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Introduction. Acute laryngeal dyspnea is a life-threatening emergency, and the causes in adults are most often laryngeal tumors or
inflammatory edema. Lymphoma of the larynx and especially the mantle cell type is extremely rare. Case Presentation. We report a
case of a 43-year-old woman with no particular pathological history. She presented with progressive dyspnea which has evolved
towards an inspiratory bradypnea that worsened until she ultimately required an emergency tracheotomy. Biopsies revealed
mantle cell lymphoma. The patient has been staged IVB MIPI 6, and she was treated by immunochemotherapy followed by ASCT.
The therapeutic evaluation shows a complete remission, 18 months after, and the patient was always disease free. Conclusion. The
laryngeal localization of the mantle cell lymphoma is extremely rare; it may present catastrophically with acute airway obstruction.
The diagnosis is mostly histological, hence the interest of deep biopsy. Given its rarity, the therapeutic strategy must be discussed
case by case in a multidisciplinary consultation meeting.

1. Introduction

Acute laryngeal dyspnea is a life-threatening emergency, and
the causes in adults are most often laryngeal tumors or
inflammatory edema [1]. Laryngeal lymphoma is extremely
rare, accounting for less than 1% of laryngeal tumors [2].
Less than 100 cases have been reported in the literature,
including some cases of laryngeal mantle cell lymphoma
[3-5]. Because of its rarity, we want to show to the medical
community the clinical presentation of mantle cell lym-
phoma of the larynx which can be an emergency while
discussing possible therapeutic choices by reviewing the
literature.

2. Case Presentation

We report a case of a 43-year-old woman with no particular
pathological history. She presented with progressive dyspnea
which has evolved towards an inspiratory bradypnea that

worsened until she ultimately required an emergency tra-
cheotomy. Laryngoscopic examination showed an ob-
structive mass in the right infraglottic area. A punch biopsy
of larynx tumor and excision of left cervical adenopathy were
performed. The anatomopathological and immunohisto-
chemical examination revealed a blastoid variant of mantle
cell ymphoma CD20+, CD5+, cycline-D1+, LCA+, BCL6+/
-, MUM1+/-, CD3—, CD30-, ALK-, and Ki67 at 90%. The
patient reported general signs such as weight loss and
nocturnal sweats in the last six months. The ECOG (Eastern
Cooperative Oncology Group) performance status was 2,
and the clinical examination revealed a tumoral syndrome
made of bilateral cervical lymphadenopathy. Blood test
showed leukocytosis at 11300/mm® with hyper-
lymphocytosis at 6200/mm’ predominantly of small
mature lymphocytes and a high LDH level at 779 U/I (the
upper normal level limit of the laboratory is 245U/1). The rest
of the biological assessment was normal. The 18-FDG
positron emission tomography (PET) scan showed an over
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FIGURE 1: (a) PET/CT at diagnosis showed hyperpathological lymph node metabolism over and under the diaphragmatic involvement. (b)

PET/CT after treatment showed a complete metabolic remission.

FIGure 2: PET/CT at diagnosis showed pathological laryngeal
hypermetabolism with cricoid cartilage involvement (red arrow).

and under diaphragmatic lymph node involvement and
bilateral pathological pulmonary nodules (Figure 1(a)). A
pathological laryngeal hypermetabolism with cricoid carti-
lage involvement (SUVmax=15) was noticed (Figure 2),
and bone marrow biopsy was negative. The patient has been
staged IVB (Ann Arbor Classification), and the Mantle Cell
Lymphoma International Prognostic Index (MIPI) score was
6 (high-risk group). She was treated by immunochemo-
therapy with 4 cycles of R-DHAOX (rituximab, high-dose
aracytine, oxaliplatin, and dexamethasone), followed by
autologous hematopoietic stem cell transplantation (ASCT).
The therapeutic evaluation by PET scan shows a complete
remission (Figure 1(b)), and it was decided to continue with
maintenance therapy with rituximab every 2 months, but it
was refused by the patient. At the last visit, 18 months of
ASCT, the patient was always disease free.

3. Discussion

Acute laryngeal dyspnea is a life-threatening emergency, and
the causes in adults are most often laryngeal tumors or
inflammatory edema [1]. Laryngeal lymphoma in adults is
uncommon, accounting for less than 1% of all cases of

laryngeal malignancies. Less than 100 cases have been re-
ported in the literature [2]. Mantle cell lymphoma (MCL) is
rare and very aggressive; this subtype presents 5% of all non-
Hodgkin’s lymphomas [6]. Extranodal involvement in
mantle cell lymphoma is common in the bone marrow, the
gastrointestinal tract, and Waldeyer’s ring [7]. The larynx
involvement is extremely rare. In our literature review, some
cases of laryngeal MCL were reported [3-5] (Table 1). La-
ryngeal lymphoma presents clinically in a similar fashion to
squamous cell carcinoma, with symptoms such as hoarse-
ness, dyspnea, a foreign body sensation in the throat, or
stridor. Uncommonly, it may present catastrophically with
acute airway obstruction requiring immediate surgical in-
tervention as in our case [8]. Systemic symptomatology is
unusual, since laryngeal lymphomas tend to remain local-
ized for prolonged periods, although more aggressive forms
tend to spread earlier [9]. There is no consensus on the
treatment of MCL, and for young patients (<65 years) in
good general condition, the first-line therapeutic strategy is
based on the use of induction immunochemotherapy con-
taining cytarabine followed by consolidation with intensive
chemotherapy and autologous stem cell transplantation [10].
We opted for this strategy in our case. MCL is considered
incurable with current therapies and has historically been
associated with a poor prognosis. However, increased un-
derstanding of the disease biology has led to the develop-
ment of promising novel therapies in recent years [11].

4. Conclusion

Mantle cell lymphoma (MCL) is a rare and very aggressive
subtype of non-Hodgkin’s lymphoma with poor prognosis.
The laryngeal localization is extremely rare, and it may
present catastrophically with acute airway obstruction. The
diagnosis is mostly histological, hence the interest of deep
biopsy. Given its rarity, the therapeutic strategy must be



Case Reports in Hematology

"J[qefreae

jou :yN ‘uorsstwar ajo[dwod ) uostupaid Qunsuoula Qupiqnioxop prureydsoydopAd ‘qewrkmir :JOHD-Y unedijexo ‘Qunioere ‘Quoseyjowexap ‘QRWIXMLI :XOVH-Y woydwA] [[20 spuew (IO

p1oy omofdidore

Aderoyjorper + JOHD uonONIISqo [s] Te 1
MY O . VN VN yor + ﬁ%ﬂ%&%& ON jeseu sassorforg W 9% 6102 qumy A %
o $SI)SIP
Axojerrdsar
pa1a VN dOHO-Y VII ON mior3qng 2% eaBukie] W oL 10z (€] meN's
JA1SSa1301g
p10od o SsauasIeOy [#] Te 10
VN VN VN VN VN [800A 3s[ej JOLIIUE }JoT N 2A1ss21301 W 0 rtoe wooIn T
eoud{per
QATY o 1OSV +XOVHA-Y dAI SoX smofdeyur ysny S9X Arope HMW%H S 4 020t ased INQ
sisougerp
uoneaxqnd jo IO 10y Aderayy, je o9eys swoyduids uonezieoo] [eadukre]  Awojoayoely, uonguasaid xog a3y uoneoxqnd PRIy
2)ep UO Smje}g  SWOINQ 10qie uuy q [esrurD Jo IBX

"xufre| ot Jo ewoydwA] [[o0 apjuew jo syrodax ose)) i AIAV],



discussed case by case in a multidisciplinary consultation
meeting.
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