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Resumen: La enfermedad de Castleman se caracteriza por la presencia de Abstract: Castleman’s Disease is characterized by the presence of
masas de tejido linfatico; existen dos variedades la hialino vascular 91% lymphatic tissue masses. There are two forms the hyaline vascular

(localizada) y plasmatica 9% (multicéntrica).

91% (unifocal) and the plasmatic 9% (multifocal).

Presentamos un varén de 30 afios con tumoracion latero cervical izquier- We present a 30 year old man with a left laterocervical painless

da indolora. Se realizd una exéresis total de la lesion.
La histologia es Enfermedad Castleman variante hialino vascular.

mass. Total resection of the tumour was performed.
The histological result was Castleman’s disease hyaline vascular

La enfermedad de Castleman se presenta fundamentalmente en el tejido form. Castleman’s disease presents mainly in the lymphatic tissue
linfatico mediastinico. La localizacion cervical es muy rara. Se debe realizar of the mediastinum. Cervical location is very rare. Periphery
un estudio de extensién para descartar la forma multicentrica de la enfer- metastasis work up must be done to rule out the multifocal form of
medad. En la forma localizada la extirpacion de la lesién implica la cura- the disease. Surgical excision is curative for the unifocal form.

cién de la enfermedad.
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Introduccion

La enfermedad de Castleman (hiperplasia gigante del ganglio lin-
fatico, hamartoma ganglionar linfatico) es un raro trastorno que repre-
senta una forma particular de hiperplasia linfoide mas que un tumor
o un hamartoma. Su origen es desconocido caracterizado por la pre-
sencia de masas seudo tumorales de tejido linfatico. Aparece en nifios
o adultos jévenes sin predominancia por el sexo o la raza.

Fue descrito por primera vez en 1954 y posteriormente carac-
terizado por Castleman en 1956.1-3

Existen dos variedades: la hialino-vascular (91%) caracterizada
por la gran proliferacién folicular con cambios hialino-vascular en
los centros germinales del ganglio linfatico y que suele afectar al
mediastino. La otra variante es la de células plasmaticas (9%) que
se caracteriza por la proliferaciéon de células plasmaticas en las areas
inter foliculares del ganglio sin que aparezcan cambios hialino-vas-
culares en los foliculos, esta forma suele ser extramediastinica. Hay
ademds una tercera forma mixta muy poco frecuente.

El caso presentado es de localizacién extramediastinica siendo
esto altamente infrecuente al tratarse de la variante hialino-vascu-
lar cuya localizacién habitual es la mediastinica.

Caso clinico

Presentamos a un varén de 30 afios, sin antecedentes médico-
quirdrgicos de interés, que consultd por tumoracién latero-cervical
izquierda de varios meses de evolucién; el paciente referia sudora-
cién nocturna en los Gltimos meses como Unico dato destacable de
la anamnesis.

A la exploracién se apreciaba una tumoracién de aproximada-
mente 5x5cm de didmetro medial al tercio inferior del misculo ester-
nocleidomastoideo (ECM) de consistencia elastica, mal definida, no
adherida a planos profundos ni a piel, cuyo tamafio no variaba con
los cambios posturales, no pulsatil, y con auscultacién negativa.

Se solicité una puncién guiada por tomografia computerizada
(TC) que se informé como celularidad de ganglio lifatico con cam-
bios indeterminados no tipificables citologicamente, recomendan-
do estudio serolégico viral.

En la TC con contraste intravenoso se apreciaba una masa homo-
génea, de 5x7 cm, sélida, bien delimitada, situada en el espacio
vascular cervical izquierdo que comprime la vena yugular interna
izquierda, por detras del ECM, con captacién de contraste mode-
rada y con alguna adenopatia adyacente (Fig. 1). No llegaba a tener
una hipercaptacién sugerente de glomus carotideo. El diagnéstico
diferencial radiolégico incluia proceso linfoproliferativo, tumor neu-
régeno o tumor mesenquimal.

