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ABSTRACT

Castleman’s disease is an uncommon lymphoproliferative
disorder. It can present as unicentric disease or multi-
centric disease. Here we present a case in which a 60
year old female who presented with upper abdominal

Castleman’s Disease Presenting

as an Abdominal Mass

discomfort was evaluated with contrast enhanced CT
scan and was initially thought to have a paraganglioma
at hepatoduodenal ligament, but was later diagnosed as
having Castleman’s disease.
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CASE REPORT

A 51-year-old female patient presented in Surgical
Gastroenterology Department with dyspeptic symptoms
of 3 months duration. Her abdominal examination and
blood investigations were within normal limits. Serum HIV
and HBsAg were negative. Upper Gl endoscopic study was
normal. Ultrasound evaluation of abdomen showed a solitary
hypoechoeic lesion in the upper abdomen adjacent to the
liver. Contrast enhanced CT-scan showed a hypodense lesion
measuring 5 cm x 4.3 cm enhancing in the arterial phase
near the porta hepatis, abutting the caudate lobe, main portal
vein and hepatic artery. No lymph node enlargement was
seen. Biliary system, liver, pancreas and other organs were
normal [Table/Fig-1].The radiological findings suggested a
paraganglioma at hepatoduodenal ligament.

Exploratory laparotomy was performed. Intraoperatively there
was a firm capsulated mass inferior to the porta, abutting
the caudate lobe along the hepatoduodenal ligament [Table/
Fig-2]. The mass was not adherent to any vascular structures.
No lymph node enlargements could be detected. There was
a clear plane of dissection all around the mass and therefore

[Table/Fig-1]: CECT abdomen reconstructed images showing
lesion near portahepatis , mild enhancing in arterial phase, abutting
caudate lobe, portal vein and hepatic artery.
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porta hepatis along the hepatoduodenal ligament.
[Table/Fig-3]: Gross specimen picture showing a tan coloured firm

capsulated mass.
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[Table/Fig-4]: Histology showing distorted lymph node architecture
with concentric ring of lymphocytes (onion-skinning).

it was possible to easily excise the entire mass without
any breach of its capsule or injury to adjacent structures
[Table/Fig-3]. Histopathological examination of the resected
specimen showed features of Castleman’s disease - hyaline
vascular variant [Table/Fig-4]. The patient had an uneventful
postoperative recovery and was discharged after five days of
hospitalisation. After three months follow-up the patient was
clinically asymptomatic. Informed consent from the patient
was obtained prior to inclusion of details in this case report.
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DISCUSSION

Castleman’s disease is a rare lymphoproliferative disorder
with unclear epidemiology and evolving treatment modalities.
Initially Dr. Castleman reported 2 patients possessing
localised mediastinal lymph node enlargements in 1954. He
reported redundancy of ymphoid follicles with germinal centre
involution and marked capillary proliferation with endothelial
hyperplasia in both follicular and inter-follicular regions in
these lymph nodes [1]. This was named as Castleman’s
disease. Keller et al later in 1972 described the hyaline
vascular variant and plasma cell variant histologic subtypes
of the disease [2]. Castleman’s disease is an important cause
of non-neoplastic lymph node enlargement. It is described
as a great mimicker of a spectrum of both neoplastic and
non-neoplastic diseases affecting lymphoid system. The
disease is relatively uncommon and its etiopathogenesis
is still not completely understood.The estimated 10-year
prevalence is 2.5 per million in U.S. It can be either unicentric
disease or multicentric disease. Unicentric disease presents
with isolated lymph node enlargement, while multicentric
disease can affect any of the reticulo-endothelial organs
with multiple lymph node enlargements. Most frequent
symptoms of multicentric disease are fatigue (49%), fever
(89%) and night sweats (30%) [3]. Multicentric disease is
less common than unicentric disease and it has a slight
male preponderance. A retrospective data analysis done by
Robinson D et al., about multicentric disease showed that
61% were male and the mean age at presentation was 53
years. The pathogenesis of Castleman’s disease has been
linked to HHV-8 infection. HHV-8 has been found in lymphoid
cells in the systemic form of Castleman’s disease [4]. HHV-8
infection stimulates secretion of interleukin-6 which causes
various manifestations including lymphoid hyperplasia.

