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ABSTRACT

Castleman’s disease (CD) is a rare non-malignant lymphoproliferative disorder of uncertain etiology. Its localized variety presents
with incidentally found mass or symptomatic mass, whereas other type presents with generalized lymphadenopathy with systemic
manifestations. Here, we report the case of localized CD in a 46-year-old female who presented with a complaint of vague upper
abdominal pain for the past 6 months. The patient was managed with surgical resection only. Microscopic examination confirmed the
entity to be CD of hyaline vascular type. The patient was asymptomatic at 15 months follow-up.
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astleman’s disease (CD) is a rare non-malignant (Fig. 1). No vascular involvement was noted. Findings of upper

lymphoproliferative disorder. Its true incidence and

etiology are still unknown. Although case reports and
series have been published since its description, presently, there is
no consensus guideline regarding its diagnosis and management
because of the rarity of the disease. Here, we describe a case of
localized CD near the pancreatic tail region which was managed
with surgery alone.

CASE REPORT

A 46-year-old lady presented with a complaint of vague upper
abdominal pain for the past 6 months. It was gradual in onset and
intermittent in nature. There were no significant aggravating or
relieving factors. However, it was managed with intermittent oral
analgesics and antacids. She was a known diabetic for the past 10
years. She had no other medical history or family history.

On systemic examination, she was normothermic with a
recorded regular pulse of 80/min and blood pressure 130/80
mmHg. Physical local examination revealed deep-seated
tenderness in the left subcostal region without any palpable mass,
organomegaly, or peripheral lymphadenopathy.

Initial ultrasonography (USG) showed one hypoechoic
lesion (38 mm X 34 mm) near the tail of the pancreas. Further
evaluation by contrast-enhanced computed tomography scan
(CECT scan) revealed a large heterogeneously hypervascular
mass near the pancreatic tail region measuring 3.73 cm x 3.7 cm
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gastrointestinal endoscopy were normal. Routine investigations
such as complete blood count, liver function tests, renal function
tests, and electrolytes were found to be within normal range
(Hb — 11 gm/dL, total count — 8900/cc, bilirubin — 0.6 mg/dL,
serum glutamic oxaloacetic transaminase/serum glutamic pyruvic
transaminase — 28/26 IU/L, alkaline phosphatase — 76 IU/L,
albumin — 3.8 g/dL, urea — 16 mg/dL, creatinine — 0.8 mg/dL,
sodium — 137 mEq/L, and potassium — 3.7 mEq/L). Her serum CA
19-9 values was 18.73 U/ml. A preoperative working diagnosis of
a distal pancreatic tumor was made.

After adequate preoperative preparation, she was explored
under general anesthesia. A 4 cm x 4 cm hard mass was found at
the inferior border of the body of the pancreas in retroperitoneum.
It was neither involving the pancreas parenchyma or any other
adjacent lymph node or structure. Intraoperative diagnosis of a
distinctly enlarged lymph node was made and local excision was
performed. She had an uneventful post-operative period and was
discharged after 5 days.

On gross examination, it was a single globular mass measuring
4 cm X 4 cm x 1.5 cm with a fleshy gray-white cut surface.
Microscopic examination revealed a lymph node with regressively
transformed follicles. Follicular centers were surrounded by the
“onion skin” of small lymphocytes. Penetrating hyalinized small
vessels were present with an admixture of predominantly small
lymphocytes and scattered plasma cells (Fig. 2). All these features
were suggestive of CD of hyaline vascular (HV) type. Further
CECT of the chest and neck did not reveal any lymphadenopathy.
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Figure 1: Computed tomography image (axial view) showing
hypervascular tumor

Figure 2: Hematoxylin and eosin (10x) stained section showing
lymph node with follicular center surrounded by the “onion skin”
of lymphocytes

Immunohistochemical analysis was not feasible. She was
asymptomatic at 15-month follow-up.

DISCUSSION

CD was first described by Benjamin Castleman in 1956 [1]. It
is clinically classified into two types depending on the lymph
nodal involvement — unicentric (single node involvement) and
multicentric type. CD is also classified into three types depending
on histologic findings as HV, plasma cell, and mixed entity. HV
type is reported to be the most common. Again HV-CD is most
often found in indolent unicentric CD (UCD) tumors, whereas
plasma cell variety is the most often associated with aggressive
mixed CD type [2].

CD has an unclear etiology, although human herpesvirus
8, HIV coinfection, Epstein—Barr virus, and autoimmune
disease have been implicated in the etiology of the multicentric
disease (MCD) [3-5]. MCD is usually present with generalized
lymphadenopathy with constitutional symptoms, whereas UCD

is usually asymptomatic or presents with mass. The sites for UCD
include the abdomen, peripheral lymph node, the mediastinum, or
the retroperitoneum. Primary organ involvement in UCD is rare
and the spleen is the most commonly affected organ, whereas the
most common intra-abdominal involved site is the retroperitoneal
lymph nodes [6].

Retroperitoneal tumors or masses are usually asymptomatic
until they are large enough to cause pressure symptoms.
Sometimes, they are detected incidentally. It mimics a variety of
pathology from tumor mass to enlarged lymph nodes. Therefore,
pre-operative diagnosis remains a challenge and a very high
clinical suspicion is needed. As in our case, we thought it to be a
distal pancreatic mass or non-functional endocrine tumor. Nagano
et al. have reported retroperitoneal UCD mimicking as paraspinal
schwannoma [7].

A multidisciplinary approach is often required for proper
diagnosis and management [8]. Few characteristic CT findings
such as the degree of rim enhancement have been suggested to
differentiate it from other pathology [9]. Pre-operative tissue
cytology from these masses may be misleading unless a core-
cut biopsy is performed [10]. It is not performed routinely in our
institution in the resectable lesions. As a result, the definitive
diagnosis is based on post-operative pathological findings.
Although immunohistochemical analysis and virologic workup
are suggested for further analysis and treatment [11], it was
not feasible in our patient. Again care must also be taken to
differentiate UCD from MCD using radiologic techniques, as a
treatment for these variants differs significantly.

For UCD, surgical resection can be curative, with long-
term, recurrence-free survival as described in the majority of
case reports and series [6,12]. Surgical morbidity depends on
the size, location, and relation with major vascular structures.
Talat et al. have shown that more than 90% of patients of UCD
underwent resective surgery, whereas only 38.9% of MCD
patients underwent resective surgery [6]. Most of these patients
underwent diagnostic surgery in the form of peripheral lymph
node biopsy or endoscopic biopsy. MCD is usually managed with
combination chemotherapy, whereas the role of radiotherapy
and antiviral therapy remains unclear [8]. Appropriate follow-up
along with radiological assessment should be performed to detect
early recurrence. Some authors recommend routine CT yearly for
the first 3 years and again at 5 years postoperatively [13].

CONCLUSION

In this case report, we describe a poorly understood disease that
inherently poses diagnostic as well as a therapeutic dilemma
for surgeons. Because of the rarity of the disease, evidence-
based guideline is unlikely to evolve for the management of
this disease. Although some characteristic radiologic features
have been cited, a very high clinical suspicion is necessary
for pre-operative diagnosis. Surgical resection remains the
mainstay of treatment for the unicentric variety, whereas the
multidisciplinary approach holds the pivotal role for proper
management of a MCD.
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