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Timoma cervical ectopico
Ectopic cervical thymoma
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RESUMEN

El timoma cervical ectopico es una patologia poco frecuente, motivo por el cual su diagnédstico suele
ser dificultoso. Debe ser tenido en cuenta como diagndstico diferencial en pacientes con masas
cervicales laterales, sobre todo aquellas que se ubican cerca de la glandula tiroides. El tratamiento
consiste en la reseccidn quirdrgica completa. Son tumores de crecimiento lento, la mayoria de ellos
histolégicamente benignos. En el caso aqui presentado, por su tamafo y ubicacion, fue necesario
separarlo de los grandes vasos y estructuras nerviosas cercanas, lo que hizo mas compleja la cirugia.

B Palabras clave: timoma ectdpico cervical, tumor lateral de cuello, timoma.

ABSTRACT

Ectopic cervical thymoma is a rare entity; therefore, its diagnosis is often difficult. It should be
considered as a differential diagnosis in patients with lateral cervical masses, especially those close
to the thyroid gland. Surgical treatment is indicated with complete excision of the lesion. Cervical
thymomas are slow-growing tumors, usually benign. In this case report, due to tumor size and location,
it was necessary to separate it from the large vessels and adjacent nerve structures, resulting in a more
complex procedure.
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El timoma de ubicacién cervical es una entidad
infrecuente (4%) y se debe a una anomalia en el desa-
rrollo embrionario. El timo se origina de la tercera bol-
sa faringea y, durante la 52 semana de gestacion, migra
junto con las paratiroides inferiores hasta alcanzar su
posicidn definitiva. Por eso, los ectépicos pueden locali-
zarse en cualquier lugar del trayecto de descenso, sien-
do mas frecuente cerca del polo inferior de la tiroides,
desde el dngulo de la mandibula hasta el mediastino
superior.!

Existen 2 sistemas de clasificaciéon aceptados
universalmente:
= 1. indice de Masaoka (1981) revisado por Koga (1994).

Fue descripto para los timomas mediastinicos y esta

basado en la invasidn capsular. Los categoriza en 4 es-

tadios™:

= Estadio I: completamente encapsulado y sin signos
de invasién macroscopica y microscépica.

= Estadio II: invasion microscépica capsular en tejido
adiposo mediastinal o pleura.
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= Estadio lll: invasidon macroscopica de érganos o vasos
adyacentes.

= Estadio IVa: diseminacion a otros drganos de la cavi-
dad toracica.

= |Vb: extensidn a distancia.

= Los factores prondsticos mas relevantes estan dados
por el indice de Masaoka-Koga, por el tipo histoldgi-
co y por la reseccion completa del tumor?.

= 2. La OMS clasifica los tumores timicos segun la celu-

laridad microscépica en diferentes tipos3:

= Tipo A: células epiteliales ovales o fusiformes; la so-
brevida a 15 afios cercana al 100%.

= Tipo AB: o también llamado timoma mixto: células
redondas o poligonales y presentan rasgos caracte-
risticos del timoma tipo A con un componente linfo-
citario de densidad variable.

=Tipo B: Bl timoma predominantemente cortical,
B2 timoma cortical, B3 carcinoma timico bien di-
ferenciado, segun la proporcién de linfocitos y
del aumento de la atipia citoldgica de las células
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epiteliales. Sobrevida a 15 afios es del 90%.

= Tipo C: atipia citoldgica y pérdida de las caracteris-
ticas organotipicas del timo; este ultimo término es
sindnimo de carcinoma timico, que generalmente
se encuentra avanzado al momento del diagndstico,
con una sobrevida del 35% a los 5 afios.

