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Castleman’s Disease: A Rare Case Report
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Abstract-Castleman Disease (CD) is a rare, heterogeneous group of hyperimmune lymphoproliferative
disorders,not very familiar to surgeons.It is characterized by non-neoplastic lymph node hypertrophy. Its
incidence and etiology are not known,but has been found in association with Kaposi’s Sarcoma.Unicentric
Castleman Disease (UCCD) at one end of the spectrum is a localized disease, with little or no systemic
symptoms. It may be an incidental radiological finding or detected while investigating for a symptomatic lymph
node mass.Multicentric Castleman Disease (MCCD) is a more serious systemic condition, often associated with
constitutional symptoms. Human Herpes Simplex Virus 8 (HHV8) associated MCCD is a major subgroup
occurring in immunocompromised individuals due to the viral trigger.

We report a case of a 21 year old male presenting with a history of swelling in the right side of the neck at level
2 since 7 months and another lymph node since 2 months at level 3 station for which he was on Anti-tubercular
therapy based on initial FNAC report.There was no decrease in the size of the swellings and a repeat FNAC
showed a suspicion of Hodgkin'sdisease from level 2 station lymph node.Subsequently,excision and biopsy was
done and Histopathological examination revealed Castleman's Disease.Usg abdomen and Chest x ray were
normal.Surgery is the primary treatment and has good long term prognosis.Awareness among surgeons and
diligent work-up is a must for early diagnosis and best outcome.
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I.  Introduction

Castleman Disease (CD)is a rare, heterogeneous group of hyperimmune lymphoproliferative disorders
described by Benjamin Castleman in 1956[1]. It is also known as giant lymph node hyperplasia or
angiofollicular lymph node hyperplasia.Castleman’s disease is clinically classified into 2 distinct presentations,
unicentric (localized) and multicentric (systemic) [2].The unicentric form disease is usually asymptomatic
whereas the multicentric form is associated with generalized symptoms and commonly seen in association with
syndromes like AIDS, POEMS, Kaposi’s sarcoma,lymphomas, paraneoplastic pemphigus and plasma cell
dyscrasias[3].There is no sex prediliction and mostly occurs in adult age group. Surgery is the primary treatment
and has good long term prognosis [4].

Il.  Case Report

A 21 year old male complains of swelling since 7 months and another swelling since 2 months in the
right side of the neck .Initial FNAC done revealed features suggestive of chronic tuberculous disease for which
he is on ATT since 6 months.There was no response with ATT and a repeat FNAC revealed features suggestive
of a lymphoproliferative disorder(?hodgkin's disease).On clinical examination, it was a swelling of 3x3 cms in
the right side of the neck at level 2 station which was non-tender,firm,showing restricted mobility and was
medial to sternocleidomastoid.Other swelling was of size 2x1 cms at level 3 station which was non-tender,firm,
showing restricted mobility.All lab investigations were within normal limits.Usg abdomen and Chest x-ray were
normal.Usg neck revealed cervical lymphadenopathy(level I1). Excision and biopsy was done under general
anesthesia and HPE confirmed it to be Castleman's disease of hyaline vascular variant.IHC was advised
subsequently.
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Fig 1-Pre-Op picture showing lymph node enlargement at level 2 station on the right side of the neck.

1. Discussion-
Castleman disease is a rare clinicopathological disease characterized by hyperplasia of lymph nodes and
capillary proliferation.Both genders are equally affected.
Clinically CD is classified into: B¢
A. Unicentric Castleman Disease (UCCD)
B. HHV8 associated Multicentric Castleman Disease (MCCD-H)
C. Idiopathic Multicentric Castleman Disease (IMCCD)

UCCD:It accounts for 70% of cases of CD.The most common site of involvement of unicentric
Castleman’s disease is the mediastinum , but it may occur anywhere in the lymphoid chain. Alternate sites
include intra-abdominal masses or involvement of cervical,axillary, and inguinal nodes. A localized disease with
involvement of a single group of lymph nodes. Systemic manifestations are absent or minimal.The patients are
usually asymptomatic unless a compression on neurovascular site or other organs cause symptoms.

MCCD-H:Human Herpes Simplex Virus 8 (HHV8) associated MCCD is a very aggressive disease [8]
occurring in immunocompromised individuals due to the viral trigger and constitutes 65% of MCCD.

MCCD: It is a serious systemic disease often presenting with involvement of multiple lymph node
stations. Constitutional symptoms like fever, weight loss and debility often occur. It can progress and become
lethal due to: exaggerated systemic inflammatory response and multi-organ dysfunction caused by “Cytokine
storm”often involving IL-6!.Hepatomegaly and/or splenomegaly occur in 90% of patients®.

TREATMENT:Complete surgical excision provides cure of the disease with no reported cases of
recurrence in solitary mass form(UCCD).In IMCCD corticosteroids have been used to palliate symptoms before
starting aggressive systemic chemotherapy. Monoclonal antibodies targeting CD-20 on B-cells (Rituximab)
have been tried as a single agent as well as in combination with chemotherapy!®.Highly active antiretroviral
therapy (HAART) improves survival in HSSV-8 associated MCCD with HIV co-infection!®).

Fig 2-Intra Op picture of the lymph node.
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Fig 3-Specimen picture.
CD is classified into 4 recognizable histopathological variants: "

I) Hyaline vascular variant; Shows hyalinized vessels penetrating atrophic germinal centres with concentric
rings of small lymphocytes widening the mantle zone (onion skin appearance).Germinal centres may have
dysplastic follicular dendritic cells.

I1) Plasma cell variant: Shows hyperplastic germinal centres with interfollicular polyclonal plasmacytosis.

I11) Mixed variant.

IV) Plasmablastic- Exclusively seen in HSSV-8 associated MCCD.

Differential Diagnosis includes:Follicular Lymphoma,Angioimmunoblastic Lymphadenopathy and NHL in
transition.
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Fig-4-Hyaline vascular variant of Castleman's disease.

IV.  Conclusion
Excisional biopsy must be performed for any atypical neck or head mass without systemic symptoms
unresponsive to conservative management. Though clinically synonymous with lymphoma, it is an entity that is
distinct from malignant lymphoproliferative disorders histologically and prognostically.Long term follow up is
to rule any chance of recurrence as there is no significant treatment after excision in UCCD.
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