia. In
June 2002, the patient presented with shortness of
breath, odynophagia, dysphagia, and hoarseness for
three weeks duration. Physical findings were rel-
evant for numerous ulcerative lesions on his skin.
He was referred to an otolaryngologist for further
work-up. Radiographs of the neck revealed a soft
tissue opacity overlying the proximal esophagus and
trachea under the hyoid bone.

A direct laryngoscopy was performed which
showed a bulging mass and maceration of the left
true vocal fold with extension into the subglottic re-
gion causing partial obstruction of the airway (Fig-
ure 1). No other lesions were found in the oral cavi-
ty, oropharynx, or hypopharynx. A biopsy was taken
of the glottic lesion and the otolaryngology surgeons
proceeded to debulk the remaining tumor. The pa-
tient continued with chemotherapy and radiotherapy
for MF, and was subsequently discharged from the
hospital. After debulking his larynx, he was hospi-
talized several times for dehydration, urinary tract
infections, multiple abscesses, cellulitis, and pneu-
monia. However; pruritic plaques, nodules, and skin
breakdown continued to persist in the patient all of
them appeared to be refractory to current therapies.

Figure 1. Direct laryngoscopy shows bulging of the tumor on

the left vocal cord before biopsy

Histopathology
Microscopic examination of the laryngeal mass
showed an intense infiltrate of slightly enlarged
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lymphocytes with convoluted nuclei and irregu-
lar borders focally extending into the vocal cord
mucosa (Figure 2). Immunohistochemistry results
demonstrated that the tumor cells were CD3*, CD4",
CD7-, CD§, and CD20" which were suggestive of a
diffuse T cell lineage in the tumor cell population.
T and B-cell receptor gene rearrangement studies
further revealed the presence of a monoclonal T cell
lymphocyte population without B cell monoclonal-
ity. Multiple peripheral blood smears were negative
for Sézary cells. A diagnosis of MF was confirmed
by immunohistochemistry and T cell gene rear-
rangement.

into the vocal cord
(H&E, low magnification)

Discussion

MF is the most common cutaneous T cell lympho-
ma. It occurs more frequently in males than females
(2:1 ratio), typically in the fourth to ninth decades
of life. The disease is more common in African
Americans than in Caucasians.® Postmortem stud-
ies! show visceral dissemination in approximately
70% of cases that present with advanced stage MF.
Cases presenting with generalized erythoderma, ul-
cers, or lymphadenopathy have an increased risk of
developing visceral involvement.> The most com-
monly affected organs include the lungs, spleen, liv-
er, kidneys, thyroid gland, pancreas, bone marrow,
and heart. Extracutaneous manifestations of MF in
the oral cavity,>*” esophagus,® larynx,'*># orophar-
ynx,*” nasopharynx,® and hypopharynx*’#have been
reported by various authors.

In the case presented here, persistent hoarseness
was an indication for direct laryngoscopy which re-
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vealed a fungating mass of the true vocal cord. Dif-
ferential diagnoses included tuberculosis, fungal in-
fection, and squamous cell carcinoma. MF was the
last in our differentials due to the rarity of laryngeal
involvement with MF and all imaging studies were
negative for extracutaneous involvement. A vocal
cord biopsy revealed atypical lymphocytic infiltra-
tion with no evidence of fungal infection, granulo-
matous process such as tuberclosis and/or squamous
cell carcinoma. Ancillary studies confirmed a diag-
nosis of MF.

Gordon et al.* published a case of MF with lesions
on the laryngeal surface of the epiglottis that ex-
tended to the pyriform sinus. MF dissemination to
the arytenoids, aryepiglottic fold and pyriform sinus
has been described in a case report by Ferlito et al.!
Kuhn et al.? reported a case of MF with a laryngeal
mass that involved the left epiglottis, left aryepiglot-
tic fold, left false vocal cord and left arytenoid with
left vocal cord paralysis. Paresis of the vocal cord
was attributed to infiltration of the recurrent laryn-
geal nerve. A second case presented by the authors
also showed an invasion of multiple laryngeal struc-
tures including microscopic invasion of the true vo-
cal cord in a postmortem evaluation.

True vocal cord manifestations of MF along with
cutaneous and laryngeal involvement were seen dur-
ing the autopsy of a case presented by Hood et al. 2

Lippert et al.’ published a case of a female patient
who developed a supraglottic lesion that extended
toward the false vocal cords and a secondary lesion
in the nasal cavity that infiltrated into the maxillary
sinus.

Esophageal manifestations of MF have been re-
ported by Redleaf et al.,* in which friable lesions of
the hypopharynx, arytenoids, and cervical esopha-
gus were observed. The authors have suggested that
MEF development in the upper gastrointestinal tract
presents a pattern in which it starts from the proxi-
mal esophagus and progresses to the distal.

Differential diagnosis for laryngeal lymphocytic
infiltrates include other hematologic malignancies
such as other types of lymphomas, multiple myelo-
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ma, Hodgkin’s disease, and acute or chronic leuke-
mias. "¢

In conclusion, MF rarely displays laryngeal in-
volvement and is less common when it is the only
extracutaneous manifestation of the disease. How-
ever, it should be included in the differential diagno-
sis in any MF patients who complain of hoarseness
and shortness of breath, due to its specific therapeu-
tic modalities and prognostic implications.
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