Mujer de 70 afios, con obesidad grado I, ante-
cedente de enfermedad pulmonar obstructiva crénica
(EPOC) y exfumadora de 1 pag/year, sin antecedentes
heredofamiliares de relevancia. Consulta por presen-
tar un tumor lateral de cuello izquierdo de 6 afios de
evolucién, con aumento progresivo en el Ultimo afio,
sin otros sintomas clinicos, ni antecedentes de enfer-
medad tiroidea. El examen fisico muestra un tumor la-
terocervical izquierdo de aproximadamente 7 x 5 cm,
duro elastico, adherido a planos profundos en zona lI-llI
de los niveles ganglionares del cuello. Presenta labora-
torio con anticuerpos tiroideos negativos. Hormonas
tiroideas dentro de pardmetros normales. Ecografia y
eco-Doppler de tiroides y partes blandas que informa
glandula tiroides con disminucion de tamafio, ecoes-
tructura heterogénea sin identificar imagenes nodu-
lares y vascularizacién conservada. En regidon cervical
lateral izquierda, describe la masa de 70 x40 x 45 mm
hipoecoica, heterogénea, con escasa vascularizacion en
su interior, de bordes regulares. Adyacentes a la masa,
describe imagenes de aspecto ganglionar, la mayor de
25 x 8 mm. La puncidn ecoguiada mostrd presencia de
material hematico con tejido linfoide y acumulo de cé-
lulas epiteliales, con leve anisocariosis y nucléolo evi-
dente. La inmunohistoquimica dio CD3 + positivo difu-
so en células linfoides; CK (AE1AE3) positivo en células
epiteliales. Diagnostico: hallazgos histoldgicos e inmu-
nofenotipicos compatibles con timoma. Anticuerpos
antirreceptores de acetilcolina negativos. La tomogra-

m FIGURA 1

fia computarizada (TC) de macizo facial, cuello y térax
informa, en regidn lateral izquierda, una formacion de
47 x 43 x 72 mm que realza con contraste endovenoso,
desplaza ventralmente la carétida primitiva y en senti-
do posterior la vena yugular interna (Fig. 1), cubierto
parcialmente por el musculo esternocleidomastoideo.
Hacia la derecha alcanza el espacio parafaringeo y se
ubica por detras de los cartilagos laringeos y el hueso
hioides. Presencia de adenopatias en la cadena yugu-
lo carotidea izquierda; la de mayor tamafio es de 11 x
7 mm. En el sector inferior del 16bulo superficial de la
glandula pardtida izquierda se detecta una imagen re-
dondeada de 13 x10 mm similar, que podria correspon-
der a una adenopatia intraparotidea. Mediastino y axi-
las, libres de adenomegalias. En mediastino posterior
se observa variante anatdmica de arteria subclavia de-
recha que cruza por detras del esofago (arteria lusoria).

Se planificé el tratamiento quirdrgico con abor-
daje cervical izquierdo en fecha 12/04/2021. Se realizé
incision cervical submandibular arciforme (Fig. 2), y se
evidencid una masa tumoral laterocervical de 7 x 6 cm
sélida, de bordes regulares, en intimo contacto y des-
plazando a la vena yugular interna, la cardtida primiti-
va y su bifurcacion. Hacia cefélico se ponia en contacto
con la pardtida. Por diseccion subadventicial se separé
el tumor de los vasos carotideos. Prosiguiendo la disec-
cion podalica se identificd el nervio vago. Se separa-
ron la vena yugular interna y el X par, y se preservaron
ambas estructuras (Fig. 2). Se completd la tumorecto-
mia en bloque junto con el polo inferior de la paréti-
da izquierda y los ganglios adyacentes (véase Fig. 2 Ay
B). La biopsia intraoperatoria describié una neoplasia
constituida por células ahusadas con gran componente
de linfocitos pequefios acompanantes. Se hallaba el tu-
mor encapsulado y se difirié el diagndstico. La paciente

Tomografia de cuello con contraste endovenoso en la que se se sefiala, con la flecha larga, formaciéon con densidad de partes blandas, con
realce de contraste endovenoso, de 47 x 43 x 72 que desplaza ventralmente a la cardtida primitiva y en sentido posterior a la vena yugular
interna, alcanzando el espacio parafaringeo hacia la derecha. Como variante anatdmica se sefiala con flecha corta la arteria subclavia derecha

aberrante que cruza por detrds del eséfago (arteria lusoria)
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Ay B: Se evidencia el tumor en contacto con la vena yugular interna (flecha corta) en su regidn posterior y en contacto con el X par craneal (fle-
chalarga).X par: nervio vago. VYI: vena yugular interna. C: A la microscopia (en aumento 10x con tincién H&E), timoma AB de la clasificacion de
la OMS, constituido por proliferacion de células ahusadas con numerosos linfocitos pequefios sin evidencia microscépica de invasidn capsular

dada de alta el segundo dia posquirurgico, sin compli-
caciones ni secuelas; el ultimo control fue tres meses
después, sin particularidades clinicas.

