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Abstract Introduction: Diffuse large B cel

lymphoma (NHL), accounting for 25% of cases. Forty percent of patients with DLBCL present with the primary lesion in 

an extranodal site. Case Series: 

presenting at rare sites such as the adrenal, duodenum, ovary, nasopharynx, tonsil, skin and lung in our institution during 

a seven month period. These cases

different sites with a variety of differentials morphologically pertaining to their sites, posing diagnostic challenges but 

finally were given the same diagnosis. 

(IHC), in resolving the diagnostic dilemmas and arriving at a correct and early diagnosis of DLBCL at extra nodal sites. 
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INTRODUCTION 
Extranodal lymphoma refers to lymphomatous infiltration 

of anatomic sites other than the lymph nodes.

fourth of Non-Hodgkins lymphomas (NHL) arise from 

tissue other than lymph nodes and from sites which 

normally contain no lymphoid tissue.
1
 Diffuse large B 

cell lymphoma (DLBCL) is the most common histologic 

subtype of Non-Hodgkins lymphoma (NHL

for 25-30% in Western countries. Forty percent with 

DLBCL present with the primary lesion at extranodal 

sites. The gastrointestinal tract is the most frequent site of 

extranodal lymphomas.
2
 

 

AIM 
To highlight the importance of morphology 

immunohistochemistry (IHC) in extranodal DLBCL as it 

a poses a diagnosic challenge especially at rare sites
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Diffuse large B cell lymphoma (DLBCL) is the most common histologic subtype of Non

lymphoma (NHL), accounting for 25% of cases. Forty percent of patients with DLBCL present with the primary lesion in 

Case Series: We report a case series of nine cases of extranodal Non Hodgkin lymphoma (DLBCL) 

presenting at rare sites such as the adrenal, duodenum, ovary, nasopharynx, tonsil, skin and lung in our institution during 

a seven month period. These cases were of different age groups, had different clinical presentations

different sites with a variety of differentials morphologically pertaining to their sites, posing diagnostic challenges but 

finally were given the same diagnosis. Conclusion: In this series, we highlight the importance of 

(IHC), in resolving the diagnostic dilemmas and arriving at a correct and early diagnosis of DLBCL at extra nodal sites. 
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Extranodal lymphoma refers to lymphomatous infiltration 

of anatomic sites other than the lymph nodes. Nearly one-

Hodgkins lymphomas (NHL) arise from 

tissue other than lymph nodes and from sites which 

Diffuse large B 

cell lymphoma (DLBCL) is the most common histologic 

Hodgkins lymphoma (NHL) accounting 

30% in Western countries. Forty percent with 

DLBCL present with the primary lesion at extranodal 

sites. The gastrointestinal tract is the most frequent site of 

o highlight the importance of morphology and 

immunohistochemistry (IHC) in extranodal DLBCL as it 

a poses a diagnosic challenge especially at rare sites. 

MATERIALS AND METHODS
It is a descriptive study done in the departments of 

Pathology and Medical Oncology for a period of seven 

months. All extranodal DLBCL cases were 

included.Clinical, histopathological 

parameters were studied. Informed consent was taken 

from the patients. 
 

RESULTS 
We present a series of nine cases of extra nodal DLBCL 

over a period of seven months at our institut

demographics and sites of involvement. The age group 

ranged from 23-65 years, with male:

4:5.We had three extra nodal DLBCL in nasopharynx, 

two cutaneous, one each in adrenal, ovary, duodenum and 

tonsil. The clinical diagnosis was predominantly that of 

carcinoma affecting the respective sites except in few 

cases. In adrenal DLBCL, enlarged bilateral adrenals was 

incidentally detected on Computed tomography as the 

patient was being evaluated for anemia. In one

cutaneous DLBCL, the patient presented with chest wall 

swelling and was diagnosed as lymphoma on Fine needle 

aspiration cytology. The histopathological

diagnosis was similar to the clinical suspicion, that of 

poorly differentiated carcinoma in all cases

the ovary, granulosa cell tumour and

also considered. In adrenal, round cell tumour was 

considered. IHC: All the cases were positive for LCA, 
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l lymphoma (DLBCL) is the most common histologic subtype of Non-Hodgkins 

lymphoma (NHL), accounting for 25% of cases. Forty percent of patients with DLBCL present with the primary lesion in 

ases of extranodal Non Hodgkin lymphoma (DLBCL) 

presenting at rare sites such as the adrenal, duodenum, ovary, nasopharynx, tonsil, skin and lung in our institution during 

al presentations and presented at 

different sites with a variety of differentials morphologically pertaining to their sites, posing diagnostic challenges but 

In this series, we highlight the importance of immunohistochemistry 

(IHC), in resolving the diagnostic dilemmas and arriving at a correct and early diagnosis of DLBCL at extra nodal sites.  

