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Abstract

Usually the oral manifestations of NHL are secondary to a more widespread involvement through-
out the body, however, it can rarely present as a primary lesion in the oral cavity, having 0.1% -
0.2% prevalence. In this paper we report a case of highly proliferative oral non-Hodgkin lympho-
ma which presented with very mild symptoms, but had a sudden and significant progression in
less than two weeks with involvement of all four quadrants of the oral cavity.
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1. Introduction

Lymphomas are malignant neoplasms of the lymphocyte cell lines. Histologically they are characterized by the
presence or absence of Reed-Sternberg cells. Reed-Sternberg cells are pathognomic of Hodgkin’s disease, and
all other lymphoid neoplasms that lack these cells are characterized as non-Hodgkin’s Lymphomas (NHL). They
mainly involve lymph nodes, spleen and other non-hemopoietic tissues, with painless enlargement of lymph
nodes being the most common presenting symptom. However, an important feature of NHL which distinguishes
it from Hodgkin’s disease is that NHL can arise in an extranodal site, either as a primary or occult lesion [1] [2].
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Although the predominant sites of lymphoma occurrence are lymph nodes, it also occurs in other organs. Most
NHLs arise in lymph nodes or other lymphatic tissues such as the spleen, Waldeyer’s ring and thymus [2]. In-
volvement of extranodal organs is a common finding after staging investigation, however, about 25% - 40% of
NHL patients present with a primary extranodal lymphoma, and common presenting sites include gastrointestin-
al tract, pharynx, thyroid, lung, central nervous system, orbit, salivary glands and skin [3] [4]. In head and neck,
lymphomas are the most common neoplasms second to squamous cell carcinoma, and make up 5% of all malig-
nancies of head and neck. Moreover, the head and neck is the second most common region for the extra-nodal
lymphomas after that of gastrointestinal Tract [1] [2].

Usually the oral manifestations of NHL are secondary to a more widespread involvement throughout the body,
however, it can rarely present as a primary lesion in the oral cavity, having 0.1% - 0.2% prevalence [4] [5].
Waldeyer’s ring is the most common site of lymphomas involving the oral region. Though primary intraoral le-
sions in NHL are uncommon, it is important to be aware of them, since intraoral manifestations are the present-
ing symptom in these patients. In this study, we report a case of maxillofacial and intraoral lymphoma with rapid
growth and bony destruction.

2. Case Report

A 32-year-old woman was seen at our center complaining of severe pain and swelling in her mouth that had
been developed in the last two weeks. On history taking, she mentioned that she visited her dentist for a small
lesion she felt in her posterior tooth of left mandible. She was not able to remember the time when the lesion
appeared, but she mentioned that the mild pain and discomfort had started a couple of days before the day she
visited her dentist. With the diagnosis of infection, the tooth was extracted by the dentist and she was prescribed
antibiotics. After a few days, her oral cavity started to swell, so that she developed mild to moderate dysphagia.
The pain and swelling worsened dramatically and she was referred to the oral medicine department for further
investigation. Extraoral examination revealed asymmetry and swelling of the left side of the face. Intra-oral ex-
am showed a firm mass on the right side of the maxillary ridge (buccal and palatal), 4 - 5 cm in diameter and al-
so a4 - 5 cm firm mass on mandibular ridge on the same side that had resulted in gingival erosion, with bosse-
lated surface and pink color (Figure 1).

The lesion was also associated with a bulky cervical mass growing on the right cervical region, starting from
the submaxillary region up to the supra-clavicular region. Examination of the rest of the body was normal, and

Figure 1. Patient’s mouth on clinical examination. (a) Left upper quadrant of the mouth; (b) Left lower
quadrant of the mouth; (c) Right upper quadrant of the mouth; (d) Left lower quadrant of the mouth.



S. Alirezaei et al.

there was no fever or night sweats. She only mentioned a slight weight loss in the past two week because of im-
proper eating due to dysphagia and pain.

Head and neck computed tomography scan showed a 48 x 36 mm soft tissue mass with bony destruction in
the body of left mandible, with extension to alveolar ridge and inner side of mandible; a tumoral lesion in left
maxilla with extension to left maxillary sinus causing destruction the floor of left antrum; and multiple lympha-
denopatheis in submandibular and jugulodigastric chains bilaterally (Figures 2 and 3).

An incisional biopsy was performed. Microscopic, immunohistochemical and molecular features of the re-
ported case confirmed the diagnosis of primary diffuse large B-cell Lymphoma of the oral cavity (Figures
4(a)-(c)). according to the Revised European-American Classification of Lymphoid Neoplasms/World Health
Organization classification of lymphoid neoplasms (REAL/WHO).