Bajo anestesia general se realiz6 una incisién horizontal supra-
clavicular izquierda y secciéon del masculo ECM a dicho nivel para
obtener una adecuada exposicién. Se encontré una tumoracién de
5x7 cm de aspecto congestivo, dura con intensa vascularizacién
periférica que dificultaba la diseccién de la misma; la tumoracién
presentaba un plano de separacién con el espacio vascular. El aspec-
to clinico en el momento de la cirugia impresioné a los autores de
tumoracién vascular (Fig. 2).
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Introduction

Castleman’s disease (giant lymph node hyperplasia,
lymph node hamartoma) is a rare disorder that is more a
particular form of lymphoid hyperplasia than a tumor or
hamartoma. The tumor is of unknown origin and it is char-
acterized by the presence of pseudotumoral masses of lym-
phatic tissue. It occurs in children or young adults and has
no sexual or racial predominance.

It was first described in 1954 and later characterized by
Castleman in 1956.7-3

Two varieties exist. The vascular hyaline variety (91%)
is characterized by intense follicular proliferation with hya-
line vascular changes in the germinal centers of the lymph
node. It usually affects the mediastinum. The other one is
the plasma cell variety (9%), which is characterized by the
proliferation of plasma cells in the interfollicular areas of the
lymph node without hyaline vascular changes in the folli-
cles. This form is usually extramediastinal. A very infrequent
mixed form also exists.*

The case presented here involved an extramediastinal
location, which is highly uncommon for the hyaline vascu-
lar variant, which is usually located in the mediastinum.

Clinical case

A 30-year-old man without a medical or surgical history
of interest consulted for a left lateral cervical tumor of sever-
al months’ evolution. The patient referred nocturnal sweating
in recent months as the only notable finding in his history.

In the examination, a tumor of 5x5 cm diameter was
found medial to the lower third of the sternocleidomastoid
muscle (SCM). It was of elastic consistency, poorly defined,
not adhered to deep planes or to skin, did not vary in size
with postural changes, was nonpulsatile, and had nega-
tive auscultation.

Fine needle aspiration biopsy guided by computed tomog-
raphy (CT) was requested. It was reported as lymph node
cellularity with indeterminate changes that were not cyto-
logically typifiable. Viral serologic study was recommended.

CT with intravenous contrast revealed a homogeneous,
solid, well delimited, 5x7 cm mass that was located in the
left cervical vascular space and compressed the left inter-
nal jugular vein behind the SCM. It showed moderate con-
trast uptake and some adjacent enlarged lymph nodes (Fig.
1). The mass did not exhibit the increased uptake of carotid
glomus. The radiographic differential diagnosis included lym-
phoproliferative process, neurogenic tumor, and mesenchy-
mal tumor.

A horizontal left supraclavicular incision was made under
general anesthesia and the SCM muscle was sectioned at the
same level to obtain adequate exposure. A 5x7 cm tumor of
congestive appearance was found. It was hard and had pro-
lific peripheral vascularization that made dissection difficult.
The tumor had a plane of separation from the vascular space.
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En el estudio anatomopatolégico de
la pieza se comprob6 que se trataba de
un ganglio linfatico con arquitectura con-
servada y marcado aumento del nime-
ro de foliculos linfoides (Fig. 3) y positi-
vidad para marcadores inmunohistoqui-
micos (CD20+CD10+, bcl2-) (Fig. 4). De
forma caracteristica los centros germina-
les presentaban un material hialino, algu-
nos vasos y disposicion en capas de cebo-
lla de la corona linfocitaria (Fig. 5).