METHODS 
It is a descriptive study done in the departments of 

Pathology and Medical Oncology for a period of seven 

nodal DLBCL cases were 

Clinical, histopathological and hematologic 

parameters were studied. Informed consent was taken 

We present a series of nine cases of extra nodal DLBCL 

over a period of seven months at our institute with varied 

demographics and sites of involvement. The age group 

65 years, with male: female ratio of 

nodal DLBCL in nasopharynx, 

two cutaneous, one each in adrenal, ovary, duodenum and 

was predominantly that of 

carcinoma affecting the respective sites except in few 

cases. In adrenal DLBCL, enlarged bilateral adrenals was 

incidentally detected on Computed tomography as the 

patient was being evaluated for anemia. In one case of 

presented with chest wall 

swelling and was diagnosed as lymphoma on Fine needle 

The histopathological differential 

was similar to the clinical suspicion, that of 

carcinoma in all cases. However, in 

the ovary, granulosa cell tumour and dysgerminoma were 

also considered. In adrenal, round cell tumour was 

IHC: All the cases were positive for LCA, 
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CD 20 but many cases were negative for CD10. The 

relevant IHC markers were used based on the differential 

diagnosis. As in adrenal, possibility of round cell tumour 

was considered, so NSE, chromogranin, CD 99 were 

done. In ovary, granulosa cell tumour, dysgerminoma 

were very strong differential diagnosis, so CD99, EMA, 

PLAP, CD117, Inhibin, Calretinin were done. Ki 67 was 

high (90%), so the diagnosis DLBCL with features 

overlapping with Burkitts was given. Hematological 

investigations, peripheral smear and bone marrow 

examination were done in 6 cases, none showed evidence 

of infiltration. The patient with extranodal DLBCL in 

adrenal expired a month after diagnosis. Two patients, 

nasopharyngeal DLBCL and cutaneous lymphoma were 

lost to follow up. Other patients are on chemotherapy(R-

CHOP) and regular follow up. Summary of the case 

details given in Table 1.Histopathological details given in 

Table 2. 
 

Table 1: List of cases with their clinical summary 

Sr. No Age/Sex Clinical presentation Examination/investigations Tissue sent Clinical diagnosis 

1 56/M 
Fatigue, anemia x 3months 

 

Incidentally diagnosed as having 

enlarged adrenals(CT) 
Adrenal Lymphoma 

2 60/F 

Significant weight loss x 3 

months, Lower abdominal pain 

x 20 days 

 

USG- heterogeneous hypoechoic mass 

lesion in right adnexal region 

 

TAH,BSOand 

omentectomy 

 

? Ovarian tumour 

 

3 45/ M Nasal obstruction x 2 months 
Ulceroproliferative growth in 

nasopharynx 

Small biopsy from 

growth 
Ca nasopharynx 

4 55/F 
swelling in left chest wall x 2 

months 

Firm to hard nodule, measuring 2x 1 

cm. FNAC done suggestive of 

hematolymphoid malignancy 

Small biopsy from 

nodule. 
?Lymphoma 

5 35/F Abdominal pain, dyspepsia 

USG abdomen- duodenal mass lesion 

UGIE- D2 external bulge at ampulla of 

vater 

 

Stomach, 

duodenum 

 

? Duodenal mass 

lesion 

 

6 44/ M 
Difficulty in breathing for 15 

days. 

Ulceroproliferative growth from 

tonsillar fossa extending to 

nasopharynx 

Tonsil ? Carcinoma tonsil 

7 23/ M 

Hemoptysis, epistaxis, 

dysphagia, hoarseness of voice 

for 6 months 

Pallor present 
Outside slide from 

nasopharynx. 
? Lymphoma 

8 59/F Swelling in zygomatic area Ulcerated swelling Outside slide 

Skin adnexal 

carcinoma, 

metastatic carcinoma 

9 65 /F Sinonasal mass Loss of vision, left side facial pain Outside slide Sinonasal malignancy 

Male: M, Female: F 

Table 2: Histopathological, IHC done and final diagnosis 

Sr. 

