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1  |  INTRODUCTION

Castleman disease, first described in 1956 by Dr. 
Benjamin Castleman, is a rare lymphoproliferative dis-
order. This disease can affect any lymphoid tissue in the 
body and present with localized or systemic symptoms. 
The diagnosis is based on pathological examination, and 
the disease has a varied clinical course and response to 
treatment.1

2  |  CASE REPORT

The patient was a 30- year- old female with a ten- year 
history of a progressively enlarging mass in the left ax-
illa and chest wall (Figure  1). The mass was initially 
small and asymptomatic but had gradually increased 
in size over the years. The patient had no significant 
medical history or family history of lymphoproliferative 
disorders.
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Key clinical message
Unicentric Castleman disease, particularly the hypervascular variant subtype, 
commonly presents as a localized lymphadenopathy without systemic symptoms. 
Surgical excision is often curative for this subtype, leading to a good prognosis. 
However, some patients with autoimmune complications may require addi-
tional systemic therapy along with surgery. Accurate diagnosis through a com-
bination of clinical, radiological, and pathological findings is crucial for optimal 
management.
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Diagnostic workup, including ultrasonogra-
phy (Figure  2) and MRI [Figure  3], revealed a well- 
circumscribed, heterogeneously enhancing mass 
measuring 10 × 6 × 3 cm. The laboratory investigations re-
vealed that the patient's white blood cell count and red 
blood cell counts were within normal range. Additionally, 
the CRP (C- reactive protein) and ESR (erythrocyte sedi-
mentation rate) results were also normal. Notably, the IgG 
level was measured to be 10.6 g/L. A core needle biopsy 
was performed, and pathological examination revealed 
follicular hyperplasia, onion skin- like changes, increased 
vascularity in the interfollicular areas, and proliferation of 
fibrous tissue in the capsule (Figure  4). The histopatho-
logical features were consistent with the hyaline vascular 
variant of Castleman disease.2

After appropriate preoperative preparation, the patient 
underwent surgical excision of the mass. Intraoperative 
findings revealed a well- encapsulated mass that was ad-
herent to the chest wall muscles. The mass was completely 
excised with negative margins. Postoperative recovery was 
uneventful, and the patient was discharged on postopera-
tive Day 5.

Histopathological examination of the excised mass 
confirmed the diagnosis of Castleman disease. HE 
staining revealed follicular hyperplasia, onion skin- like 
changes, increased vascularity in the interfollicular areas, 
and proliferation of fibrous tissue in the capsule. These 
findings are consistent with Castleman disease. The di-
agnosis of unicentric Castleman disease was determined 
based on the patient's medical history, physical examina-
tion, medical diagnostic tests, surgery, and pathological 
examination.

3  |  DISCUSSION

Castleman disease is a rare lymphoproliferative dis-
order that can present with varied clinical features.3 
Castleman disease is first divided into unicentric and 
multicentric, and multicentric CD is further subdi-
vided into POEMS- associated, HHV- 8+, or HHV- 8-  (idi-
opathic multicentric Castleman disease). HHV- 8- iMCD 
is further divided into iMCD- TAFRO and iMCD- NOS.4 
The disease has two major histological subtypes: hyaline 
vascular (or Hypervascular variant) and plasma cell. 
The more common hypervascular variant subtype pre-
sents with localized lymphadenopathy, and this is the 
histology most commonly associated with unicentric 
Castleman disease,5 while the less common plasma cell 
subtype is associated with systemic symptoms and mul-
tiorgan involvement.6 However, in this subset of iMCD- 
TAFRO patients, there are also individuals who exhibit 
the hypervascular variant subtype, which is the most ag-
gressive form of CD and has severe systemic symptoms. 
In this case study, a patient with unicentric Castleman 
disease was confirmed to have the Hypervascular vari-
ant subtype based on pathological examination. The 
patient underwent complete surgical resection without 
receiving any additional systemic treatment. Following 
a one- year postoperative follow- up, no signs of recur-
rence or complications were observed. In general, for 
unicentric Castleman disease, surgical resection is 
considered curative, but some patients with unicentric 
CD have autoimmune complications such as immune- 
mediated cytopenias and bullous pemphigus, and these 
patients have a more aggressive course, often requiring 
systemic therapy in addition to surgery.7

F I G U R E  1  Location of the mass is significantly deeper than 
the skin and visible to the naked eye.

F I G U R E  2  Ultrasound examination revealed an intact tumor 
capsule, presenting as an irregular hypoechoic mass.
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Diagnosis of Castleman disease requires a combina-
tion of clinical, radiological, and pathological findings. 
Treatment options include surgery, radiation therapy, 
and chemotherapy, depending on the subtype, stage, 
and extent of the disease.8 The localized hypervascular 
variant subtype generally has a good prognosis, while 
the systemic plasma cell subtype has a more variable 
clinical course.9

4  |  CONCLUSION

Castleman disease should be considered as a differential 
diagnosis for longstanding masses in lymphoid tissue. 
Appropriate diagnostic workup, including imaging and 
pathological examinations, is crucial for accurate diagno-
sis and optimal management. Surgical excision can offer a 

curative treatment with a good prognosis for the localized 
hyaline vascular subtype.10
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