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INTRODUCTION 

Castleman’s disease (CD), first described by Dr. Benjamin 

Castleman in 1956, is an uncommon lymphoproliferative 

disorder with an unclear etiology.1 CD can occur anywhere 

throughout the lymphatic system, most frequently in the 

mediastinum (60–86%), followed by the head and neck, 

whereas salivary gland involvement accounts for only 6–

14% of cases.2 CD has been referred to by multiple terms, 

including angiofollicular lymph node hyperplasia, 

angiofollicular hamartoma, angiomatous lymph node 

hamartoma, benign giant lymphoma and giant lymph node 

hyperplasia.3 The disease manifests in two clinical forms: 

unicentric CD (UCD) and multicentric CD (MCD). The 

clinical manifestations and prognosis of UCD and MCD 

are usually different. UCD, which typically presents as an 

isolated lymph node enlargement without systemic 

symptoms, and MCD is aggressive and associated with 

systemic symptoms such as generalized lymphadenopathy, 

hepatosplenomegaly, fatigue, fever, sweat, arthralgia and 

weight loss.4 Histologically, CD is classified into three 

types hyaline vascular (HV) type, plasma cell type and 

mixed type with the hyaline vascular subtype being the 

most common in head and neck cases (80–90%).5,6 CD is 

in a group of very rare heterogeneous diseases, but it's 

exact etiology and pathogenesis remains unknown, 

although interleukin-6 (IL-6) is suspected to play a 

significant role in lymphoid proliferation.7  

CASE REPORT 

A 30-year-old female presented to the Department of 

Otorhinolaryngology with a painless, progressively 

enlarging swelling in the left parotid region over four 

months. The patient had no history of trauma, systemic 

illness or associated symptoms such as fever, fatigue, 

weight loss or malaise.  

Clinical examination revealed a firm, non-tender, non-

pulsatile, well-circumscribed 2×2 cm mass with a smooth 

surface and normal overlying skin. No signs of 

inflammation, palpable cervical lymphadenopathy or 

facial nerve involvement were noted. 
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ABSTRACT 

Castleman’s disease (CD) is a rare, benign lymphoproliferative disorder of unknown etiology that can affect any lymph 

node group, with the mediastinum being the most common site. Salivary gland involvement is exceptionally rare. We 

present a case of a 30-year-old female with a slowly progressive, painless left-sided parotid swelling persisting for four 

months. Clinical examination, ultrasonography and fine-needle aspiration cytology (FNAC) initially suggested an 

intraparotid lymph node enlargement. The lesion was excised and histopathological examination confirmed hyaline 

vascular CD. Given its rarity and lack of specific clinical or radiological features, CD should be considered in the 

differential diagnosis of persistent parotid gland swellings. Surgical excision remains the mainstay of treatment for 

unicentric Castleman’s disease (UCD) with an excellent prognosis. 
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Imaging and cytological findings 

Ultrasonography (USG) of the left parotid gland showed a 

bulky gland with multiple well-defined hypoechoic lesions 

and increased vascularity on color Doppler, the largest 

measuring 16×11 mm, suggestive of necrotic intraparotid 

lymph nodes (Figure 1). Fine needle aspiration cytology 

(FNAC) from left parotid swelling- features are suggestive 

of chronic non-specific lymphadenitis.  

Given the persistent nature of the lesion, an excision 

biopsy was performed (Figure 2). 

 

Figure 1 (a and b): Ultrasound images. 

 

Figure 2 (a and b): Intraoperative view of 

intraparotid lymph node. 

Treatment and follow up 

Surgical excision remains the gold standard for UCD, 

offering excellent outcomes with a low recurrence rate. In 

contrast, MCD requires systemic therapy, including 

corticosteroids, monoclonal antibodies (e.g., siltuximab or 

tocilizumab) targeting IL-6 or chemotherapy (e.g. 

cyclophosphamide, vincristine, doxorubicin) in severe 

cases. The prognosis for UCD is excellent, with complete 

surgical excision leading to a curative outcome.11 In the 

present case, the patient underwent complete excision of 

the lesion. The patient recovered well after the surgery and 

remained asymptomatic on follow-up. 

Histopathological examination 

Microscopic examination revealed a hyperplastic lymph 

node with numerous follicles of varying sizes, expanded 

germinal centers, and prominent hyalinized vessels 

traversing the follicles. The interfollicular areas contained 

plasma cells, histiocytes, and immunoblasts, confirming 

the diagnosis of hyaline vascular CD (Figure 3). 

 

Figure 3 (a-c): Histopathological images. 

DISCUSSION 

CD is an uncommon and poorly understood 

lymphoproliferative disorder that may present across a 

wide age spectrum, from infancy to late adulthood, with a 

peak incidence in young adults. It exhibits no clear sex 

predilection. The hyaline vascular variant is most often 

associated with UCD, while the plasma cell variant is 

linked to MCD.8 Mixed variant type is a rare variant and 

exhibits features of hyaline-vascular and plasma cell type 

.The mediastinum is the most frequently affected site 

(70%), while head and neck involvement is rare (15%).9 

Salivary gland involvement, particularly in the parotid 

gland is exceedingly rare, making this case an exceptional 

presentation. 

Patients with UCD are usually asymptomatic, and their 

laboratory parameters are typically unremarkable. 

Conversely, MCD presents with systemic symptoms and 

may be associated with human herpesvirus-8 (HHV-8) or 

human immunodeficiency virus (HIV) infection.10 IL-6 

overexpression has been implicated in the pathogenesis of 

CD, particularly in MCD, where it contributes to systemic 

inflammation and lymphoid hyperplasia. 

Due to its non-specific clinical presentation, CD is often 

misdiagnosed preoperatively. FNAC findings are 

frequently inconclusive, necessitating histopathological 

confirmation. Imaging modalities such as contrast-

enhanced computed tomography (CT) or magnetic 

resonance imaging (MRI) may aid in diagnosis by 

identifying the vascular nature of the lesion, but definitive 

diagnosis is histopathological.  

CONCLUSION 

CD is a rare lymphoproliferative disorder with an elusive 

etiology, diverse clinical presentations, and histological 

subtypes. Salivary gland involvement, particularly in the 

parotid gland, is exceedingly rare, necessitating a high 

index of suspicion when evaluating persistent, painless 

parotid swellings. Diagnosis relies on histopathological 

examination, as FNAC and imaging findings are often 

inconclusive. Surgical excision remains the treatment of 

choice for UCD, offering an excellent prognosis. This case 
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underscores the importance of considering CD in the 

differential diagnosis of intraparotid lymphadenopathy 

and highlights the critical role of histopathology in 

definitive diagnosis. 
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