El nimero de células plasmaticas
(CD138) estaban en el rango de la nor-
malidad y no muestraban restriccién

En el estudio molecular no se detec-
té mediante técnica de PCR la presencia

Figura 1.TC corte axial con contraste intravenoso. Masa homogé-
nea de 5x7cm, sélida, bien delimitada, situada en el espacio vas-
para las cadenas ligeras de las inmuno-  cular cervical izquierdo que comprime la vena yugular interna  (Fig. 4). Characteristically,
globulinas (kappa y lambda). izquierda, por detrds del ECM, con captacion de contraste mode-  the germinal centers pre-

rada y alguna adenopatia adyacente.
Figure 1. Axial CT slices with intravenous contrast. A homogeneous,
solid, well delimited 5x7-cm mass located in the left cervical vascular

Enfermedad de Castleman de localizacion cervical

The clinical appearance at
the time of the intervention
impressed the authors as
characteristic of a vascular
tumor (Fig. 2).

The histopathologic study
of the piece confirmed that
it was a lymph node with
conserved architecture, a
marked increase in the
number of lymphoid follicles
(Fig. 3), and positivity for
immunohistochemical mark-
ers (CD20+CD10+, bcl2-)

sented hyaline material, ves-
sels, and an “onion-layer”

del virus herpes humano tipo 8 (HHV 8).  space, which compresses the left internal jugular vein behind the ster-  disposition of the lympho-

Se realiz6 TC toraco-abdomino-pél- nocleicomastoid muscle, with moderate contrast uptake and some cyte crown (Fig. 5).
adjacent enlarged lymph nodes.

vico que resulté dentro de la normali-
dad. La analitica completa, estudio
inmunolégico y serologia fueron nor-
males.

Estos hallazgos representan la forma
localizada de la hiperplasia angiofolicu-
lar linfoide o Enfermedad de Castleman,
variante hialino-vascular.

Discusion

Los multiples nombres (hamartoma
ganglionar linfatico, hiperplasia gigante

—

The number of plasma cells
(CD138) was within the
range of normality and
showed no restriction for
immunoglobulin light chains
(kappa and lamda).

In the molecular study, the
PCR technique did not
detect the presence of
human herpes virus type 8
(HHV 8).
Thoraco-abdomino-pelvic
CT showed results within
the range of normality. The

del ganglio linfético, hiperplasia angio- Figura 2. Imagen intra operatoria de la tumoracion. complete analytical study,

folicular linfoide, linfoma de Castleman,
etc) con los que se ha denominado a la
enfermedad de Castleman demuestran el origen todavia incierto de
su patogénesis. Puede presentarse desde los 2 hasta los 71 afios, sien-
do mas frecuente en adultos. Las lesiones pueden presentarse en el
térax (60%), cuello (14%), abdomen (30%) y axila (4%).

La enfermedad de Castleman puede presentarse de forma local y
unicéntrica siendo esta benigna y con resolucién tras reseccién qui-
rargica de la masa linfatica 80-90% o de forma extendida y multicén-
trica con sintomas sistémicos y un curso clinico mas agresivo 10-20%.5

La localizacién mas frecuente de esta proliferacion linfatica pro-
bablemente reactiva es la mediastinica (60%) seguida de la abdo-
minal (14%), cervical (13%), axila (4%) aunque puede aparecer en
cualquier lugar donde existan ganglios linfaticos existiendo casos
publicados en la glandula parétida, pancreas, glandulas suprarre-
nales, higado, pene y vulva.26 En el territorio maxilofacial la locali-
zacién mas frecuente es en los ganglios linfaticos del cuello. En la
literatura encontramos afectacién parotidea (7 casos), glandula sub-
maxilar (2 casos), suelo de boca (1 caso), espacio parafaringeo (1
caso), laringe (1caso), paladar (1 caso).

Figure 2. Intraoperative image of the tumor.

immunological study, and
serology were normal.

These findings were consistent with the localized form
of lymphoid angiofollicular hyperplasia, or Castleman’s dis-
ease, hyaline vascular variant.

Discussion

The many names (lymph node hamartoma, giant lymph
node hyperplasia, lymphoid angiofollicular hyperplasia, Castle-
man'’s lymphoma, etc) by which Castleman’s disease is known
demonstrate that the pathogenesis of the condition is still
uncertain. It occurs between the ages of 2 and 71 years and
is more frequent in adults. The lesions can appear in thorax
(60%), neck (14%), abdomen (30%), and axilla (4%).

