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INTRODUCTION:  Castleman’s  disease  (CD)  is  a rare  disorder  characterized  by benign  angio  follicular  lym-
phoid hyperplasia,  with  gentle  behavior.  Its  etiology  and  prevalence  are  unclear.  It  is usually  found  in  the
mediastinal  area  and  it is  rare  to see  this  tumor  in the retroperitoneum.
PRESENTATION  OF  CASE:  A 53 year  old  male  with a retroperitoneal  hypervascular  calcified  mass  densely
adherent  to  the  psoas  muscle  that  was accidentally  encountered  on  a  CT scan.  Provisional  diagnosis
of  retroperitoneal  liposarcoma  was  made  and  the  patient  underwent  an  exploratory  laparotomy.  The
histologic  examination  of  the  surgically  resected  specimen  disclosed  «  a hyaline  type  of  Castleman’s
disease  ».
DISCUSSION:  Castleman’s  disease,  is  a rare  heterogenous  group  of  lymphoproliferative  disorders  that
arises  mostly  in  the mediastinum.  The  retroperitoneal  localization  is  very  rare.  Clinically,  CD  can  be sub-
divided  into  a localized  form  (unicentric  disease)  and  a  generalized  form  (multicentric  disease)  according
to  the  number  of lymph  nodes  involved.  A careful  histological  and immunohistochemical  examination

of  the  tumor  tissue  after  surgery  is the  only  way  for  tumor  diagnosis.
CONCLUSION:  Castelman’s  disease  is a  rare entity  that has  often  benign  and  non  invasive  behavior,  but
remains  a diagnostic  challenge.  There  is  no  reliable  diagnostic  method  and  its definitive  diagnosis  is based
on histopathology  report.  For  treating  the  unicentric  variant,  radical  surgical  resection  is  considered  to
be the  gold  standard.

©  2020  The  Author(s).  Published  by Elsevier  Ltd on behalf  of  IJS Publishing  Group  Ltd.  This  is  an  open
 artic
access

. Introduction

Castleman’s disease (CD) is a rare disorder characterized by
enign angio follicular lymphoid hyperplasia first described by
astleman et al. in 1956 [1]. Because of the rarity of this disease, epi-
emiological data are not available. The etiology of CD is still poorly
nderstood, and is sometimes associated with human immuno-
eficiency virus (HIV) and human herpes virus 8 (HHV-8) [2].

The most common location of CD is mediastinum (70%) but
he involvement of extrathoracic sites like neck, axilla and pelvis
ave also been reported. CD in the retroperitoneum is especially
nusual, accounting for only 7% of all reported cases (400 patients
o far) [3]. Castleman’s disease has been classified as unicentric
localized) form and multicentric (systemic) form based on clini-

al and radiological findings [4]. Histopathologically, the disease is
ivided into the hyaline vascular, plasma cell or mixed cell type [5].
iagnosis can be suggested by preoperative morphologic imaging
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(ultrasonography with Doppler, computed tomography scan, mag-
netic resonance imaging and angiography) but definitive diagnosis
can only be obtained with surgical pathology [6]. Optimal therapy
for unicentric disease is surgical resection and is curative if lesion is
completely resected. Multicentric disease is primarily treated with
systemic therapies.

We  herein present a rare case of unifocal retroperitoneal mass
proved to be Castleman’s disease.

This work has been reported in line with the SCARE criteria [7].

