
Introduction:
Castleman’s disease (CD) involves a massive non-
malignant proliferation of lymphoid tissue and typically
presents as mediastinal mass. This uncommon condition
was initially described among a small series of patients in
1956.1 CD affects patients of varying ages and cases have
been reported from adolescence into the seventh decade.2
Histologically CD are of hyaline vascular variant(80-90%),
plasma cell variant(10-20%) and mixed histological
appearance. Patients with hyaline vascular form of CD
may exhibit no symptoms or only lymphadenopathy while
the plasma cell variant typically present with fever, weight
loss, rash, and anaemia.3

We report a 16-year-old girl who presented as pyrexia of
unknown origin (PUO) i.e. with prolonged fever, single
mesenteric lymphadenopathy and high erythrocyte
sedimentation rate (ESR). Finally she was diagnosed as a
case of localized CD. After removal of lymph node she
became symptom free dramatically and ESR fell to normal
level.

Case report:
 A 16-year-old young girl presented with the complaints
of high grade continued fever with anorexia, nausea,
weight loss, night sweats for 18 months with no other
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systemic symptoms. With these complaints she was
admitted in different hospitals and was treated as a case
of enteric fever, malaria etc. She was also given a course of
anti-tubercular therapy empirically for 6 months without
any appreciable improvement. Finally she got herself
admitted into Endocrine Wing of department of Medicine,
BSMMU.

On admission her Hb% was 8.5 gm/dl, ESR persistently
high (over 100 mm fall in 1st hour), total (TC) and differential
(DC) blood counts were normal, peripheral blood film (PBF)
showed microcytic hypochromic anemia with normal serum
ferritin. There was no growth in blood culture, anti nuclear
antibody was negative, chest x-ray normal as well as renal
and liver functions revealed no abnormality. Ultrasound
of whole abdomen was indecisive. A thorough examination
revealed a para-aortic palpable mass with ill defined margin,
firm in consistency, not freely mobile but free from anterior
abdominal wall. Other systemic examinations were
unremarkable.

On repeat investigation after 2 weeks from admission her
Hb% was 9 gm/dl, ESR-130 mm fall in 1st hour, TC DC were
normal, PBF- microcytic hypochromic anemia, C-reactive
protin-116 mg/dl, chest X-ray- normal, urine for routine
examination normal, ANA- negative, urine for katex test-
normal, liver function tests, serum creatinine and random
blood sugar were also normal, anti-HIV antibody was
found negative. Ultrasound of whole abdomen revealed a
single para-aortic lymph node (5cm × 5cm). Neither blood
culture nor urine culture showed any microbial growth.



Finally laparotomy was done to explore the mesenteric
lymph node (Fig-1). The lymph node was sent for
histopathology which revealed large lymphoid follicles

increased to 11.0 gm/dl, and she had remarkable clinical
improvement.

Discussion:
Castleman’s disease was first described by Dr Benjamin
Castleman in 1956. The synonyms of this disease are giant
lymph node hyperplasia and angiofollicular lymph node
hyperplasia, a disease of lymph nodes and other related
tissues.1 It is not a cancer but may give rise to a cancer at
a later time. Treatments used for CD are the same as are
used for people with other malignancies i.e. surgery,
radiation therapy, and chemotherapy. The age of affected
patients ranges between second to seventh decades.2

There are two main forms of CD- localized and multicentric.
Localized or unicentric CD only involves a single lymph
node and most often found in the chest and abdomen.
Multicentric Castleman’s disease affect more than one group
of lymph nodes, and may also affect other organs containing
lymphoid tissue.2 Pathological types of CD are- hyaline
vascular variant, plasma cell variant and mixed type. The
hyaline vascular variant exhibits prominent proliferation of
small hyalinized follicles with marked interfollicular vascular
proliferation, while the plasma cell variant exhibits
hyperplasic germinal centers, sheets of plasma cells in the
interfollicular region, proliferation of blood vessels and
persistent sinuses. It is postulated that 10-20% of all cases
are of the plasma cell variant, with a small percentage being
of mixed histological appearance. The hyaline vascular
variant tends to be localized and the plasma cell variant
tends to be multicentric, but exceptions to this rule often
occur.3 CD affects children as well as adults. Young people
are more likely to have the localized form. The multicentric
form is more likely to affect older adults.2

Fig-1: Single mesenteric lymph node.

Fig-2: Lymph node of Castleman’s disease displaying
prominent central hyalinized blood vessel surrounded
by concentric layer of follicular center cells.

with germinal centers. Few hyalinized blood vessels and
many plasma cells were present both in germinal centers
and interfollicular areas (fig-2). The follicles were
surrounded by mantle zones mimicking the picture of
plasma cell variant of Castleman’s disease (fig-3).

We conclude that she was suffering from a localized
Castleman’s disease, plasma cell type. After removal of
the lymph node her temperature subsided and all the
constitutional symptoms gradually resolved, her ESR fell
down to normal (ESR-15 mm in 1st hour), Hb% gradually

Fig-3: Lymph node of Castleman’s disease depicting
interfollicles with plasma cell proliferation.
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The cause this disease is not yet discovered; however, a
virus called human herpes virus (HHV-8) is associated
with multicentric CD in many instances.4 Risk factors for
CD are either genetic (inherited), life style related, or
environmental. The only clear cut risk factor is HIV
infection usually with multicentric type.5An enlarged
lymph node usually inside the chest or abdomen is the
only problem for most people with the localized form of
CD. Multicentric CD has more than one enlarged lymph
node in the chest and abdomen, enlargement of liver, spleen
or other organs also occur. People of either type of CD
may have other symptoms and signs that include fever,
anemia, weakness, night sweats, weight loss, loss of
appetite, nausea and vomiting and nerve damage leading
to numbness and weakness. These symptoms occur about
twice as often in multicentric than in localized CD.

The diagnostic basis of CD is lymph node biopsy.
Immunohistochemistry may be helpful in differentiating
CD from lymphoma. Flow cytometry can help to determine
whether lymph node swelling is caused by non Hodgkin’s
lymphoma, some other cancer or a non or precancerous
disease like CD. Chest X-ray, CT scan, MRI, Gallium scan
are important to classify the disease as localized or
multicentric.2

Localized CD is generally curable with surgical resection
with or without radiotherapy. Symptoms such as fever and
fatigue that are due to the CD go away after removal of the
affected lymph node. Relapses are rare. Some patients with
localized CD develop secondary amyloidosis, a condition
in which abnormal proteins accumulate in the kidney, skin,
and some other organs. This accumulation does not
progress once the lymph node affected by CD is removed.3,6-

8At present there is no consensus about the optimal
management strategy of multicentric CD. Successful
treatment of multicentric CD has been achieved using
chemotherapy with or without prednisolone, given at the
time of diagnosis.9The chemotherapeutic agents used in
the various case series yielding remission include
doxorubicin, vincristine, cyclophosphamide, melphalan and
chlorambucil. These have been used as single agent,
together with steroid or in combination (CHOP). Azathioprine
and bone marrow transplantation have also been attempted,
especially following failure to CHOP but have yielded mixed
result.3Once localized, unicentric CD is surgically removed.
The outcome is usually good and the disease may not grow
back.3,6-8 However, the outcome with multicentric disease
is not much satisfactory. Although treatment helps, cure is
rare and the disease frequently recurs.9
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