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Case Report
Castleman’s disease of the left parotid  
gland: a case report
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Abstract: Castleman’s disease is a very rare heterogeneous group of lymphoproliferative disorders characterized 
by non-neoplastic growths. It is unknown about the pathophysiology of the Castleman’s disease. Previous studies 
demonstrated that Castleman’s disease can be divided into two groups according to clinical classification, including 
unicentric Castleman disease (UCD) and multicentric Castleman disease (MCD). The hyaline vascular type is most 
common in the head and neck, and is abbreviated as UCD. In the present case, a woman complained that a mass 
in her parotid gland was growing and it was painless seven months ago. The computed tomography (CT) showed 
that the superficial lobe of the parotid gland on the left had an elliptical soft tissue density shadow, about 2.5×3.5 
cm, with clear boundaries and no obvious abnormalities in the surrounding bone. The CT scan showed no obvious 
abnormalities in the shape and density of the right parotid and bilateral submandibular glands. After the operation, 
combined with the results of immunohistochemistry, the final diagnosis was Castleman tumor. The patient recov-
ered smoothly, after the operation and during follow-up. The patient maintained good health without recurrence or 
metastasis.
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Introduction

Castleman disease was first reported by Ben- 
jamin Castleman in a male’s mediastinal mass 
in 1956 [1]. Castleman disease is a rare hetero-
geneous group of lymphoproliferative disorders 
which can be divided into two groups according 
to clinical classification, unicentric Castleman 
disease (UCD) and multicentric Castleman dis-
ease (MCD) [2, 3]. Unicentric disease occurs in 
the mediastinum with few patients complain- 
ing of constitutional symptoms such as fever, or 
dyspnoea. Multicentric diseases manifests as 
a systemic disease with peripheral lymphade-
nopathy [4]. According to histopathological cha- 
racteristics, Castleman disease can be divided 
into the hyaline vascular type, the plasma cell 
type, and the mixed type [5]. In the head and 
neck, 98% of these lesions are of the hyaline-
vascular type [6]. Talat et al. [7] analyzed 384 
Castleman disease patients, of which 92.4%  
of the hyaline vascular type showed UCD. Cas- 

tleman disease is in a group of very heteroge-
neous diseases, but its exact etiology and 
pathogenesis remain unknown. Computed to- 
mography (CT) can help make the diagnosis of 
a tumor and assess the possibility of surgery. 
The definite diagnosis requires histopatholo- 
gic and immunohistochemical analysis. We pre-
sented a 20-year-old female with unicentric 
Castleman disease who showed no lymphade-
nopathy on either side of the neck, submandib-
ular and submental area.

Case report

A 20-year-old woman came to our hospital. 
About seven months ago, the patient found a 
painless mass in her left ear. She went to the 
People’s Hospital of Liuhe District, Nanjing City 
in November 2019. She did not receive special 
treatment during pregnancy. Since the discov-
ery of the lump, it has gradually increased from 
about “peanut”-like size to “egg yolk”-like size. 
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However, the patient had no history of weight 
loss, dyspnea, or fever since her illness. She 
denied chronic diseases such as heart disease, 
hypertension, diabetes, and a history of infec-
tious diseases such as hepatitis B and tu- 
berculosis.

The dental specialist examination revealed th- 
at the patient’s face was asymmetrical, and a 
1.9×3.9×2 cm mass was palpable under the 
left ear. The mass was flexible, no tenderness, 
clear boundaries, no adhesion to surrounding 
tissues, and could move well. Bilateral tem-
poromandibular joints moved freely, no red-
ness, swelling, no depression, and no defor- 
mity in the joint area. The bilateral neck, sub-
mandibular, and submental lymph nodes were 
not palpable. There was no swelling of the ton-
sils on either side, and no hyperemia in the 
pharynx.

Computed tomography (CT) showed that the 
shape of the neck was normal, the soft tissues 
of the neck were normal, and there were no 
clear enlarged lymph nodes. The elliptical soft 
tissue density shadow could be seen in the 

were positive. CD138 and CD30 were only posi-
tive for a few cells. However, TdT was negative 
by IHC (Figure 2D). Combined with the struc-
tural characteristics of H&E and the compre-
hensive analysis of immunohistochemical re- 
sults (Figure 2), the final diagnosis was Cas- 
tleman tumor, hyaline-vascular type. After the 
operation, the patient recovered smoothly and 
was discharged on the 15th day after the oper-
ation. At the time of discharge, the patient’s 
vital signs were stable, eating and sleeping con-
ditions were good, and there was no special 
discomfort. In the 12 months follow-up, the 
patient maintained good health without recur-
rence or metastasis.