Castleman’s disease has been histologically classified into
3 subtypes — hyaline vascular, plasma cell and mixed type.
Hyaline vascular variant is characterised by distortion and
expansion of lymph node architecture due to increased
numbers of lymphoid follicles, often containing multiple
small germinal centres that are depleted of lymphocytes but
may contain hyaline deposits, as well as numerous follicular
dendritic cells. Expansion of mantle zones with concentric ring
of lymphocytes (onion skinning) and sclerotic blood vessels
penetrating the follicles (lollipop lesions) may also be seen.
Differential diagnoses include toxoplasma lymphadenitis,
mantle cell lymphoma, follicular lymphoma, nodal marginal
zone B cell ymphoma [5]. In the plasma cell variant, lymph
node architecture is expanded by sheets of predominantly
mature plasma cells, although a range of maturation may be
present. Differential diagnosis includes lymphoplasmacytic
lymphoma, plasmacytoma, angioimmunoblastic T-cell lym-
phoma, rheumatoid lymphadenitis [5].

Contrast enhanced CT scan of Castleman’s disease usually
shows lymph nodal masses to be solid homogenous and
hypervascular when the tumour diameter is less than 5 cm,
whereas when they are larger than 5 cm, they tend to have
a more heterogeneous enhancement with a central low-
attenuation area because of necrosis and fibrosis. Hyaline
vascular variants on magnetic resonance (MR) imaging
typically exhibit heterogeneous T1 and T2 hyperintensity
compared with skeletal muscle. Prominent flow voids may
help to identify the feeding vessels. However, radiological
findings are often non-specific and biopsy is often required
for confirmation of diagnosis. Fine needle aspiration cytology
is often inconclusive and an excisional biopsy is needed to
establish the final diagnosis [6].

Unicentric Castleman’s disease is treated by surgical
excision of affected lymph node. No further treatment is
recommended [7]. Therapeutic options for multicentric
disease includes glucocorticoids, single or combination
chemotherapy. Monoclonal antibodies targeting CD20 or
IL-6 are other options. Steroids help in short term control
during acute exacerbation of symptoms. Rituximab is
an anti CD 20 monoclonal antibody which is used as first
or second line therapy [8]. Chemotherapy, in general is
reserved for HIV positive patients who relapse or progress
on rituximab treatment [9]. Siltuximab and tocilizumab are
newer monoclonal antibodies targeting IL-6 and its receptor
(IL-6R) respectively. Siltuximab was approved by the US
food and Drug Administration (FDA) for treating HIV negative,
HHV-8 multicentric disease [10]. Bortezomib which is a
proteasome inhibitor decreases the production of IL-6, has
been used in patients who fail on anti IL-6 receptor therapies
[11].Thalidomide is an immunomodulator which has been
demonstrated to induce remission by multiple mechanisms
in multicentric disease [12].

CONCLUSION

Castleman’s disease is a rare lymphoproliferative disorder
with diagnostic as well as therapeutic challenges. It is
a mimicker of a variety of benign as well as malignant
conditions involving the lymphoid system. Diagnosis can be
made only after histopathological and immunohistochemical
evaluation of affected lymph nodes. Unicentric disease is
treated by excision of affected lymph node. The treatment of
multicentric disease is still evolving. Rituximab monotherapy
remains the current standard treatment with newer agents
targeting IL-6 being introduced. Multi-agent chemotherapy
is used as adjunct treatment for refractory or relapsed
disease.

