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Abstract- Non Hodgkin lymphoma (NHL) constitutes 5% of all head & neck cancer. The incidence of it has

been increased over the last four decades. One of main characteristic of NHL is extranodal presentation that

has different pattern in various part of world. A retrospective was designed in a tertiary referral center. It has

been done between January 1996 and March 2006. All clinical and pathological characteristics were eva-

luated. 129 patients were included in this study, 89 male and 49 female. The mean age was 49 year. The most

common site of involvement was Waldeyer’s ring and the most common presenting symptom was cervical

mass. 48% of patients had lymphadenopathy and 12% had B symptom. The most common histologic type

was diffuse large cell lymphoma. In our series male to female ratio was 2.2 that are more than other studies .it

seems that extranodal presentation is more common in Iranian patients than other population.
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Introduction

Lymphomas are a group of lymph proliferative disorders
that can be classified in two main ways: histological and
immunophenotypic. Histological classification subdi-
vides lymphomas in the two main groups of Hodgkin’s
and non-Hodgkin’s lymphomas, depending on whether
the large multinucleated Reed-Sternberg cells are
present (1). Reed-Sternberg cells are characteristic of
Hodgkin’s lymphoma. : Non Hodgkin lymphoma (NHL)
constitutes 5% of all head and neck cancer. The inci-
dence of it has been increased over the last four decades.
These diseases usually present with painless lymphade-
nopathy, the signs and symptoms of a non-Hodgkin's
lymphoma may be similar to those of a head and neck
squamous cancer, and only the distinction can be made
by biopsy, but non-Hodgkin’s lymphomas can present
with extranodal masses, which most frequently occur in
Waldeyer’s ring (1) Salivary glands can also be affected,
and non-Hodgkin’s lymphomas may arise from aggre-
gates of lymph tissue within the gland or from malignant
transformation in a myoepithelial sialadenitis (2, 3). The
localization of tumor presentation by site reveals tonsil
to be the most common, followed by nasopharynx, oral
cavity, salivary Glands, paranasal sinuses and base of
tongue.

Long-term results in patients presenting with extra
nodal lymphomas in the head and neck area vary great-
ly, depending not only on histology, but also on sites of
presentation although many studies describing the clini-
cal and histopathologic features of PE-NHL had been
published, there are still insufficient data about general
characteristics and geographic variations of PE-NHL
(3,4-6). These are defined as primary extranodal-NHLs
(PE-NHLs) and constitute about 35% of NHLs with a
considerable wide range of 24%—48%, which may re-
flect geographic variations.

So we designed a retrospective study to evaluate the
clinical and histopathologic characteristics of patients
with PE-NHL (extranodal presentation of non Hodgkin
lymphoma) in Iran.

Patients and Methods

In the present study, the data from 129 consecutive cases
of NHL registered in one tertiary referral center (Imam
Khomainey hospital) between January 1996 and March
2006 were analyzed. The study design was retrospective.
Patients with mycosis fungoides, Sezary’s syndrome,
acute lymphocytic leukemia and chronic lymphocytic
leukemia were excluded. There has been some contro-
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versy in the literature about the definition of PE-NHLs.
We adapted Isaacson’s definition for our cases (7, 8).
According to that definition, lymphomas were consi-
dered to be extranodal if they presented with predomi-
nant disease at any extranodal site and needed direct
treatment to that site. Waldeyer’s ring, which constitutes
the palatine, lingual, pharyngeal, and tubal tonsils, was
considered to be an extranodal site. 15 patients with
nodal first presentation or the head and neck presenta-
tion is secondary to other sites involvement was ex-
cluded. We used patients’ history and pathologic notes
for data collections. Our researched variables were age,
sex, clinical presentation, first site of involvement, and
pathologic type. Diagnosis was made of endoscopic
and/or surgical biopsies. Histopathologic classification
was done according to the Working Formulation All
calculations were performed using the SPSS 6.0 for
Windows statistical package. This research was ap-
proved with ethic committee of Tehran University and
the patients’ information will be confidential in this sur-
vey.
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Results

129 patients were evaluated in this study. The mean age
was 49 (SD = 8.7) with the range 5 and 88. The most
common group was between 50 and 60. The disease was
more common in man than women and male to female
ratio was 69% to 31%, there was 89 male and 40 female
in studied group. The most of our patients live in central
part of country. Neck mass was the most common pres-
entation in the studied group, the other presentations
were summarized in the table 1.