Discussion

Castleman disease was first reported by 
Benjamin Castleman et al. in a male’s medias- 
tinal mass in 1956 [1]. Castleman’s disease 
can be divided into unicentric Castleman dis-
ease (UCD) and multicentric Castleman dis-
ease (MCD), which is an uncommon, poorly 
understood lymphoproliferative disease [2, 3]. 
The hyaline vascular has often been associated 

Figure 1. CT showed that a round isodensity mass could be seen in the left 
parotid gland, with clear boundary and uniform density.

superficial lobe of the left pa- 
rotid gland, about 2.5×3.5 
cm, with clear boundaries and 
no obvious abnormalities in 
the surrounding bone. The 
morphology and density of  
the right parotid gland and 
bilateral submandibular gl- 
ands had no obvious abnor-
malities (Figure 1). Histologic 
analysis after surgical mass 
resection, lymphatic sinus- 
es disappeared under H&E 
microscopy, lymphoid follicles 
were hyperplasia in varying 
degrees (Figure 2A), and hya-
linized small blood vessels 
penetrated the germinal cen-
ter in some follicles. A typical 
“lollipop-like” structure was 
found in the picture (Figure 
2B). Small lymphocytes were 
arranged in concentric circles 
around the germinal center, 
such as the “onion skin” im- 
age (Figure 2C). IHC show- 
ed that CD21, CD10, Bcl-6, 
CD20, CD43, Ki-67, and CD31 
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with the UCD while the plasma cell types  
have been related to MCD presentations in 
general [8]. Detailed pathophysiology remains 
unknown, although IL-6 is suspected to play an 
important role in proliferative disorders in gen-
eral [9, 10]. Castleman disease clinically be- 
longs to the category of uncommon benign lym-
phoproliferative disorders. The incidence and 
prevalence of Castleman disease has become 
difficult to evaluate. However, its effect occurs 
at similar rates in men and women. Castleman 
disease can occur in any lymph node in the 
body. However, the etiology and pathogenesis 
are not yet fully understood.

The clinical manifestations and prognosis of 
UCD and MCD are usually different. Patients 
with UCD are usually asymptomatic and show 

no abnormal laboratory findings, but patients 
with MCD may present with multiple findings, 
such as fatigue, weight loss, fever, sweat, and 
arthralgia [11]. Cases among UCD are often 
diagnosed by chance. Patients usually have a 
good prognosis and are treated with surgical 
excision [12]. Some patients withMCD may  
face an unfavorable prognosis. Many of these 
patients may eventually develop lymphomas 
[13-15]. Considering the differences in treat-
ment and prognosis, it is increasingly important 
for doctors to distinguish between UCD and 
MCD. In previous reports, 98% of patients  
suffering from UCD in the head and neck 
appeared to be of the hyaline-vascular type 
[16]. In the present case, the patient was 
described as a unicentric Castleman disease 
with a parotid tumor, showing a benign local-

Figure 2. Histological features of Castleman’s disease in the left parotid gland (Hematoxylin-eosin staining). A. 
Hyperplasia of lymphoid tissue and follicles (magnification ×40). B. Transparent hyaline degeneration between 
follicles, with human follicles interspersed with blood vessels, as seen in the “lollipop”-like image (magnification 
×100). C. The small lymphocytes surrounding the follicles are arranged in concentric circles around the germinal 
center, as seen in the “onion skin”-like image (magnification ×200). D. CD21 positive proliferative lymphoid follicles 
(magnification ×100).
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ized lump. The present case showed no clinical 
signs and the operation was highly successful.

In histology, Castleman disease can be divided 
into 3 types, hyaline vascular type, plasma cell 
type, and mixed type [17]. The present case 
was diagnosed as a hyaline vascular, unicentric 
Castleman disease patient. CT is an important 
auxiliary detection method, but the clear diag-
nosis of UCD is only based on histological and 
immunohistochemical findings after resection 
[18]. In the case of this study, the patient’s  
H&E stained picture showed that the lymphoid 
follicles were surrounded by concentric layer- 
ing of lymphocytes, with an onion skin appear-
ance. These were the specific clinical features 
of the patient with hyaline vascular unicentric 
Castleman disease [19, 20].

In conclusion, this case showed that the sur-
gery worked well for the woman with hyaline 
vascular type in UCD. According to reports, the 
hyaline vascular type in UCD has a good prog-
nosis after surgical resection, and recurrence 
is rare [21, 22]. Multicentric CD has a poor 
prognosis, requires active treatment, and re- 
quires long-term follow-up [23, 24]. However, 
the pathogenesis of CD remains unclear. Some 
researchers put forward the view that the dis-
ease is an immune response, such as reactive 
lymph node hyperplasia theory. Other resear- 
chers believe that the disease originates from 
benign tumors or hamartomas [25-27].
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