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Unicentric Castelman’s disease in peripancreatic tissue:
case report and review of the literature
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SUMMARY: Unicentric Castelman’s disease in peripancreatic
tissue: case report and review of the literature.

E TALARICO, L. NEGRI, D. Iusco, G.G. COrRAZZA

Castelman’s disease is a rare disorder of the lymphoid tissue that
usually occurs in the mediastinum even if extrathoracic involvement,
including neck, axilla, mesentery and retroperitoneum, has also been
described.

We report a case of a 69 years old men with peripancreatic locali-
sation, mimicking a pancreatic neoplasm treated with local excision.

Only seven cases of pancreatic and peripancreatic localisation are
described in the world-wide literature. This particular site of disease
may give troublesome differential diagnosis due to non specific clinical
signs and radiological fearures. Often surgical excision is both diagno-
stic and therapeutic.

RIASSUNTO: Malattia di Castelman unicentrica nel tessuto
peripancreatico: case report e revisione della letteratura.

E TALARICO, L. NEGRI, D. Iusco, G.G. CORAZZA

La malattia di Castelman é un disordine linfoproliferativo che si
osserva piis frequentemente nel mediastino, anche se sono state descrit-
te localizzazioni extratoraciche cervicali, ascellari, mesenteriche e re-
troperitoneali.

Descriviamo il caso di un womo di 69 anni con una localizzazio-
ne peripancreatica della malattia che mimava la presenza di una neo-
plasia e che fu trattata con escissione locale.

Solo sette casi di localizzazione pancreatica e peripancreatica sono
descritti in letteratura. In questi casi la diagnosi differenziale puo es-
sere problematica sia per i segni clinici aspecifici che per le caratteristi-
che radiologiche non dirimenti. Lescissione chirurgica é spesso sia dia-
gnostica che terapeutica.

KEY WORDS: Pancreas - Giant lymph node hyperplasia - Castelman’s disease.
Pancreas - Iperplasia linfonodale gigante - Malattia di Castelman.

Introduction

Benjamin Castelman in 1954 described for the fir-
st time an asymptomatic benign hyperplastic lymph
node resembling a thymoma (1). This condition,
known presently as Castelman’s disease, has many sy-
nonyms including giant lymph node hyperplasia,
lymph node hamartoma, angiofollicular mediastinal
lymph node hyperplasia and angiomatous lymphoid
hyperplasia (2).

Most of the lesions are located in the thorax but ex-
trathoracic involvment, including neck, axilla, mesen-
tery and retroperitoneum, has also been reported (3).
When the disease is localised in the retroperitoneum
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usually it has no distinctive clinical or radiological fea-
tures, making it difficult to distinguish from other re-
troperitoneal tumours (4).

We describe a case of Castelman’s disease in peri-
pancratic tissue and review the main question concer-
ning this rare disease.

Case report

A 69 years old patient with a brief history of left hypocon-
drium pain and fever was admitted to our hospital for further in-
vestigations. His past medical history showed type II diabetes mel-
litus and hypertension.

His physical examination showed abdomen soft, with a slight
tenderness in the left hypocondrium on deep palpation and a
palpable spleen due to splenomegaly. Laboratory tests were nor-
mal except for a mild hypoalbuminemia (2,5 g/dL) and hypergli-
cemia (270 g/dL). There was no serological indication of active
HIV, B and C hepatitis, and tumoral markers as CA.19-9 and
CEA were normal.

Upper gastrointestinal endoscopy with biopsy showed mild ch-
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Fig. 1 - Computed tomography scan showing a 4 cm mass with a necrotic
centre and a significative contrast enhancement near the trifurcation of the
celiac axis and very close to the hepatic artery.

ronic gastritis. A CT scan showed, posteriously to the antro-piloric
region near the trifurcation of the celiac axis and very close to the
hepatic and gastroduodenal arteries, a 4 cm mass with a necrotic
centre and a significative contrast enhancement (Fig. 1). This ima-
ge had an equivocal interpretation, and was suspected to be a pan-
creatic mass. Multiple lymph node (maximum diameter 1 cm) we-
re detected around the celiac axis and the aorta. The patient un-
derwent endoscopic ultrasonography which showed near the celiac
axis multiple anecogenic nodules, varying from 5 to 15 mm, com-
patible with lymph nodes, and a voluminous hypoecogenic mass of
the body of the pancreas with diffusely dishomogeneous parenchy-
ma and faded margins compatible with neoplasm (Fig. 2). An en-
doscopic ultrasound-guided fine needle aspiration of the pancreatic
mass showed bundles of small and medium-large sized lymphoid
cells and some rare atypical cells with an alterated nuclear-cytopla-
sm ratio; this result could not exclude a neoplastic process.