Castleman’s disease can occur in a local and single-focus
form (80-90%), which is benign and resolves after surgical
resection of the lymphatic mass, or in an extended and mul-
tifocal form (10-20%) with systemic symptoms and a more
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El diagnéstico clinico de la enfer-
medad de Castleman cervical es dificil
ya que la mayoria de los pacientes pre-
sentan Unicamente una masa cervical
indolora sin fiebre ni anemia. En la
forma hialino vascular no suelen existir
alteraciones analiticas y la puncién aspi-
racién con aguja fina (PAAF) suele ser
no concluyente.

El diagnéstico se efectua tras la exé-
resis quirdrgica de la lesién que ademas
resulta curativa.

Los pacientes con enfermedad de
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aggressive clinical course.s

The most common location
of this lymphatic prolifera-
tion, probably reactive, is the
mediastinum (60%), fol-
lowed by the abdomen
(14%), neck (13%), and
axilla (4%). However, it can
appear anywhere that lymph
nodes exist. Cases have been
reported in the parotid
gland, pancreas, adrenal
glands, liver, penis, and

Caslteman multicéntrica presentan evi- Figura 3. Imagen panorémica del ganglio linfatico con marcado  vulva.2 ¢ In the maxillofacial
dencia clinica o radiolégica de afecta- aumento de foliculos linfoides con centros germinales hialinos (HE territory, the most frequent

cion linfatica generalizada debiéndose 100X).

cos de la enfermedad en al menos una
regién linfatica. Suelen ser pacientes
mas mayores (edad media 56 afios) y
presentan sintomas sistémicos como
hepatoesplenomegalia, anemia hipo-
croma y microcitica que no responde
al tratamiento con hierro, hipergam-
maglobulinemia, y VSG aumentada. Es
posible que los ganglios linfaticos afec-
tados segregen una sustancia antieri-
tropoyética responsable de la anemia.

Histol6gicamente suelen pertene-
cer al tipo de células plasmaticas. La
variante multicéntrica es mas agresiva
y puede trasformarse en un linfoma o
un sarcoma de Kaposi, lo cual es excep-
cional en la variante hialina.

tivamente inespecificos.

Los hallazgos ecogréaficos son simi-
lares a los de un linfoma."!

En estudios angiogréaficos realizados se describe un intenso patrén
de neovascularizacién periférica en la lesiéon'2 lo cual pudimos com-
probar durante la extirpacion del presente caso, lo que dificulté y
prolongé la intervencion.

Los hallazgos en la TC revelan una masa homogénea que presenta
realce temprano con contraste en la forma hialino-vascular.!" En el caso
que presentamos la captacién moderada excluia un glomus carotideo.

Los hallazgos publicados de RM son muy pocos e inespecificos.2

El paciente debe someterse a un estudio de extensién incluyendo
TC téraco-abdomino-pélvico en busca de enfermedad diseminada, ana-
litica completa con VSG, estudio inmunol6gico completo y serologia.

El diagnéstico diferencial debe establecerse con un linfoma,
metastasis, enfermedades granulomatosas, sarcomas, quiste bran-
quial, masa tiroidea, tumores neurales ya que éstas pueden tener
imagenes radioldgicas similares a la enfermedad de Castleman.

El tratamiento debe ser quirdrgico de las masas linfaticas afec-
tadas, lo que resulta curativo y raramente recidivan.314

) > Figure 3. Panoramic image of the lymph node showing a marked incre-
encontrar los hallazgos histopatologi-  ase in lymphoid follicles with hyaline germinal centers (HE 100X).

location is the lymph nodes
of the neck. In the literature
we found reports of involve-
ment of the parotid (7
cases), submaxillary gland
(2 cases), floor of the mouth
(1 case), parapharyngeal
space (1 case), larynx (1
case), and palate (1 case).

