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Abstract 

Castleman’s disease is an uncommon lymphoproliferative disorder that may be unicentric or multicentric disease. We are 
reporting a case of 75 year old female presented with left level 3 cervical lymph node, whose final diagnosis was 
unicentric castleman’s disease. This presentation is uncommon because unicentric castleman’s disease is usually seen in 
younger adults and it usually affects lymph nodes in chest or abdomen. People with localized Castleman’s disease are 
usually cured by surgical removal of the affected lymph nodes. 
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Introduction 

Castleman’s disease is an uncommon 
lymphoproliferative disorder that may be unicentric or 
multicentric disease. It must be distinguished from 
reactive lymph node hyperplasia and malignancies. 
They are non cancerous growths that may develop in 
the lymph node tissue at a single site or throughout the 
body. It involves hyper proliferation of certain B cells 
that often produce cytokines. It was named after Dr. 
Benjamin Castleman who first described it in 1956 [1].  

 
 
Only a few cases of unicentric Castleman’s disease 
affecting solely neck has been reported in literature 
[2,3]. We are reporting a case of 75 year old female 
presented with left level 3 cervical lymph node, whose 
final diagnosis was unicentric castleman’s disease 
confined to that neck node only. This presentation is 
uncommon because unicentric castleman’s disease is 
usually seen in younger adults and it usually affects 
lymph nodes in chest or abdomen. 

Case Report 

75 year old female presented with swelling neck suggestive of level 3 firm discrete non tender lymph node of size 2*2 
cm. There was no lymph node enlargement in other areas. Also there was no hepatosplenomegaly or any other masses 
palpable per abdomen. General investigations done were within lower limits except for elevated ESR. FNAC reported as 
presence of inflammatory cells with atypia.  
 
Excision of the lymph node was done and the histopathological report was hyaline vascular variant of Castleman’s 
disease with intrafolicular (Fig 1) and vascular hyalinisation (Fig 2) with lymphocytic infiltration. After getting the 
pathological report contrast enhanced CT scan of thorax, abdomen and pelvis was taken to complete the work up and it 
was normal. This case was discussed in our Institutional tumour board after literature review.  
 
Considering her age and the unicentric type of disease, the decision was to keep her under follow up.There is no 
recurrence of disease after six months of follow up.  
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        Fig-1: High power view showing intrafolicular           Fig-2: High power view showing vascular hyalinisation 
                          hyalinization 

Discussion 

There are two main types of Castleman’s disease. 

1. Unicentric or localised disease [4] 

• It affects a single group of lymph nodes. 

• Most often it affects lymph node in chest or 

abdomen. 

• People with localised Castleman’s disease are 

usually cured with surgical removal of affected 

lymph nodes. 

 
2.  Multicentric Castleman’s disease [5] 

• It affects more than a single group of lymph 
nodes. 

• It can also affect other organs containing 
lymphoid tissue. 

• About 50% of multicentric Castleman’s 
disease is caused by HHV-8 virus. 

• This form sometimes occurs in people infected 
with HIV. 

• People with multicentric Castleman disease 
often have problems such as serious infections, 
fever weight loss, fatigue, night sweats and 
nerve damage that can cause weakness and 
numbness. 

 
Microscopic sub types are [6] 

I. Hyaline vascular variant 
• It is the most common type. 
• It tends to be localised but in rare cases it is 

multicentric. 
II.  Plasma cell Variant. 

 
 
It is slightly more likely to be multicentric, but it is 
sometimes localised. Castleman’s disease can affect 
children as well as adults. Younger people are more 
likely to have the localised form. Older adults and those 
with HIV infection are mostly affected by multicentric 
form of Castleman’s disease. Treatment of unicentric 
localised form includes either surgical excision or 
radiotherapy [7]. Multicentric form is treated by 
combination of corticosteroids, chemotherapy, 
immunomodulatory agents, monoclonal antibodies etc. 
There is no definite protocol for treatment of 
multicentric disease as it being a rare disease only one 
randomized control study is available for the same [8]. 
That was based on the use of siltuximab, a chimeric 
monoclonal antibody against Interleukin - 6. 

Conclusion 

Though Castleman’s disease is an uncommon 
lymphoproliferative disorder, it should be kept in mind 
as a differential diagnosis of enlarged neck nodes. For 
unicentric variety local treatment is effective but due to 
the rarity of the disease no definite treatment protocol is 
there for multicentric Castleman’s disease and it carries 
poor prognosis. 
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