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Abstract: Castleman’s disease is a rare benign lymphoproliferative disorder which most occurred in mediastinum.
There are three subtypes of Castleman’s disease. The hyaline-vascular variant is often localized, asymptomatic,
and with benign outcome. Whereas the plasma cell and multicentric variants are systemic diseases frequently
associated with HIV infection or other hematopoietic malignancies. Mesenteric Castleman’s disease is extremely
rare. Less than 30 cases have been reported. Here, we report a case of mesenteric Castleman’s disease with initial

gastrointestinal symptoms.
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Introduction

Castleman’s disease, also known as angioma-
tous lymphoid hyperplasia or giant lymph node
hyperplasia, is a rare benign lymphoprolifera-
tive disorder first described by Benjamin
Castleman in 1954 [1]. The most common
place of occurrence is the anterior mediasti-
num, but virtually all body places have been
reported. Castleman’s disease in mesentery is
extremely rare. Less than 30 cases were
reported up to date [2]. Herein we report a case
of mesenteric Castleman’s disease initially pre-
sented as gastrointestinal symptoms.

Case report

A 61-year-old man presented to our hospital's
gastrointestinal (Gl) unit with intermittent tarry
stool for one year. His body weight lost 8 kilo-
grams in one year. The upper Gl pan-endoscop-
ic examination revealed no significant findings.
The colonoscopic examination identified two
tubular adenomas with low grade dysplasia.
The red blood cell scan did not uncover an
active bleeding site. An upper Gl and small
bowel series study revealed no filling defect or
obstructive lesion in the intestine, but the jeju-
num showed segmental mucosal thickening

with fixed position in the left upper abdomen
(Figure 1A). Therefore, an abdominal computed
tomography (CT) scan was performed, and it
showed distended jejunum loops with thick-
ened mucosa. In addition, multiple enlarged
lymph nodes in the mesentery were noted
(Figure 1B, arrows). The patient was referred to
the general surgery unit and underwent explor-
atory laparotomy. A segment of jejunum was
resected. The surrounding enlarged mesenteric
lymph nodes were also sampled.

Upon histopathological examination, the jeju-
num showed mild mucosa ischemic change
with edematous submucosa and focal fibrosis.
However, sections of the mesenteric lymph
nodes prominent follicular hyperplasia (Figure
2A) and each follicle was surrounded by a broad
mantle zone composed of concentric rings of
small lymphocytes resulting in an “onion skin”
appearance (Figure 2B). In addition, hyaline
deposits were present within the germinal cen-
ter in which the follicle was radially penetrated
by a sclerotic blood vessel resembling a “lolli-
pop” (Figure 2C, arrow). The lymphoid cells
showed a mixed population of interfollicular
CD3(+) T cells and follicular CD20(+) B cells
(Figure 3A). CD138(+) Plasma cells were seen
mainly in the interfollicular area (Figure 3B).
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Figure 1. A. The small bowel barium series X-ray image showed segmental mucosal thickening of jejunum with a
fixed position over the left upper abdomen. No obstructive or filling defect is seen. B. Abdominal CT image revealed
multiple enlarged mesenteric lymph nodes (orange arrows).
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Figure 2. A. Low magnification of the mesenteric lymph node showed hyperplastic follicles with broad, prominent
mantle zones (hematoxylin and eosin (H&E) stain, 40x). B. H&E stain of a follicle showed lamination of the mantle
cell layers forming the characteristic “onion skin” appearance (100x). C. H&E stain of a follicle with a prominent,

hyalinized penetrating blood vessel gives the appearance of a lollipop (yellow arrow) (200x).

Immunostains for human herpes virus 8 (HHVS8)
and Cyclin D1 were negative (not shown). The
final pathological diagnosis was mesenteric
Castleman’s disease, hyaline-vascular type.
Further pertinent survey did not reveal other
foci of lymphoproliferative disorder or neo-
plasm and there was no recurrence after 4
years of follow-up surveillance.

Discussion

Castleman’s disease (CD) is a benign lymphop-
roliferative disorder which can be subdivided
into hyaline-vascular (or angiofollicular) type,
plasma cell type, and multicentric type. The
common sites of involvement are mediastinal,
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cervical, axillary, and pulmonary lymphoid tis-
sue. The hyaline-vascular type, accounting for
90% of CD, is mostly localized lesion with
asymptomatic and benign outcome [3]. It is
characterized with follicular hyperplasia, re-
gressively transformed germinal centers, vas-
cular proliferation, and have radially penetrat-
ing hyalinized capillaries resulting in “lollipop”
follicles (Figure 2C). The lymphocytes in the
surrounding mantle zones are expanded and
arranged in multiple concentric layers impart-
ing an “onion skin” appearance (Figure 2B).
The plasma cell type CD is characteristic of
interfollicular expansion of plasma cells with a
mixture of mature kappa- and lambda-light
chain expressing plasma cells whereas the vas-
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Figure 3. (A) The follicle is composed of mature CD20(+) B-cells with scattered CD138(+) plasma cells in the interfol-

licular area (B) (100x).

cular proliferation is not seen. The histologic
features of multicentric CD are like those seen
in the plasma cell type CD, including prominent
interfollicular plasmacytosis and many abnor-
mal hyperplastic or atrophic germinal centers
with open and dilated sinuses. In contrast
to hyaline-vascular CD, both plasma cell and
multicentric CD are often associated with clini-
cal symptoms and signs such as fever, anemia,
and hypergammaglobulinemia and often
disseminated.

The exact pathogenesis of CD is still unknown.
Evidences have shown that unregulated B-cell
proliferation and excess interleukin-6 secretion
may be associated with CD [4]. Recent studies
on clonal cytogenetic abnormalities support
that the hyaline-vascular CD may be a dendritic
cell neoplasm [5, 6]. Notably, plasma cell CD is
often associated with human immunodeficien-
cy (HIV) infection or HHV8 infection and other
malignancies such as several malignancies
Kaposi's sarcoma, Hodgkin and non-Hodgkin
lymphomas, several autoimmune diseases,
and POEMS syndrome (polyneuropathy, or-
ganomegaly, endocrinopathy, M-protein, and
skin changes) [7-9]. The causative relationship
between CD and these diseases remain
elusive.

Although the histopathological features of hya-
line-vascular CD are distinctive, these morpho-
logical changes of lymph nodes are not pathog-
nomonic. Similar histological changes are seen
in lymph nodes adjacent to either hematopoi-
etic or non-hematopoietic malignancies. Other
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conditions such as syphilis lymphadenitis, lym-
phoplasmacytic lymphoma, and marginal zone
lymphoma, should also be distinguished from
plasma cell CD. The confirmation of CD requires
careful histopathological examination and
exclusion of other malignancies or non-malig-
nant conditions through thorough systemic sur-
vey and clinical history review. For hyaline-vas-
cular CD, which is usually a benign and
self-limited disease, complete surgical resec-
tion is the primary choice of treatment, where-
as the therapeutic approaches for systemic CD
(multicentric and plasma cell type) remain con-
troversial including surgery, chemotherapy, and
steroid therapy [10]. Albeit rare, CD in mesen-
tery requires the awareness of pathologists
and clinicians to avoid misdiagnosis.
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