The clinical diagnosis of cer-
vical Castleman’s disease is
difficult ~ because most
patients only present a pain-
less cervical mass without
fever or anemia. In the vas-
cular hyaline form there are
usually no analytical abnor-
malities and the fine needle

Figura 4. Inmunotincién con CD 20 que hace destacar el gran  aspiration biopsy (PAAF) is
Los hallazgos radiol4gicos son rela- ndmero de centros germinales foliculares (100 X).

Figure 4. Immunostaining with CD20, which highlights the large num-
ber of follicular germinal centers (100 X).

generally inconclusive.
The diagnosis was made
after surgical excision of the
lesion, which is curative.

Patients with multifocal Castleman’s disease exhibit clin-
ical or radiological evidence of generalized lymph node
involvement. Histopathologic evidence of the disease should
be present in at least one lymphatic region. Patients are usu-
ally older (mean age 56 years) and have systemic symptoms
like hepatosplenomegaly, hypochromic and microcytic ane-
mia that does not respond to iron treatment, hypergam-
maglobulinemia, and accelerated ESR. The affected lymph
nodes may secrete an antierythropoietic substance respon-
sible for the anemia.

Histologically, the disease is usually the plasma cell type.
The multifocal variant is more aggressive and can transform
itself into lymphoma or Kaposi’s sarcoma, which is excep-
tional in the hyaline variant.

The radiographic findings are relatively nonspecific.

Ultrasonographic findings are similar to those of lym-
phoma.™
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El tratamiento con radioterapia no ha
demostrado la desaparicién ni la dismi-
nucién de tamafio de las masas linfaticas.23

En cabeza y cuello. El paciente que
presentamos tiene un periodo de segui-
miento de 16 meses en los cuales no
hemos detectado signos de recidiva de
la lesion.

Conclusion

La enfermedad de Castleman es un
raro trastorno de los ganglios linfaticos
de origen desconocido. Aunque su
forma de presentaciéon mas frecuente es
como masa mediastinica, debe ser teni-
da en cuenta en el diagnéstico diferen-
cial de una tumoracién cervical. La exé-
resis quirdrgica resulta curativa en la
forma localizada (90%) aunque siempre
se debe hacer un estudio de extensién
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se aprecia el depdsito de material hialino en el centro germinal y
la disposicién en capas de cebolla de las células del manto (HE
250X).

Figure 5. High magnification image of a germinal center in which hya-
line deposits in the germinal center and disposition in onion layers of
the cells of the mantle is appreciated (HE 250X).

Enfermedad de Castleman de localizacion cervical

In angiographic studies, an
intense pattern of peripher-
al neovascularization in the
lesion has been described,?
which we confirmed during
the excision of the tumor in
the present case, which
made the intervention more
difficult and prolonged.
The CT findings reveal a
homogenous mass that
exhibited early enhance-
ment with contrast in the
hyaline vascular form.'" In
the case presented, moder-
ate uptake excluded a
carotid glomus.

Published MRI findings are
scant and nonspecific.'?
The patient has to undergo
a study of the extension,
including thoraco-abdomi-

para descartar la forma diseminada de la enfermedad.
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no-pelvic CT, in search of disseminated disease, complete
blood tests with ESR, complete immunological study, and
serology.

The differential diagnosis must be made with lymphoma,
metastasis, granulomatous disease, sarcoma, branchial cyst,
thyroid mass, and neural tumors because they may show
radiographic images similar to Castleman’s disease.!!

Treatment of the affected lymph node masses must
be surgical, which is curative; recurrence is rare.3 4

Radiation therapy has not been shown to produce dis-
appearance or a reduction in the size of the lymphatic mass-
es?3 in head and neck.

The patient presented had a follow-up period of 16
months in which we have not detected signs of recurrence.

Conclusion

Castleman'’s disease is a rare disorder of the lymph nodes
of unknown origin. Although its most frequent form of pre-
sentation is as a mediastinal mass, it must be considered in
the differential diagnosis of cervical tumor. Surgical excision
is curative in localized forms (90%), but the extension must
always be studied to rule out disseminated disease.



