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Abstract

Castleman’s Disease (CD) is a rare disorder characterized by a benign atypical proliferation of
lymphatic tissue, and can occur anywhere along the lymphatic channels in either localized or
multicentric(systemic) forms. Most cases occur as a mediastinal mass, although about one quarter of
cases presented as neck and abdominal masses whether nodal or extra nodal. We present two patients,
one is a 58- year old man with localized cervical mass, who was treated successfully by local excision.
The other is a 30-year old female complaining from a retroperitoneal mass abutting the caudate lobe of
the liver, mistaken as liver haemangioma, which was then successfully removed laparoscopically. More

than three years of follow-up followed with no recurrence noticed.
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Case 1: A 58-year- old man with a history of
asymptomatic left neck mass that had slowly
grown over 7 months. On examination, a hard
non-tender mobile mass of 5 x 7cm diameter,
limited anteriorly by the lateral border of
sternomastoid muscle posteriorly by the medial
border of trapezius muscle and inferiorly by the
upper border of the left clavicle; and the mass
was not related to the thyroid gland.

Laboratory Investigation; including complete
blood picture, ESR, serum biochemistry (urea,
uric acid, calcium, phosphorus, cholesrtol, liver
enzymes, alkaline phosphatase, total proteins) all
gave results within normal range. Chest
radiography, abdominal ultrasound, and thyroid
scanning were also normal. Computerized
tomography (CT) of chest, abdomen & pelvis
were normal.

CT scanning of the neck showed a well-
circumscribed deeply-seated soft tissue mass 7 x
5x 5 c¢cm in dimensions. It contains few small
central hypo dense area arising from left side of
the neck extending from Cervical 2 vertebra,
down to the level of C5 (figure 1). The mass
displaces the major vessels of the neck
posteriorly and medially. Fine needle aspiration
of the lesion suggested Hodgkin’s disease.

Excisional biopsy of the lesion with the adjacent
lymph node revealed on histological examination
a reactive process, with a marked plasma cell
infiltrate, which stained for kappa and lambda
indicating poly clonal plasma cells, with
occasional giant cells which were topographically
suspicious of Hodgkin’s disease but were
negative for leukocyte common antigen (LCA),
CD30, and CD15A diagnosis of CD of plasma
cell type was made, then the patient was
discharged and followed up closely.
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Figure (1): CT scan neck, deeply seated soft
tissue mass, extending from C2-C5.
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Figure (1): CT scan neck showed a deeply
seated soft tissue mass, extending from C2-C5.

Case 2: A 30-year old female patient
presented with one year history of mid back
and lower abdominal pain. The back pain
was continuous, while the abdominal one
was colicky in nature. A history of weight
loss of 7 kg over the last 6 months was
reported. On examination, she was
comfirmed as a pale female patient with a
non- jaundiced normal head, neck, chest and
abdominal examination. Lab investigation
revealed a haemoglobin: 10.6 g/DI, ESR: -
105-127mm/h. blood film showed mild hypo

chromic, microcytic red cells, with
hypersegmented neutrophils, and normal
other parameters. In addition to normal
biochemical  investigations,  C-reactive

protein was positive. Abdominal US revealed
a mass separated from the liver, near the
caudate lobe (figure 2).

Figure (2): A mass near the caudate lobe of
the liver.
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liver lesion

Liver isotope scan revealed an area of
decreased tracer uptake in the left lobe of the
liver, labeled RBC; it did not reveal any
tracer concentration in cold area a conclusion
of a space occupying lesion negative for
heamangioma .

A diagnostic laparoscopy done revealed a
localized non-hepatic mass, retroperitoneal
just underneath the caudate lobe of the liver.
That was successfully removed
laparoscopically.

Histopathology; an oval 4x3.5x3.5 cm firm
well-circumscribed mass, microscopically: a
huge lymph node with marked follicular
hyperplasia. The sinuses were infiltrated by
sheets of plasma cells with many Russell’s
body; with its features being those of giant
lymph node hyperplasia of plasma cell type
(CD). Figure 3(A, B, C)

Figure (3A): Follicular hyperplasia.

Figure(3B): Sheets of plasma cell infilltrate.
Figure (3C): Few giant cells.
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Patient had uneventful postoperative period,
C reactive protein was returned negative; and
anaemia corrected; Haemoglobin 12.6gm/dl
and was  followed between  the
haematological department (were bone
marrow aspirate and biopsy done and was
normal). More than three years of follow-up
followed with no recurrence and good health.

Figure (3B): hees of plasma cell infiltrate.