Staging work-up was performed. There were no signs of the disease elsewhere in the body. Computed tomo-
graphy and MRI scans of the chest, abdomen and pelvis, as well as bone marrow biopsy did not show any ab-
normalities. Laboratory tests including renal and liver function tests were within normal limits and the patient
was HIV negative. The result of Ki67 returned as >90%.

The patient was referred for chemotherapy. After two cycles of R-CHOP regimen, the oral lesions regressed
significantly and the patient became symptom free (Figure 5).

PATHOLOGY
CONSULTATION REPORT
Clinical History: 31 year-old female patient. Spiral CT-scan of 1391/09/02: abnormal
destructive mass in the left side of face involvingleft antrum and left maxilla

RECEIVED SPECIMEN:

*  Two paraffin blocks labeled 91-135/1 and 2

+  Copyof Path. Report from Shahid Beheshti University, dentistry faculty, Ref No
91-135, dated 1391/08/30. Specimen designationin the report: “mandible &
maxilla soft tissue, left side, incisional biopsy”.

Immunohistochemistry:

LCA: positive.

€D20: positive in most neoplastic cells.

CD3: negative.

CD138: weakly positive in a small number of neoplasticcells.
BCL6: negative.

BCL12: weakly positive.

CD10: weakly positive.

CD79a: strongly positive

Ki67: positive in over 90% of the neoplastic cells

©

Figure 2. (a) Histological examination Specimen biopsied showing the non hodgkins lymphoma diffuse large Bcell typeH &
E stain. Magnification x400; (b) Necrotic foci in diffuse large B cell lymphoma; (c) IHC REPORT.
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Figure 3. An axial CT image with soft tissue algorithm revealing irregular resorbtion of the
left maxilla.

Figure 4. An axial CT image with soft tissue algorithm revealing irregular resorbtion of the left mandibule.

She has recently completed her chemotherapy and radiotherapy treatments, and at present she is still symptom
free with no signs of recurrence/unresponsiveness. Regular follow-up visits have been arranged for her at our

center.
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Figure 5. Patient’s mouth after first cycle of chemotherapy
(compare with Figure 1(b)).

3. Discussion

The incidence of head and neck NHL has increased in the last few years. The incidence increases with age and
generally older adults are involved. Furthermore, the incidence of oral lesions as the first presentation of a sys-
temic lymphoma also seems to be increasing. Study of Vander Waal et al., on 40 of primary extranodal NHL of
the oral cavity, showed that the mean age of developing the disease was 59 years (3 - 88 years) and male gender
was more commonly involved. In their study, in 66% of the cases, the lesion arose from soft tissues, and 77% of
these were seen in the upper jaw [6].

The most common site involved in oral cavity was also showed to be palate and gingiva. In, Shah GH et al.
study on 15 cases of isolated primary extranodal lymphoma of the oral cavity; they reported the upper gingivo-
buccal complex as the most common site of involvement [7]. Guevara-Canales et al. in a systematic review of
15 studies and a total 714 patients, reported that the most frequent intra-oral location was gingiva, followed by
palate [1]. Many studies have shown that primary oral lymphomas present with a soft to firm soft tissue mass
which is usually non-tender and may or may not be ulcerated. This lesion can mimic periodontal or apical ab-
scesses [8] [9]. Bony lesions, however, often present with low grade pain which can mimic a toothache making
the diagnosis difficult. Radiographically, these bony lesions appear very similar to osteomyelitis or other malig-
nancies creating even more difficulty in diagnosis [1]. Studies have also shown that jaw involvement by NHL is
rare, but among jaw lesions, maxilla is more frequently involved than mandible.

In our case, the patient’s main complaint was a rather severe pain which stopped her from proper eating,
which could be due to diffuse involvement of soft tissue and bones in all four quadrants of the oral cavity. This
widespread involvement of the oral cavity is rather uncommon, and what makes this case interesting is the fact
that she only had a slight pain in one of her teeth, with no other sign and symptoms, when she first went to see
her dentist. It is interesting how such an aggressive tumor (with Ki67 > 90%) which caused swelling of all four
quadrants of the oral cavity in less than two weeks, did not have any symptoms just two weeks before the diag-
nosis, apart from a mild ache in one of the teeth.

4. Conclusion

Although rare, NHL can involve facial bones with only mild and non-characteristic symptoms. The diagnosis of
oral lymphomas may be challenging because frequently there is a low index of clinical suspicion, leading to
misdiagnosis or delayed treatment. Therefore, it is important that health care professionals be more alert about
this malignancy, and perform a thorough physical examination, supported by proper radiological and histopa-
thological investigations in order to identify the disease at an earlier stage.
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