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Castleman’s disease is an uncommon benign lymphoid
disorder usually found in the mediastinum (70%) which is
thought to be due to antigenic hyperstimulation of unknown
origin. Two histological subtypes may be found in relation
to 2 different clinical patterns with clinical and therapeutic
implications. Diagnosis is frequently accomplished only by
histological analysis after surgery since no specific features
have been found in imaging studies. Surgical excision is
both diagnostic and curative in localized forms, whereas
additional therapies are required in multicentric forms. This
report is of Castleman’s disease presenting as a neck mass,
an infrequent occurrence, with an analysis of management
controversies and a review of the literature.
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Enfermedad de Castleman cervical
La enfermedad de Castleman es un trastorno linfoprolife-
rativo benigno muy poco frecuente que generalmente apa-
rece en el mediastino (70%) que se cree debido a una so-
brestimulación antigénica de causa desconocida. Se han
descrito dos diferentes subtipos histológicos con diferen-
tes comportamientos clínicos e implicaciones terapéuticas.
A menudo sólo se diagnostica esta enfermedad mediante el
estudio histológico de la pieza tras su exéresis quirúrgica
debido a la inexistencia de patrones de imagen específicos
en las pruebas de radiodiagnóstico para esta enfermedad.
El tratamiento quirúrgico es diagnóstico y a la vez curativo
en las formas localizadas, mientras que son necesarios tra-
tamientos complementarios en las formas multicéntricas.
Describimos un caso de enfermedad de Castleman de
presentación cervical, forma infrecuente de esta enferme-
dad, y realizamos una revisión de la literatura disponible
incidiendo en las controversias que surgen en cuanto a su
diagnóstico y tratamiento.
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CASE STUDIES

Twenty-eight year old male patient with a clinically
asymptomatic swelling on the left side of his neck located
at the level of the middle third of the sternocleidomastoid
muscle for the past 6 months. The patient noted the mass
fortuitously while shaving. He did not report systemic
symptoms. A deep, hard, painless mass was noted on
physical examination, the largest diameter of which
measured some 4 cm, inside the sternocleidomastoid muscle

that covers it and hides it from examining manoeuvres
(Figure 1).

The rest of the ENT examination is within normal limits.
The computerized tomography (CT) reveals a solid,
homogeneous mass with clear margins, measuring 4.2 cm
at its largest and uniformly enhanced when IV contrast was
administered. The mass was located on the left side of the
neck inside the sternocleidomastoid muscle, which was
displaced. The vascular axis was not displaced nor were
any radiologically significant adenopathies apparent,
although some adenopathies present were just within normal
size limits, with none measuring more than a centimetre.
Significant vascular pedicles were seen, first above then
following an oblique course and inferiorly to form pipe curls
(Figures 2 and 3). Magnetic resonance imaging (MRI) did
not contribute any data of interest. In the CT angiography,
a prominent vascular trunk was seen from which both
vascular pedicles originated, as well as a third vessel that
was inserted in the middle of the internal aspect of the mass.
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Both studies revealed numerous vessels coursing along the
posterolateral aspect of the swelling, although the mass was
ruled out as being vascular. An exploratory cervicotomy
was performed, identifying the vascular axis and
individualizing and ligating the vascular pedicles seen in
the CT angiography with subsequent dissection of the
swelling. A smooth, whitish, hard, oval swelling was
removed, intraoperatively similar to a lymphomatous
adenopathy (Figure 4), together with the adenopathies
identified on the CT. The post-operative period was
uneventful. The pathology study of the specimen revealed
adenopathies with overall well-conserved architecture, with
an increased number of follicles and hyperplasia of the IgD+
mantle cells, with concentric layers of cells, fusion of bcl2
germ centres and increased vasculature with a hyaline
vascular pattern. The interfollicular area presented a vascular
pattern with groups of plasmacytoid dendritic cells in the
follicles (Figure 5). The study for type 8 Herpes virus (HHV-8)
was negative. No hypergammaglobulinaemia or other
haematimetric alterations was demonstrated. All these
findings are compatible with Castleman’s disease with a
hyaline vascular pattern. The patient remains asymptomatic
and does not present any clinical signs of relapse.

DISCUSSION

Castleman’s disease is a rare, benign, lymphoproliferative
disorder described by Castleman as “hyalinizing lymphoid
hyperplasia” in 1956.1 It has also been called angiofollicular
hyperplasia, lymphoid hamartoma, benign giant lymphoma,
follicular lymphoreticuloma, and lymphoid angiomatosis,
which reflects the relative uncertainty surrounding its origin
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Figure 1. Swelling on the left side of the

neck behind and deep in the

sternocleidomastoid muscle, which hides

it and hinders accurate determination of

its extension and relation with other

cervical structures.

Figure 2. Computerized tomography:

oval, homogeneous, hyperintense

swelling with well-defined margins, and

without signs of intratumoral necrosis,

located below the sternocleidomastoid

muscle, in close contact with the internal

jugular vein.

Note the profuse vascularization

surrounding the tumour. There are no

signs of infiltration of adjacent structures.

