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ARTICLE INFO ABSTRACT
Keywords: Lymphoma is considered as cancer of the lymphoid tissue that exists in two main categories,
Primary extranodal non-Hodgkin’s lymphoma including Hodgkin’s and non-Hodgkin’s lymphoma. Primary extranodal non-Hodgkin’s lym-

Mandibular condyle

phoma of the mandibular condyle is extremely rarely reported. Comprehensive examination is
Anaplastic large cell lymphoma

required to establish more possible diagnosis for every patient. To learn more about this lesion,
this case report of a patient with anaplastic large cell lymphoma occurring in the mandibular
condyle has been presented. The pathological examination of this tumor included diffused
atypical lymphocytic cells infiltrating, hyperchromatic nuclei and atypical mitosis. The patient
has been treated chemotherapeutically by 6 cycles of EPOCH (Pirarubicin 20mg d1-2,10mg d3-4
and 151 Etoposide 50mg d1-4 and Vinorelbine 10mg d1-4 and Ifosfamide 1.5g d5 and 152
Prednisone 100mg d1-5) and has been followed up to 13 months. Considerable bone regeneration
progressed through the follow up time. In conclusion, the primary extranodal non-hodgkin’s
lymphoma of the mandibular condyle should not be excluded from the differential diagnosis and
this disease can be treated by chemical therapy.

1. Introduction

Depending on the Reed-Sternberg cells, lymphoma of the lymphoid tissue is classified into Hodgkin lymphoma (HL) and non-
Hodgkin lymphoma (NHL), 90% of lymphomas are NHL [1]. The NHL can subgrouped to B and T-cell types, which in turn the
T-cell type represents 25%. Anaplastic large cell lymphoma has been classified by the World Health Organization as a subtype of
peripheral T-cell lymphoma [2,3]. Most of NHLs arise in lymph nodes, 25%-40% of patients with NHL present with extranodal
involvement [4]. With the gastrointestinal tract being the most commonly affected site followed by the head and neck region, sub-
cutaneous tissue, and skin. In the oral cavity, NHL affects mostly the Waldeyer’s ring which involves the lymphoid tissue of the tonsils,
the soft palate, the nasopharynx, and the base of the tongue, but also can affect buccal mucosa, the tongue, the floor of the mouth, the
retromolar area, and the jaw bones [5].

The majority of primary bone lymphomas are NHL [6]. It was first described by Oberling in 1928 [7], and further reported by
Parker and Jackson 1939 [8] in their series on primary reticulum cell sarcoma of bone [6,9]. The mechanism of the NHLs occurrence is
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Fig. 1. (A) Maxillofacial asymmetry with swollen right side; (B) limited mouth opening about 2.5 cm; (C) normal intercuspal position; (D) abnormal
Bennett movement.

not clear, the most common factors include immunodeficiency, autoimmune diseases, infections, exposure to noxious chemical agents,
radiation chemotherapy and hereditary factors [10]. Sometimes, the NHL can develop without any other related conditions. The
clinical presentation of oral NHL varies from non-tender swellings to ulcerated masses, with varying degrees of mouth opening lim-
itation and may mimic some benign or malignant lesions depending on their clinical characteristics such as parotid gland adenoid

B

Fig. 2. (A) Diffuse and ill-defined radiolucent image at the right mandibular condyle area; (B) absorbed mandibular condyle.
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cystic carcinoma that can lead to limit opening mouth [11].
The aim of this report is to describe a rare case of primary extranodal NHL of the mandibular condyle and to get more knowledge
about this lesion.

2. Case report

A 19-year-old male patient was referred to our department for consultation of a swelling and painful lesion on his right cheek with
mouth opening limitation that started 30 days prior to his visit. The patient did not reveal any medical or family history, and denied
tobacco smoking and betel nut chewing. Upon clinical examination, there was facial asymmetry with swollen right side, extending
below and above the zygomatic arch and to the anterior temporal region, inferiorly to the lower border of the mandible, and from the
commissure of the mouth to the ear [Fig. 1A]. Examination of the lesion revealed normal color and temperature of the skin, mild

Fig. 3. (A) Lytic destruction and swollen soft tissue; (B) hyperintensity on T2-weighted imaging as diffuse increase.
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tenderness on palpation, clicking on the right TMJ, and limited mouth opening about 2.5 cm [Fig. 1B]. The intercuspal position was
normal [Fig. 1C], but the Bennett movement was found to be abnormal [12] [Fig. 1D]. No palpable nodes were found.