No 

Histopathological 

differential 

diagnosis 

IHC positive IHC negative 
Hematological 

investigations 
Final diagnosis 

1 Round cell tumour LCA,CD 20,Ki 67-50% 

CK,NSE, 

CHROMOGRANIN,CD99, 

CD10, 

CD3, Tdt, Bcl2 

PS, BMAx,BMBx- No 

atypical cells 

Extranodal 

NHL(DLBCL)adrenal 

2 

Granulosa cell 

tumour, 

dysgerminoma 

LCA, CD20, 

Bcl2, Bcl6, Ki 67 

 

CD 3,CD 10,Tdt 

CD99,EMA, 

PLAP,CD117 

Inhibin 

Calretinin 

 

PS, BMAx, BMBx- No 

atypical cells 

Extranodal 

NHL(DLBCL) ovary 

with features 

overlapping 

with burkitts 

lymphoma 

 

3 

Poorly 

differentiated 

carcinoma 

LCA, EBV, CD 20 

CD 3,CD 38,CK 

CD 30,ALK 1 

 

Not done 

Extranodal 

NHL(DLBCL)nasophar

ynx 

4 
Poorly 

differentiated 
LCA,CD20,Bcl2, Bcl 6 CD10, CD3,Tdt, CK 

PS, BMAx, BMBx- No 

atypical cells 

Extranodal 

NHL(DLBCL)cutaneou
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carcinoma 

5 

Poorly 

differentiated 

carcinoma. 

LCA, CD10,CD20

6 

Poorly 

differentiated 

carcinoma 

LCA, CD 20, and Ki 67 of

95% 

7 

Poorly 

differentiated 

carcinoma 

CD 20, CD 10, Bcl 6.

8 

Poorly 

differentiated 

carcinoma 

LCA, CD20

9 

Poorly 

differentiated 

carcinoma 

LCA, CD 20

 

 

Figure 1(a): Adrenal DLBCL (HandE x 400) 1(b) CD20 Positive, 1(c) Ki 67 50%

Figure 2(a): Ovarian DLBCL,(Hand E x400) 2(b) CD20 Positive, 2(c) Bcl 2 Positive 

Figure 3(a): Duodenal DLBCL, Hand E(x 400) 3(b) CD10 Positive, 3(c) CD 20 Positive

 

DISCUSSION 
Extranodal lymphoma involves anatomic sites other than 

the lymph nodes. The sites most commonly involved are 

stomach, spleen, Waldeyer ring, central nervous system, 

lung, bone, skin.
 
DLBCL is the most common histologic 

subtype of NHL, constituting 33% of all cases with

presenting at extranodal sites primarily.

gastrointestinal tract is the most frequent site being 

involved in 15-20%.
3 
In the differential diagnosis of 

DLBCL, the other possibilities to be considered and to be 

excluded are large cell lymphoma of T cell type, 

follicular lymphoma, Hodgkins lymphoma, Burkitts 

Biswajit Dubashi et al. 
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LCA, CD10,CD20 CD3, EMA, Bcl2 Not done 

LCA, CD 20, and Ki 67 of 

 

CK, CD 5, CD 23, CD 10 

and Tdt. 

PS, BMAx, BMBx- No 

atypical cells 

CD 20, CD 10, Bcl 6. CK,CD 3,CD 5 Not done 

LCA, CD20 
Factor VIII, 

CD3,CD10,CD8 

PS, BMAx,BMBx- No 

atypical cells 

LCA, CD 20 CK, Bcl2, Bcl6 
PS, BMAx,BMBx- No 

atypical cells 

 

x 400) 1(b) CD20 Positive, 1(c) Ki 67 50% 

E x400) 2(b) CD20 Positive, 2(c) Bcl 2 Positive  

E(x 400) 3(b) CD10 Positive, 3(c) CD 20 Positive  

Extranodal lymphoma involves anatomic sites other than 

commonly involved are 

stomach, spleen, Waldeyer ring, central nervous system, 

is the most common histologic 

subtype of NHL, constituting 33% of all cases with 40 % 

at extranodal sites primarily. The 

is the most frequent site being 

In the differential diagnosis of 

DLBCL, the other possibilities to be considered and to be 

excluded are large cell lymphoma of T cell type, 

follicular lymphoma, Hodgkins lymphoma, Burkitts 

lymphoma, anaplastic lymphoma, diffuse follicle centre 

lymphoma and poorly differentiated carcinomas

Morphology to some extent and IHC will be of great help 

in arriving at a final diagnosis.

lymphoma (PAL) is rare. Autopsy studies have shown 

that 25% of the patients with NHL have adrenal gland 

involvement. NHL from endocrine glands accounts for 

3% of extranodal malignant lymphomas. PALs accounts 

for 0.1% of all NHL. It has a very poor prognosis

presenting with bilateral, large masses, sometimes 

accompanied by adrenal insufficiency or hypercalcemia. 