Figure (3C): Few giant cells.
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Introduction

Castleman's disease (CD), is an uncommon
lympho-proliferative disorder, also known as
angiofollicular lymph node hyperplasia. It was
first reported by Symmers in 1921. ' B.
Castleman first characterized this pathology in
1956 as a benign lymph node hyperplasia
resembling a thymoma. 2 It can be found
anywhere along the lymphatic chain, although the
head and neck are second only to the
mediastinum. The mediastinum is affected in
70% of cases, and only 6% affect the neck, °
while the abdomen is affected in 12%, and the
least common is the axilla 4%. * Based on the
biological behavior, CD is classified into two
clinical subtypes: a localized (or unicentric) and a
multicentric subtype. Localized disease manifests
as a solitary mass, which may be well
circumscribed or infiltrative. It is associated with
lymphadenopathy confined to one lymph node or
nodal area and usually follows a benign course.
Multicentric disease carries a worse prognosis,
and subsequent infection or malignancy that may
lead to death. > The cause and pathogenesis of
this disease is thought to be due to chronic
Human herpes virus 8(HSV8); ° as HSV8 has
been found in lymphoid cells in cases of
systemic form, or plasma cell (PC) type of (CD).
Its nature is not neoplastic as confirmed by the
fact that the lesion are made of a polyclonal
proliferation. Histologically, CD have been
categorized into two subgroups, the hyaline-
vascular subtype is more common (90% of cases)
and is usually asymptomatic and less frequent
than the plasma-cell subtype which is often
associated with systemic manifestations. ’

Discussion

In the head and neck, CD most commonly
presents as asymptomatic solitary mass located
deep to the sternomastoid muscle with a duration
varying between 2 months to 10 years. ® In the
presented neck mass, it was 7 months until
patient presented, when neck discomfort
increased. There is no sex predilection in CD, and
the age ranged between 8 years and 66 years with
the youngest patient being diagnosed 6 weeks
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after birth. > '°CD of the head and neck is often a
diagnostic challenge, which can be attributed to a
paucity of signs and symptoms, the absence of
specific diagnostic markers and the ability of CD
to mimic other neoplasms of the head and neck.

Diagnostic imaging methods such as ultrasound,
CT scanning and MRI are helpful in delineating
the extent of the mass but they cannot identify
CD because of the lack of tumor-specific signs. ™
Gallium scintigraphy is considered a sensitive
tool for the diagnosis and detection of the
hyaline-vascular type of CD, but its utility in
detecting the plasma cell variant is debated. *?

Histological evaluation is the only way to make a
definitive diagnosis. ** Every effort should be
made to remove the lesion totally, since it is
curable and no recurrences have been reported
after its total excision in the literatures. ***°

Total excision is accomplished in our neck mass
patient, close follow up through more than 4
years proved no recurrence.

Most intra-abdominal lesions are located in the
pelvis, mesenteric and perinephric regions but
such lesions have been described throughout the
abdomen (16).The histology of plasma cell type
(PC) is not specific of systemic CD and can be
found in autoimmune disease, AIDS and in
lymph nodes draining carcinoma, so it is
imperious to exclude this condition before
diagnosing CD of PC type. '’ This implies that
serologic testing for HIV should be performed
whenever a diagnosis of CD is contemplated, and
in our cases the strict pre and postoperative work
up with the follow up was important to exclude
other pathology, for being a localized plasma cell

type.

Pascal Bucher et al. *® review in 2005, 195 cases

of localized CD have been reported in the world
literature, arising in the abdomen and
retroperitoneum. Of these 195 cases, 122 (63%)
were in the retroperitoneum and 73 (37%) in the
abdominal cavity. Of the 122 lesions localized in
the retroperitoneum, 24 (20%) were in the peri-
renal region, in the presented case it is a
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retroperitoneal lesion related to caudate lobe of
the liver and this position was peculiar to our
patient not mentioned in other literatures. As
mentioned above, en-bloc resection is the
standard therapy & laparoscopic excision was
proved successful, and may be this is the only
case which is laparoscopically removed
retroperitoneal CD. A long term follow up in
these patients is necessary, and the association of
CD with Kaposi sarcoma that can appear as late
as 8 years can be explained by the common
pathogen in the two disorders, Human herpes
virus (HSV8), ® *° and it has been now 3 years
with no recurrence.

Conclusion

Castleman's disease (CD) is a rare lymphoid
disorder which could present in two forms: the
localized and the systemic. The localized form
has a unique indolent lymph node hyperplasia;
which can be found in the abdomen,
retroperitoneum or any lymph node basin; as a
solitary mass. Localized CD is radiologically
nearly  undistinguishable  from  malignant
neoplasms. A good preoperative work-up and an
open biopsy during surgery, for abdominal and
retroperitoneal mass if no diagnosis has been
established, can help to avoid extensive resection
when facing this benign disorder. Complete
surgical excision is curative; laparoscopic
resection proved successful especially after a
complete resection. The prognosis is excellent.
Long term follow up is required in these patients
in spite of the benign nature of the disorder.
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