Initial panoramic radiographs showed a diffused and ill-defined radiolucency at the right mandibular condyle [Fig. 2A]. On CBCT
the whole mandibular condyle was obviously absorbed [Fig. 2B].

Axial CT showed a large mass with diffused destruction in the right mandibular condyle involving surrounding muscles [Fig. 3A].
Lytic destruction was found at the center of the mandibular condyle. The cortical destruction and soft tissue swelling (lateral pterygoid,
temporalis, masseter) were obvious in the right side of the face. MRI demonstrated bone marrow involvement and swelling of the
surrounding soft tissues. The lesion showed diffused hyperintensity on T2-weighted imaging. The lateral pterygoid, temporalis,

Fig. 4. (A, B) Hematoxylin-eosin staining showing diffused atypical lymphocytic cells infiltrating bone tissue with hyperchromatic nuclei and
atypical mitosis (magnification: A, x 100; B, x 200); (C-F) immunohistochemistry staining was performed to show the positivity for ALK (C), CD30
(D), EMA (E) and the high proliferation of Ki67 index >85% (F) (magnification x 200).
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masseter and medial pterygoid muscles were obviously swollen with streaky shape of the surrounding soft tissue [Fig. 3B].

Small sample was taken by preauricular approach. During the surgical procedure, destructed bone with granulation tissue has been
seen and the boundaries were not clear between bone and soft tissue. From the histological examination, the hematoxylin-eosin
staining showed diffused atypical lymphocyte cells infiltrating bone tissue with hyperchromatic nuclei and atypical mitosis
[Fig. 4A and B]. By the immunohistochemical and the extensive immunohistochemical staining the tumor cells stained positive for ALK
T-cell markers, CD30, EMA, GB (part), TIA-1 (part) and negative for B-cell markers CD20, CD79a, CD5 and CD7. The Ki-67 prolif-
eration index is >85% [Fig. 4C-F]. A panel of markers is decided based on morphological differential diagnosis (no single marker is
specific). This case seems very interesting based on the synchronous positive expression of CD30 and partial expression of TIA-1).
Recognition with the immunohistochemical staining pattern of the normal lymph node and the variety seen in lymphoma, and
Perceiving the distinctive distribution pattern of the positive CD20 and CD3 lymphocytes between normal and lymphoma conditions
are crucial to know the accurate determination of lymphoma. As well as, B cell lymphoma-2 (Bcl-2) positivity in the follicular focus
must be assessed by the number and circulation pattern of germinal center T cells that is essential in differentiating follicular lym-
phoma from reactive proliferation [13].

According to the American Joint Committee on Cancer and Union for International Cancer Control, the patient’s lesion was
classified as stage IVE.

Chemotherapeutic treatment with EPOCH (pirarubicin 20 mg day 1-2 and 10 mg day 3-4; etoposide 50 mg day 1-4; vinorelbine 10
mg day 1-4; ifosfamide 1.5 g day 5; prednisone 100 mg day 1-5) was decided according to the lesion’s stage. The EPOCH regimen’s

B

Fig. 5. (A) Maxillofacial symmetry; (B) mouth opening about 3.5 cm.
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side effects are effective for inhibition of tumor cell growth. The patient received 6 cycles of EPOCH in about one a month. The patient
did not have obvious myelosuppression, gastrointestinal reaction, increase of bone destruction, marasmus, and distant metastasis [13].
After the 6 cycles of EPOCH treatment, no tumor cell proliferation, facial symmetry [Fig. 5A], improved mouth opening (3.5 cm)
[Fig. 5B], Condylar bone regeneration [Fig. 6A], and increased Bone density [Fig. 6B]. The bone has been grown obviously after 9
months and 13 months [Fig. 7A and B- 8].
Periodic check up (such as blood, biochemistry, lymphocyte subset analysis, blood p-2 microglobulin, MR skull CT plain diffusion-
weighted imaging DWI) [14] was carried out to insure no recurrence of the lesion.