Figure 3. Image of

computerized

tomographic

angiography: note the

hypervascularity of the

mass, as well as the

presence of 2

important feeding

pedicles, one cranial

and the other caudal.



and typification as a tumour or infectious inflammatory
illness.2-5

It has no predominance with respect to gender and appears
in the mediastinum (70%) and abdomen in a majority of the
cases, although on occasion it may also appear in other parts
of the body such as the axillae, pelvis, or neck.6-8

Its aetiology and pathogenesis are unknown, though there
is thought to be chronic virus-induced and interleukin-6-
mediated antigenic hyperstimulation, with some cases
linking it to HHV-8 (plasmoblastic histological subtype).4,9,10

Two clinical forms have been reported that tend to
correspond to 2 well-defined histological patterns.4,9,10,11

There is a localized form that evolves as a bulky,
asymptomatic swelling mainly located in the mediastinum
or in the abdomen in order of frequency, and appearing in
children or young adults. Symptoms, when they occur, are
usually due to the mass effect or compression of structures
and pain is the most common. They evolve without systemic
symptomatology. In 90% of the cases, a hyaline vascular
pattern is seen characterized by follicles with highly

hyperplastic mantles, typically made up of concentric onion-
like rings of cells comprising small lymphocytes, arranged
around a regressively small germ centre, with lymphoid
depletion and arrival of hyalinized vessels and prominent
dendritic cells.10,12,13 If, in addition, multiple germ centres
with these characteristics were observed, it would be
considered a definitive diagnostic criterion.12 The existence
of dendritic cells would speak in favour of a dysfunction
in these antigen-presenting cells as the pathogenic centre.
These dendritic cells produce large amounts of interferon
alpha-1, mainly in response to viral infections, enabling an
increase in the survival of the antigen-activated T
lymphocytes.13,14

There is also another more widespread or multicentric form
of the illness affecting more than one organ or producing
swellings at various levels; it generally courses with general
symptoms such as asthenia, fever, skin rash, weight loss,
multiple adenomegalies, and hepatosplenomegaly. Blood work
may reveal anaemia, signs of haemolysis, an increased globular
sedimentation rate (ESR), and hypergammaglobulinaemia.
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Figure 4. Intraoperative images of the swelling. Vascular pedicles are seen that were identified and ligated.

Figure 5. Histological study with haematoxylin-eosin. A: adenopathies with generally well-conserved architecture, with an increased number 

of follicles and hyperplasia of the mantle in concentric onion-like layers. B: detail of the germ centres, with cell depletion and characteristically

occupied by hyalinized vessels (arrow). The demonstration of several such follicles with this architecture constitutes a diagnostic criterion.
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Histologiclly, it is possible to see a pattern with a great
proliferation of plasmatic or plasmablastic cells (a particularly
aggressive histological subtype).

Castleman’s disease has been related, almost always in
its systemic or multicentric form, with other conditions
such as the POEMS syndrome (acronym for
polyneuropathy, organomegaly, endocrinopathy, m-protein,
skin changes), build-ups of amyloid, lymphoma (18%),
plasmocytoma, Kaposi’s sarcoma (13%), thrombotic renal
microangiopathy, and a marked tendency towards
intercurrent infections.4,9,15-20

Castleman’s disease in the neck has been described in CT
scans as a well-defined and clearly-delimited homogeneous
lesion with moderate to intense uptake of contrast and
without any other noteworthy characteristics, radiologically
indistinguishable from other diseases with hyperuptake in
the ganglia and particularly lymphoma.6,8,21,22 In the pelvis,
some authors have described the presence, in more than
50% of the cases, of intraganglionar calcifications which may
help in the diagnosis, albeit an apparently exceptional
circumstance in the neck, probably because its diagnosis is
reached sooner.7 Some authors6 have also tried to see the
presence of a scar or intraganglionar fibrosis as characteristic
of this illness. None of these criteria was present in our
patient. The magnetic resonance image obtained is also non-
specific, appearing as a swelling with hyposignal in T1 and
hypersignal in T2, with occasional areas of hyposignal due
to calcifications.8

In the cervical manifestation of this illness, we feel that
microaspiration biopsy is not very useful because it would
only help to confirm, with some reservations, the absence
of a malignant process. However, lymphomas, the main
clinical entity in the differential diagnosis, may resemble
lymphoid hyperplasia, so it is necessary to have a
complete specimen to ensure the diagnosis and,
subsequently, study the subtype morphology pattern to
establish the most appropriate therapeutic and follow-
up strategies.

It is worth mentioning the profuse vascularization, which
occasionally gives rise to considerable feeding pedicles
that we must suspect and seek out when planning the
surgical intervention, for which a vascular imaging study
using CT angiography may be of great assistance, as
happened in our case.8,23,24 In the localized forms, complete
excision is curative, and the relapses described are
anecdotal, although some authors have recommended
radiotherapy in some cases.6,25-31 The profuse vascularization
of the swelling entails an important risk of intra-operative
haemorrhage, so some groups systematically use pre-
surgical embolization to minimize it.26,32 However, in the
multicentric forms, various regimes of radiotherapy,
chemotherapy, and steroids have been put forward as
treatment modes depending on the experience of each
department.10,24,33 In our case, we excise the mass following
control of the feeding pedicles to devascularize the mass,
without complications. The post-operative period elapsed
without incident, and so far we have not detected relapses
or other diseases associated with this illness in the
subsequent follow-up visits carried out. In our opinion,

follow-up visits must be considered necessary as the scant
number of cases reported on this illness at the cervical level
means the possibility of relapse or the appearance of
associated diseases cannot be excluded.
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