REFERENCES

[1] Castleman B, Iverson L, Menendez VP. Localized mediastinal

International Journal of Anatomy, Radiology and Surgery. 2016 Jul, Vol-5(3): SC19-SC21

www.ijars.net . . l



l . . WWW-iJa"S-net

lymphnode  hyperplasia Cancer.
1956;9:822-30.

[2] Keller AR, Hochholzer L, Castleman B. Hyaline-vascular and
plasma-cell types of giant lymph node hyperplasia of the
mediastinum and other locations. Cancer.1972;29:670-83.

[3] Talat N, Belgaumkar AP, Schulte KM. Surgery in Castleman’s
disease: a systematic review of 404 published cases. Ann Surg.
2012;255:677-84.

[4] Robinson D Jr, Reynolds M, Casper C, Dispenzieri A, Vermeulen
J, et al. Clinical epidemiology and treatment patterns of patients
with multicentric Castleman disease: results from two US
treatment centres. Br J Haematol. 2014;165(1):39-48.

[5] Aster JC, Pozdnyakova O and Kutok JL. Hematopathology:
Castleman Disease, Book chapter in  “A Volume in the High
Yield Pathology Series”. 77-79.

[6] Bonekamp D, Horton KM, Hruban RH, Fishman E. K. Castleman
disease: the great mimic. Radiographics. 2011;31(6):1793—
807.

[71 Soumerai JD, Sohani AR, Abramson JS.
management of Castleman disease.
2014;21(4):266-78.

resembling  thymoma.

Diagnosis and
Cancer Control.

(8]

[9]

(0]

1]

2]

C. Valiathan Gopakumar et al., Castleman’s Disease Presenting as an Abdominal Mass ..I

lde M, Kawachi Y, lzumi Y, Kasagi K, Ogino T. Long-term
remission in HIV-negative patients with multicentric Castleman’s
disease using rituximab. Eur J Haematol. 2006;76(2):119-23.
Seo HY, Kim EB, Kim JW, et al. Complete remission in a patient
with human herpes virus-8 negative multicentric Castleman
disease using CHOP chemotherapy. Cancer Res Treat.
2009;41(2):104-07.

Casper C, Voorhees PM, Fayad LE, et al. An open-label,
phase 2, multicenter study of the safety of long-term treatment
with siltuximab (an an-ti-interleukin-6 monoclonal antibody)
in patients with multicentric Castleman’s disease. Blood.
2013;122(21):1806-06.

Rajkumar SV, Richardson PG, Hideshima T, et al. Proteasome
inhibition as a novel therapeutic target in human cancer. J Clin
Oncol. 2005;23(3): 630-39.

Starkey CR, Joste NE, Lee FC. Near-total resolution of
multicentric Castleman disease by prolonged treatment with

thalidomide. Am J Hematol. 2006;81(4):303-04.

AUTHOR(S):

1. Dr. C. Valiathan Gopakumar
2. Dr. PK. Reddy

3. Dr. JKA. Jameel

PARTICULARS OF CONTRIBUTORS:

1. Registrar, Department of Surgical Gastroenterology,
Apollo Main Hospitals, Chennai, India.

2. Senior Consultant, Department of Surgical
Gastroenterology and Minimal Access surgery,
Apollo Main Hospitals, Chennai, India.

3. Consultant, Department of Surgical Gastroenterology
and Bariatric Surgery, Apollo Main Hospitals,
Chennai, India.

International Journal of Anatomy, Radiology and Surgery. 2016 Jul, Vol-5(3): SC19-SC21

NAME, ADDRESS, E-MAIL ID OF THE
CORRESPONDING AUTHOR:

Dr. C. Valiathan Gopakumar,

Registrar, Department of Surgical Gastroenterology,
Apollo Main Hospitals, Greams lane, Off Greams Road,
Chennai — 6000086, India.

E-mail: gopancv@gmail.com

FINANCIAL OR OTHER COMPETING INTERESTS:
None.

Date of Publishing: Jul 01, 2016