The mean duration before diagnosis was 5.2 (SD =
1.3) month. 48% of them had lymphadenopathy and
12% had B symptoms (fever more than 38 °C, night
sweating, and weight loss more than 10% in 6 month).

The most common sites of involvement in head and
neck were waldeyer‘s ring, sinonasal, and salivary
gland. 2 patients with NHL that presented in tonsil after
a short period showed GI involvement and may be re-
lated to MALToma.
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Figure 1. Site of involvement

Table 1. clinical presentation

Clinical presentation percent Clinical presentation percent
Neck mass 31 Hearing loss 2.3
Throat bulging 26.4 Epistaxsis 23
Cheek bulging 18.6 Hyper nasal speech 2.3
Dysphagia 16.3 Palatal mass 2.3
Nasal obstruction 13.2 Visual problem 23
Throat pain 11.6 Epiphora 2.3
Mandibular bulging 9.3 Airway obstruction 23
proptosis 7 Dysphonia 1.6
Otalgia 3.1 Tongue mass 0.8
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Table 2. Pathologic type

Pathologic type Percent
Diffuse large cell 64.3
Diffuse mixed cell 10.9
Diffuse small cell 9.3
Small lymphocytic 1.6
Immunoblastic 1.6
lymphoblastic 1.6
Immunocytic 0.8
Marginal zone 0.8
Burkitt 0.8

The most prevalent pathologic type was diffuse large
cell lymphoma, and the other common pathological type
was showed in table 2. 84% of patient had moderate
degree of differentiation, 3.9% high grade, and 3.1%
low grade.

70 % of researched group were in stage I, II at time
of diagnosis and others in higher stage.

Discussion

This study analyzes epidemiologic characteristic, clini-
cal presentation, histopathologic, and distribution of
primary extra nodal lymphomas in one tertiary referral
center in Iran In the first study, Waldeyer’s ring was
classified as a nodal site, but the second trial included
them as PE-NHLs.

In the Middle East, PE-NHLs constitute more than
40% of all NHLs (9). One explanation for this relatively
high incidence is increased frequency of gastrointestinal
lymphomas in the Middle East. Primary gastrointestinal
lymphomas comprise 46.5% of PE-NHLs in Lebanon,
whereas this ratio is 20% to 36% in Western countries
(1, 10). In our cases the percentage of primary gastroin-
testinal lymphomas was only 2 patients but because of
limitation of this research we can not compare it to 61%,
which is the usual rate in the Middle East. Within pri-
mary gastrointestinal lymphoma, gastric lymphoma is
three times more common than small intestinal lym-
phoma in the West, whereas the reverse is true in the
Middle East. There was only one case with small intes-
tinal lymphoma developing secondary to IPSID.

The male/female ratio was about 2.2 in our cases.
Female predominance was mentioned in some studies
but in other reports were equal or a little more. This
finding (M/F = 2.2) is inconsistent with the most data in
the literature (9, 11).

Mean ages of the patients were 49 year but in other
reports are 55, 58, and 77 the youngest cases in this
study were the patients with testis lymphoma. It seems
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that our patients at least 6 years younger than the other
one(9) The most common group in our series was be-
tween 50 and 60 but this different in other studies that
reported that twenty six to fifty years old was the most
common age range (12, 13).

The most common clinical presentation in studied
group was neck mass like other studies in literature, so
we should consider lymphoma in differential diagnosis
in every body that referred with neck mass (14, 15).

The incidence of lymphadenopathy in this group was
48% and in other research are 50% and 47% (22, 23)
comparing B symptom in our patients and other studies
show that these symptoms are less frequent. (12% and
15% -20%) (16, 17).

The most common extranodal presentation was wal-
deyer’s ring involvement that is similar to other series.

Histopathologic examination revealed diffuse large
cell lymphoma is the most common pathologic type.
Diffuse large cell lymphoma was more common in other
studies and so that is compatible with other results (18-
20). 85% of our patients had moderate grading based on
WF (working formulation); this data is very similar to
other researches (9, 19, 20).

Based on patients’ history 70% of NHL in our center
treated in stage I or II , but this is more higher in other
centers 75% (4, 21), 90% (3).

However, selection bias should be taken into account
during the assessment of retrospective studies. The re-
sults of the ongoing prospective randomized studies
might be more informative on the standard treatment of
PE-NHLs.
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