The patient underwent surgical operation for suspected pan-
creatic neoplasm. Operative exploration showed a well vascularized
4 cm mass on the superior edge of the body of the pancreas. The
mass was soft and in direct contact with the hepatic and the sple-
nic arteries. It was possible to dissect the mass completely from the
pancreas and from celiac branches. Macroscopic examination
showed a white-greyish 4x2,5x2,5 cm capsulated mass with hemo-
ragic spots. Frozen section showed an atypical lymphoproliferative
process and the final pathological report described an angiofollicu-
lar lymphoid hyperplasia compatible with mixed variety, hyaline-
vascular plasma cell type of Castelman’s disease made of preserved
lymphoid tissue with follicles at various degrees of maturation and
diffuse hyaline involution and intervening sheets of plasma cells
and capillary. Immunochemestry showed regular expression of
CD3 in the follicles and CD79A in the para-cortical region, with
a k/\ ratio monotypic for A on plasma cells.

Postoperative course was uneventful and the patient was di-
scharged on 14" postoperative day. He is alive and free of recur-
rence at one year follow-up.

Discussion

Castelman’s disease usually presents in young adult
with median age of approximately 35 years, equally di-
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Fig. 2 - Endoscopic ultrasonography which showed a voluminous hypoeco-
genic mass in the body of the pancreas with diffusely dishomogeneous pa-
renchyma and faded margins.

stributed between male and female (5). Little is known
about the cause of this disorder. Most of the evidence
point out a faulty immunoregulation which results in
the excessive proliferation of B lymphocytes and pla-
smacells in lymphoid organs (6).

Keller et al. distinguished two basic hystological ty-
pes (hyaline-vascular and plasma cell types) and one
mixed variant. The hyaline-vascular type, which is the
most frequent (about 90% of all cases), is characteri-
sed by small hyaline-vascular follicles and intefollicular
capillary proliferation. The plasma cell type is charac-
terised by large follicles with intervening sheets of pla-
sma cells (5). Clinically the former is almost always
asymptomatic and may manifest itself only because of
mass compression symptoms, while the latter is some-
times associated with systemic manifestation such as
fever, anaemia, weight loss, night sweats, and polyclo-
nal hypergammaglobulinemia (7).

Castelman’s disease is currently classified in two cli-
nico-pathological groups: localised disease, with a ty-
pical benign course, and disseminated disease which
has usually a malignant course (5, 7, 8). The multicen-
tric variety, in fact, is frequently associated with AIDS,
Kaposi sarcoma and the so-called POEMS syndrome
which consists in polineuropathy, organomegaly, en-
docrinopathy, M protein and skin changes (6).

Peripancreatic localization of Castelman’s disease is
an uncommon location. In a review of 315 cases, 70%
occurred in the mediastinum, 20% in cervical, axillary,
shoulder, inguinal or vulva areas, and 7% (21 cases) in
retroperitoneum (9). To the best of our knowledge
only seven cases of this disease originating from the
pancreas and the peripancreatic tissue are reported in
literature (10).

Castelman’s disease has no specific radiological fea-
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tures, in fact even if ultrasonography, computerized to-
mograpy, magnetic resonance imaging have been pro-
ven to be helpful in diagnosing retroperitoneal tumour,
it is almost always indistinguishable from other disease.

The ultrasonographic picture, a uniform hypoe-
choic mass with enanched through transmission, is in
fact similar to that seen in lymphoma (11). Endosco-
pic ultrasonography is an excellent tool for characteri-
sing lesions of the pancreas due to its superior spatial
resolution, however the features of neoplastic and
non-neoplastic pancreatic lesions and those with and
without malignant potential overlap and interobserver
agreement is poor (12). Endoscopic ultrasonography
in our case has been used to study the peripancreatic
lesion and to perform fine needle biopsy; this kind of
approach is reported only by Goetze e coll. and their
finding - a well defined and hypoecogenic mass - was
consistently similar to our finding (10).

Computed tomography examination shows solid
density and homogeneously enhanced masses with or
without calcification. The usual appearance of this le-
sion on computed tomography is that of a non speci-
fic homogeneous mass which ranges from hypo to iso-
dense in relation to the liver on non-contrasted scan.
Dense enhancement immediately after the infusion of
iodinated material is observed (13). Castelman’s disea-
se in the abdomen and in the pelvis may display a va-
riety of calcification patterns (punctuate, coarse, pe-
ripheral “arborizing”) (10). In a recently published re-
trospective review of 16 cases of abdominal and pelvic
Castelman’s disease localizations, 31% showed calcifi-
cation, one with an arborizing pattern and the remai-
ning lesions with punctuate calcifications (14). Hence,
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