2. Case presentation

A 53-year-old male, with a history of a squamous cell carci-
noma of the lower lip was admitted to our surgical department
for an asymptomatic retroperitoneal mass. The lesion was inci-
dentally discovered on a thoraco-abdomino and pelvic CT scan
done as part of the follow-up of the squamous cell carci-
noma of the lower lip. No abnormal clinical findings were
recorded, notably no palpable mass. Routine blood investiga-

tions including hematological and biochemical tests were normal.
Serum alpha-fetoprotein (AFP), CEA and CA 19-9 were unre-
markable. The Contrast enhanced computed tomography (CT) of
the abdomen and pelvis showed a homogenous enhancing mass

p Ltd. This is an open access article under the CC BY license (http://creativecommons.

https://doi.org/10.1016/j.ijscr.2020.03.048
http://www.sciencedirect.com/science/journal/22102612
http://www.casereports.com
http://crossmark.crossref.org/dialog/?doi=10.1016/j.ijscr.2020.03.048&domain=pdf
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
mailto:imen_bi@yahoo.fr
mailto:hakimzenaidi2@gmail.com
mailto:abdotn@gmail.com
mailto:rebii.saber@yahoo.fr
mailto:ayoubzoghlami57@gmail.com
https://doi.org/10.1016/j.ijscr.2020.03.048
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/


CASE  REPORT  –  OPEN  ACCESS
B.I. Imen et al. / International Journal of Surgery Case Reports 70 (2020) 24–27 25

Fig. 1. CT scan of the abdomen shows 
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CT, CD manifests as homogeneous or heterogeneous mass of
Fig. 2. Macroscopic view of the specimen after resection.

esion in the retroperitoneum, with lobulated contours measuring
6 × 88 × 150 mm,  massively calcified with significant collateral
enous circulation (Fig. 1).

Based on the radiological findings, a provisional diagnosis of
typical retroperitoneal liposarcoma was made and the patient
as prepared for surgical resection. The mass being calcified and

ypervascular, it was considered any form of pre-operative biopsy
even fine needle) might be difficult and carry a high risk of bleed-
ng.

At laparotomy, a retroperitoneal large mass of size 15 cm × 8 cm
as found. The tumor was limited posteriorly by the psoas muscle,

orward by the caecum and laterally by the parietal muscles. The
etroperitoneal mass was widely dissected and completely excised
long with its capsule, carefully and without complications (Fig. 2).

The microscopic examination revealed an enlarged lymphnode
omposed of multiple follicles of various sizes with involuted ger-
inal centers (Fig. 3). The immunohistochemical study revealed

D20 (+, follicles), CD3 (+, parafollicles) and Bc12 (+, follicles)
Fig. 4). These findings were consistent with Castleman’s disease
yaline vascular variant.

The patient had an uneventful postoperative course and was

ischarged on the fourth postoperative day. He is now nine months
ost surgery and is well and without any evidence of disease. He is
eing followed-up at six monthly intervals.
a well-defined enhancing mass.

3. Discussion

Castleman’s disease, also known as angio follicular lymphnode
hyperplasia, is a rare heterogenous group of lympho-proliferative
disorders. It was first reported by Benjamin Castleman in 1956 [1].
CD is a kind of rare pathology, usually benign, and its incidence is
estimated at 21–25 cases per million person-years [8].

The pathogenesis of CD is not clearly defined. However, an
increased production of IL-6 by lymphnodes appears to have a piv-
otal role in the development of the disease [9]. CD is more common
in young adults without predilection of sex, although age varies
from 8 to 66 years [5].

Castlman’s disease arises mostly in the mediastinum (70%) neck,
abdomen, axilla, shoulder, orbit, pelvis, pancreas, leptomeninges,
vulvar, and retroperitoneum have also been reported as locations
of CD [10]. Retroperitoneal localization is very rare and has been
reported to account for 7% [3].

Clinically, CD can be subdivided into a localized form (unicentric
disease) and a generalized form (multicentric disease) according
to the number of lymphnodes involved [4]. The Clinical mani-
festations have great differences between the two forms. UCD is
generally asymptomatic and may  be diagnosed incidentally on
imaging [11].

Multicentric disease commonly occurs in the setting of HIV
infection along with HHV 8 infection and it affects multiple lymphn-
ode regions [2]. The patients often present with systemic symptoms
such as fever, night sweats, general malaise, weight loss, and ane-
mia. Generalized lymphadenopathy and hepatosplenomegaly are
commonly seen in these patients [12].