The disease most frequently affects older men with 

                    2015 

s 

Extranodal 

NHL(DLBCL) 

duodenum 

No 
Extranodal 

NHL(DLBCL) 

Tonsil 

Extranodal 

NHL(DLBCL) 

No 
Cutaneous DLBCL 

No Extranodal 

NHL(DLBCL) 

 

plastic lymphoma, diffuse follicle centre 

lymphoma and poorly differentiated carcinomas.
4
 

Morphology to some extent and IHC will be of great help 

in arriving at a final diagnosis. Primary adrenal 

Autopsy studies have shown 

of the patients with NHL have adrenal gland 

involvement. NHL from endocrine glands accounts for 

3% of extranodal malignant lymphomas. PALs accounts 

It has a very poor prognosis, 

presenting with bilateral, large masses, sometimes 

anied by adrenal insufficiency or hypercalcemia. 

The disease most frequently affects older men with 
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male:female ratio of 2.2:1. Clinical symptoms of PAL are 

fever, weight loss, symptoms of adrenal insufficiency. 

Immune dysfunction may predispose to PAL in some 

patients. The most frequent type of PAL is DLBCL.
5,6 

Secondary ovarian involvement by malignant lymphoma 

has been reported in 20-30% of cases in some autopsy 

series, the occurrence of bilateral primary ovarian 

lymphoma is quite rare and accounts for 0.5% of NHL. 

DLBCL accounts for 1.5% of all ovarian neoplasms.
7
 

Lymphomas of the ovary may occur at any age, but 

mostly women in their 40s are affected. Primary ovarian 

lymphomas are mostly unilateral. It runs a less aggressive 

course with 5 year survival rate of 80%.
8 
Gastrointestinal 

lymphomas accounts for one-third to one-half of 

extranodal lymphomas, approximately 12 % to 13 % of 

all lymphomas, and approximately 1 % of all 

gastrointestinal neoplasms. The stomach is the most 

common site, accounting for 50 to 60 % of cases, small 

intestine for 20 to 30%, and colon for 10 to 20 %.The 

duodenum is the least common site, constituting 5 % of 

gastrointestinal lymphomas.
1 

About 2.5% of these 

lymphomas have oral and perioral location, mostly seen 

in Waldeyer’s ring. DLBCL is the most common in this 

location, representing about 3% of all lymphomas.
9
 

DLBCL accounts for 50% of all Waldeyer ring 

lymphomas and 15% of lymphomas of head and neck. 

The most affected sites are tonsils (55%), palate (30%) 

and genial mucosa (2%). Men are more affected in fifth to 

seventh decade. The most common manifestation is 

cervical lymphadenopathy. Though, surgery may be 

performed for symptomatic relief, the most important 

treatment is radiation and/or chemotherapy. Most patients 

present with low-stage disease with 5-year survival is 

approximately 65%. Relapses are common.
10
 The 

presence of Epstein-Barr virus (EBV) antigens is 

demonstrated in over 70% of AIDS-associated DLBCL, 

indicating an etiologic role for the virus.
11 

Primary 

cutaneous lymphomas can be defined as the presence of 

cutaneous localisations alone, with no nodal or systemic 

disease. They account for 10%. Moreover, the skin is a 

relatively common site of dissemination of many nodal 

NHLs, especially those of T-cell phenotype.
1
 25% of 

primary cutaneous lymphomas are B-cell lymphomas. 

Usually elderly males are most commonly affected with 

median age being seventh decade. Recurrence is 

common.
12
 

 

CONCLUSION 
In summary, we have presented the clinicopathological 

features of nine cases of extranodal Non Hodgkins 

lymphoma presented at rare sites. Though it presented at 

different sites, with varied clinical presentation, and 

posed a diagnostic dilemma having different differentials 

morphologically, IHC was of great help in unveiling the 

correct diagnosis. Each site required different set of IHC 

markers as site specific differential diagnosis varied. 
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