3. Discussion

This case report involves a 19-year-old male with non-Hodgkin’s lymphoma of the right mandibular condyle extravasated into the
adjacent tissues. Diagnosis was based on the histopathological examination associated with a partial removal and debridement of the
mandibular condyle and adjacent areas. Confirmation of the tumor initiated medical management of the tumor and the patient was
medically treated with six cycles of EPOCH with a positive result at 13 months post-surgery. There is radiographic evidence of new
bone formation in the condylar head and neck area. Long-term follow-up will be necessary to monitor for recurrence. Extranodal NHL
accounts for 25%-40% of the reported cases, but less than 1% rises in oral cavity. The head and neck are the second most common sites
for extranodal NHL, following the gastrointestinal tract [15]. In 1972 the first case series of NHL of oral cavity was published [16]

B

Fig. 6. (A) Mandibular condylar bone has grown; (B) right condylarbone density has increased.
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Fig. 7. After 9 months (A and B).

Fig. 8. After 13 months (A and B).

while case series of 71 cases that consider the largest published case series [17]. Primary extranodal Non-Hodgkin’s Lymphoma in the
mandibular condyle has not been published yet. 40 cases of primary extranodal NHL of the oral cavity reported that the mean age of its
occurrence is 59 years and a slight male predominance [18,19]. The etiology of NHL is not clear, but the incidence of this malignancy is
higher in immunodeficient conditions, such as Sjogren syndrome, systemic lupus erythematosus, rheumatoid arthritis and celiac,
infections, exposure to noxious chemical agents, radiation and chemotherapy, hereditary factors. Previous reports have recorded that
the risk of NHL occurrence is 60 times greater in HIV-positive patients than in otherwise healthy persons [20].

Oral lesions of NHL can manifest centrally within the bone or can occur in the soft tissues most commonly the gingiva, palate, and
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the buccal vestibule. The lesion may occur in bone and soft tissue at the same time. Patients often present with tooth mobility, un-
explained dental pain, localized maxillofacial swelling, pathological fracture, lymph node enlargement, fever, night sweats and
emaciation, and varying degrees of mouth opening limitation. In cone beam computed tomography CBCT the bone lesion is obviously
clear, some radiograph images usually include lytic destruction, periosteal reactions, cortical destruction, pathological fracture, and
the special feature. The CT scan shown that the bone was absorbed starting in the center of the lesion [9]. Histopathological exam-
ination has the gold standard for diagnosis of this lesion. Unfortunately the clinical diagnosis of the oral lymphoma is not easily
performed because it causes clinical features similar to other diseases, so it is crucial to include the extranodal NHL in the differential
diagnosis with periodontal disease, osteomyelitis, oral squamous cell carcinoma, osteogenic sarcoma, chondrosarcoma, metastatic
tumor and other malignancies [21].

Chemotherapy, radiotherapy, stem cell transplants, targeted therapy, immunotherapy or all are used for treating head and neck
NHL. The prognosis greatly depends on the extent of the disease, staging, histopathological subtype, and presence or absence of HIV
disease [15], as well as on the histological subtype of NHL. For example, among the T-cell lymphomas, anaplastic T-cell lymphoma
shows an aggressive behavior while mycosis fungoides have an indolent behavior. With systemic diseases, the patient’s prognosis is
poor [22]. In the term of diagnosis, there is correlation between location of the lymphoma and its stage so that maxillary and
mandibular lymphoma were diagnosed in stage II, and stage I for the lymphoma of the salivary gland, paranasal sinus, Waldeyer ring
and orbit. So the lymphomas of the bone have very poor prognosis [22]. Other treatment options include condylectomy without
reconstruction, condylectomy with total joint prosthesis, condylectomy with rib or sternoclavicular graft and osteogenesis distraction.

In conclusion, NHL that occurs in oral bony tissue can be aggressively destroying the bone widely if not diagnosed and treated early.
So NHL should not be excluded from the differential diagnosis of maxillofacial malignant diseases. In most instances, the dentists may
be the first one to identify maxillofacial NHL. Even though dentists do not treat lymphomas, early identification and prompt referral to
oncologist would result in timely management of the patient.
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