According to the histological pattern, CD may  be classified into
several subtypes based on its specific features, including hyaline
vascular variant, plasma cell variant, plasmablastic variant, and
mixed cell subtype [13].

As reported in the literature the hyaline vascularsub type is
the most common one, accounting for approximately 90% and it
presents as a unicentric disease in 76%–90% of cases, while the
plasma cell variant commonly presents as multicentric disease in
80%–90% of cases [14].

The preoperative diagnosis of CD remains a great challenge
especially in case of CD located in the retroperitoneal space. Imag-
ing tests have been shown to aid diagnosis. On ultrasonography, CD
is seen as a homogeneously hypoechoic mass. In contrast-enhanced
soft-tissue density with rim enhancement and slow washout.
In magnetic resonance imaging, lesions are heterogeneous with
increased signal on T2 and T1 [15]. Although, MRI  is superior to
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Fig. 3. Histological examination: Castleman’s disease of hyaline vascular type.
(a) Lymphoid tumor in soft tissue (adipose tissue visible at the level of the cartridge image). (HE, Low magnification).
(b)  Atrophic follicles of the Castleman type vascular hyaline. (HE, medium magnification).
(c)  Presence of ossification foci within the lesion. (HE, medium magnification).
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Fig. 4. The immunohistochemical stainin

T as it shows better soft tissue delineation, but is also not defini-
ive for the diagnosis of CD. Of course, since no study with a high

ample size has been conducted in this field, sensitivity and speci-
city of none of these diagnostic methods were exactly identified

11].
aling positive findings of CD3 and CD20.

Ultimately, a careful histological and immunohistochemical
examination of the tumor tissue after surgery is the only way  for

tumor (and its type) diagnosis [11]. Therefore, preoperative diag-
nosis is often not achievable. In fact, a preoperative needle biopsy
or fine needle aspiration is not recommended because of the diffi-
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ulty of achieving an adequate amount of tissue, the possibility of
preading tumor cells and the risk of severe bleeding in hypervascu-
ar mass [6]. Similar to most of the cases reviewed in the litterature,

 surgical resection was used for the diagnosis and treatment of the
resent patient.

The clinical subtypes of Castleman’s disease are associated with
ifferent prognoses and treatments. Unicentric Castleman’s disease
as a good prognosis (no recurrence and 5-year survival rate of
early 100%) and is treated by the radical surgical resection [16].

For the systemic form, no curative therapies have been found
et. Treatment options in MCD  include immunotherapy with
onoclonal antibodies directed at IL-6 (siltuximab), antiviral,

ntiretroviral agents, and chemotherapeutic agents (doxorubicin,
incristine, cyclophosphamide, melphalan, and chlorambucil) [15].
ultifocal Castleman’s disease, has a poor prognosis and may

rogress to lymphoma (5%) and hence, regular surveillance is nec-
ssary for these patients [17].

With the advent of laparoscopic surgery, laparoscopic resec-
ion has been selected in recent reports. Jhen-Hao et al. have
emonstrated, in a systematic review of the litterature, that the

aparoscopic approach is feasible for retroperitoneal CD and it leads
o better results than open surgery as it reduces postoperative
ain and limits the length of hospital stay [2]. The mean size of
he laparoscoply resected masses was 5 cm with extremes rang-
ng from 2 to 7.5 cm.  The tumors were placed in a plastic bag and
emoved through the umbilical trocar site or a Pfannensteil incision
2]. To the best of our knowledge, there has not been a reported
ase of laparoscopic resection of a large calcified CD over 10 cm in
iameter. In cases of an uncertain nature mass, the laparoscopic
pproach must be considered as the last diagnostic tool and the
rst treatment one.

. Conclusions

Castelman’s disease is a rare entity that has often benign and
on invasive behavior, but remains a diagnostic challenge. There is
o reliable diagnostic method and its definitive diagnosis is based
n histopathology report. Although rare it should be included in
he differential diagnosis of retroperitoneal mass. For treating the
nicentric variant, radical surgical resection is considered to be the
old standard.
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