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INTRODUCTION:  Castleman’s  disease  (CD)  is an  angio-follicular  lymph  node  hyperplasia  presenting  as  a
localized  or  a systemic  disease  masquerading  malignancy.  The  most  common  sites  of  CD  are mediastinum,
neck,  axilla  and  pelvis.  Unicentric  CD in  the peripancreatic  region  is very  rare.
PRESENTATION  OF  CASE:  We  report  a case  of the  34-year-old  lady  presenting  with  epigastric  pain  for  3
months.  Abdominal  imaging  revealed  a retroperitoneal  mass  arising  from  the  pancreas  suspected  to  be
neuroendocrine  tumor.  Tumor  markers  were  not  elevated.  Complete  surgical  excision  was  performed
and  patient  had  uneventful  recovery.  Pathologic  findings  demonstrated  localized  hyaline-vascular  type
of Castleman’s  disease.
DISCUSSION: CD  is a very  rare cause  for  development  of retroperitoneal  mass.  It  is  more  frequent  in
young  adults  without  predilection  of  sex.  It can  occur  anywhere  along  the  lymphoid  chain.  Abdominal
and  retroperitoneal  locations  usually  present  with  symptoms  due  to the  mass  effect  on  adjacent  organs.
CD  appears  as a homogeneously  hypoechoic  mass  on  ultrasound  and  non-specific  enhancing  homoge-
neous  mass  with  micro  calcifications  on  computed  tomography.  Histologically,  the  hyaline  vascular  type
demonstrates  a follicular  and  inter-follicular  capillary  proliferation  with  peri-vascular  hyalinization,  with

expansion of  the  mantle  zones  by a mixed  inflammatory  infiltrate  of  numerous  small  lymphocytes  and
plasma  cells.  The  standard  therapy  of  localized  form  is en  bloc surgical  excision  as  performed  in  our case.
CONCLUSION:  Unicentric  CD  in  the  peripancreatic  region  is  difficult  to differentiate  from  pancreatic
neoplasm  preoperatively.  However,  preoperative  biopsy  in cases  of  high  clinical  suspicion  can  help  in
avoiding  extensive  surgery  for  this  benign  disease.

©  2017  The  Authors.  Published  by Elsevier  Ltd  on  behalf  of IJS  Publishing  Group  Ltd.  This  is an  open
he CC
access  article  under  t

. Introduction

Abdominal masses are a clinical enigma and pre-operative diag-
osis is always difficult due to varied presentations of the tumors.
his problem is more so with retroperitoneal masses [1]. Castle-
an’s disease (CD), or angiofollicular lymph node hyperplasia, is an

ncommon condition distinguished by the development of benign

ymph node masses. This condition was first described in 1956 by
astleman et al. [2]. It has been described mainly in case reports
nd series, so the true incidence and prevalence of CD is difficult

Abbreviations: CD, Castleman’s disease; HV, hyaline vascular type of Castleman’s
isease; PC, plasma cell type of Castleman’s disease.
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to ascertain [3]. The most common location of CD is mediastinum
(70%) but the involvement of extrathoracic sites like neck, axilla
and pelvis have also been reported [4]. Retroperitoneal CD in the
peripancreatic region is a rare entity [5,6]. We  report a case of the
34-year-old lady with suspected pancreatic neuroendocrine tumor
diagnosed to have Castleman’s disease on histological examination
of resected specimen. This case has been reported in line with the
SCARE criteria [7].

2. Patient and observation

A 34-year-old lady, without past medical or surgical history, pre-
sented to our University hospital with epigastric pain for 3 months.
Epigastric pain was dull aching in nature with the aggravation
of pain after meals. There was no history of fever, night sweats,

abdominal lump, decreased appetite, weight loss, or alteration of
bowel habit. She has a history of smoking one pack of cigarettes
per day for 10 years. Family history was  non-contributory. Phys-
ical examination was unremarkable. Routine blood investigations
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Fig. 1. Abdominal CT showing a hypervascular retr

ncluding hematological and biochemical tests were normal. Values
f the tumor markers were within normal range (Carcinoembry-
nic antigen: 0.9 ng/ml, Carbohydrate antigen 19-9:2 U/ml). Upper
igestive endoscopy detected a bulge in the stomach near the lesser
urvature due to extrinsic compression. Abdominal ultrasonogra-
hy (USG) revealed a retroperitoneal tumor of size 5 × 5 × 3 cm
robably arising from the pancreas. Contrast enhanced computed
omography (CT) of the abdomen and pelvis showed a solid,
omogenous, hypervascular and well-delineated mass measuring
8 × 50 mm located in the retroperitoneum behind the body of pan-
reas (Fig. 1). The mass was in close contact with the branches of the
eliac trunk. No significant deformation of adjacent retroperitoneal
tructures was observed. There was no evidence of abdominopelvic
ymphadenopathy or intraperitoneal disease. Kidneys, spleen and
iver were normal. Magnetic resonance imaging found a well-
efined mass measuring 5 × 5 × 4 cm in the lesser sac, hypointense
n T1 weighted and hyperintense on T2 weighted images with het-
rogeneous enhancement. It was in close contact with the body of
he pancreas and the lesser curvature of the stomach.

Based on the radiological findings, a provisional diagnosis of
etroperitoneal gastrointestinal stromal tumor (GIST) or pancre-
tic neuroendocrine tumor was made and the patient was prepared
or surgical resection. On exploration, the pancreas, liver, stomach
nd other organs appeared to be normal. The encapsulated mass
as seen bulging through the lesser omentum and arising from

he retroperitoneum close to the pancreatic body. The mass was
ompletely excised along with its capsule with preservation of the
urrounding organs.

On gross examination, it was an encapsulated mass, measur-
ng 5 × 6 × 3 cm with a yellowish color and a multinodular cut
urface (Fig. 2). Microscopic examination showed enlarged lym-
hoid follicles with onion peel like appearance characterized by
trophic germinal centers with surrounding concentric rings of
-lymphocytes (Fig. 3). Inter-follicular areas showed extensive hya-

ine vascular stromal changes without aggregates of plasma cells

Fig. 4). There was no evidence of pancreatic tissue. Immunos-
aining for CD23 demonstrated the follicular dendritic network of
esidual germinal centers (Fig. 5). CD10 was also weakly positive in
ome of the transformed germinal centers and immunostaining for
oneal mass arising from the peripancreatic region.

HHV-8 was negative. These findings were consistent with Castle-
man’s disease, hyaline vascular (angio-follicular) variant. Patient
had uneventful postoperative recovery. After discharge, patient
was clinically assessed in outpatient department every 3–4 months
and CT abdomen was  performed twice at 6 months and 1 year with
no evidence of recurrence. The patient was  satisfied with the treat-
ment and is currently symptom free more than a year after surgery.

3. Discussion

CD represents a very rare cause for development of retroperi-
toneal mass. CD is more common in young adults without
predilection of sex, although age varies from 8 to 66 years [4]. CD
may occur anywhere along the lymphoid chain. In 1972, Keller et al.
subclassified CD into a hyaline-vascular (HV) type and a plasma-
cell (PC) type based on their histologic features [4]. Clinically, CD
can be divided into a localized form (unicentric disease) and a
generalized form (multicentric disease). Clinical manifestations of
CD are heterogeneous, ranging from asymptomatic discrete lym-
phadenopathy to recurrent episodes of diffuse lymphadenopathy
with severe systemic symptoms [8]. The HV variety of CD is more
common (90%) and is usually asymptomatic and presents as a local-
ized disease [9,10]. Abdominal and retroperitoneal locations may
present with symptoms due to mass effect on adjacent organs as
anorexia, weight loss, vomiting, urinary retention, and abdominal
pain [11].

Radiologically, CD is seen as a homogeneously hypoechoic
mass on USG and non-specific enhancing homogeneous mass with
micro-calcifications on CT, both of which are not diagnostic as seen
in our case [12]. Although, MRI  is superior to CT as it shows better
soft tissue delineation, but is also not definitive for the diagnosis
of CD. Preoperative fine-needle aspiration cytology has no role in
diagnosis because of its low specificity. So, a definitive diagnosis
can only be made by pathological examination of the biopsy tissue
or resected specimen.
Grossly, CD appears as an encapsulated homogenous mass with
an orange-yellowish color [1]. Histologically, the HV type demon-
strates a follicular and inter-follicular capillary proliferation with
peri-vascular hyalinization and expansion of the mantle zones by a
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Fig. 2. Macroscopic findings: an encapsulated mass measuring 5 × 6 × 3 cm with a yellowish grey color.

Fig. 3. Lymphoid follicles with features of onion peel cell deposition with Inter-
follicular areas showed extensive hyaline vascular stromal changes (HEx40).
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Written informed consent for the publication of this case report
and all accompanying images was obtained from the patient and
the patient’s family. Copies of the written consents are available for
ixed inflammatory infiltrate of numerous small lymphocytes and
lasma cells. The germinal centers typically form concentric rings, a
henomenon that known “onion skinning” [13]. Often, a single pen-
trating vessel is located at the center of the follicle. Plasmacytoid
endritic cell collections may  be present [13].

Treatment of CD differs between localized and multifocal or
ystemic forms. The standard therapy for the localized form is en
loc surgical excision as performed in our case. As these lesions
re hypervascular, embolization before surgery could be of help
n reducing blood loss during surgery [14]. The five-year survival
fter resection is nearly 100% for the localized form. Recurrences
ave rarely been reported mainly in cases when excision was

ncomplete [15]. For the systemic form, no curative therapies have
een found yet. Corticosteroid therapy, immunosuppressive drugs,
hemotherapy and radiotherapy have been tried without any con-

incing results [12,15,16].
Fig. 4. Regressed germinal centers with hyperplastic dendritic cells and surrounded
by  concentric rings of B-lymphocytes (HEx200).

4. Conclusion

Unicentric CD, though a rare clinical entity, should be included
in the differential diagnosis of peripancreatic masses. It’s a diagnos-
tic challenge to differentiate it from pancreatic neoplasm. Accurate
preoperative diagnosis by image-guided biopsy can prevent exten-
sive surgery for this benign disease.
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