Resultado de la biopsia diferida informd pieza
quirargica de 7 x 6 cm sélida, lobulada, parda, de consis-
tencia aumentada; por la microscopia se lo clasificé en
un timoma AB de la clasificacion de la OMS, constituido
por proliferacién de células ahusadas con numerosos
linfocitos pequefios (Fig. 3). La lesién se encontraba en-
capsulada. Seis ganglios linfaticos estuvieron libres de
lesion. Las tinciones con inmunohistoquimica demos-
traron positividad en los elementos epiteliales con cito-
queratina y en los elementos linfoides con CD5 y CD3.
Con CD20 se marcaron escasos linfocitos. La marcacion
con Ki67 fue del 3%. La masa fue diagnosticada como ti-
moma estadio | acorde con la clasificacion de Masaoka
staging system of thymoma y tipo AB de la OMS.

Dado que el timoma es una neoplasia frecuen-
te del mediastino anterosuperior, su ubicacion ectépi-
ca plantea un desafio en el diagndstico por lo inusual
de esa localizacion. Su incidencia maxima ocurre entre
la tercera y quinta década de la vida. Los sintomas de
presentacion guardan relacién con los efectos locales
de masa o asociados a sindromes sistémicos, el mas
frecuente la miastenia grave. La diferenciacion entre
timomas benignos y malignos se basa en la presencia

de la invasién macroscopica de las estructuras adya-
centes, metastasis o signos microscépicos de invasion
capsular.?

El diagndstico preoperatorio de este tipo de
tumores es dificultoso debido a su baja frecuencia, a
gue no existen signos patognomadnicos de enfermedad
y a que los resultados histoldgicos por puncién previa
pueden resultar de caracter inespecifico al basarse pri-
mordialmente el diagndstico en el descarte de otras pa-
tologias®. Los diagndsticos diferenciales deben hacerse
con masas congénitas en el cuello y lesiones adquiri-
das como adenomas tiroideos, adenopatias cervicales,
neoplasias linfoproliferativas, quiste dermoide o epi-
dermoide, o lesiones inflamatorias®.

En los casos malignos, la reseccion completa y
el grado de invasion (Masaoka-Koga) son los que deter-
minan el prondstico y la sobrevida. En etapas avanza-
das o enfermedad recurrente, la quimioterapia sistémi-
ca produce altas tasas de respuesta.

El presente caso se interpretd como estadio |
segun el indice de Masaoka-Koga y tipo AB de la clasifi-
cacion de la OMS. Debido a que el tumor fue resecado
por completo, no se agregd otro tratamiento comple-
mentario. La paciente continlia con controles periédi-
cos, sin evidencia de complicaciones postoperatorias
alejadas ni de recidiva.

= ENGLISH VERSION

Ectopic cervical thymoma is a rare entity (4%)
due to an anomaly in embryonic development. The
thymus originates from the third pharyngeal pouch
and during the 5" week of gestation migrates together
with the inferior parathyroid glands to reach its final
position. Ectopic thymic tissue may be located anywhe-
re along the descending pathway but is most common
near the lower pole of the thyroid gland, from the an-
gle of the mandible to the superior mediastinum?.

There are two universally accepted classifica-
tion systems:
= 1. The Masaoka system (1981) with the modification

proposed by Koga (1994). This system was described

for mediastinal thymomas, is based on capsular inva-

sion, and includes 4 stages1:

= Stage I: grossly and microscopically completely en-
capsulated tumor.

= Stage Il: microscopic capsular invasion into mediasti-
nal fatty tissue or pleura.

= Stage Ill: macroscopic invasion into adjacent organs
or vessels.

= Stage IVa:
gans.

= [Vb: distant metastases.

dissemination to other thoracic or-
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= The most relevant prognostic factors are determined
by the Masaoka-Koga staging system, histologic type
and complete resection of the tumor2.

2. The WHO classifies thymomas according to the mi-

croscopic characteristics of the tumor cells in3:

= Type A: epithelial cells with spindle/oval shape; 15-
year survival rate near 100%.

= Type AB: also known as mixed thymomas; cells with
a round or polygonal shape with the features of type
A thymoma with a component of lymphocytes with
variable density.

= Type B: B1 predominantly cortical thymoma, B2 cor-
tical thymoma, B3 well-differentiated thymic carci-
noma, depending on the proportion of lymphocytes
and emergence of atypia of the neoplastic epithelial
cells. Survival at 15 years is 90%.

= Type C: cytologic atypia and loss of the organotypi-
cal characteristics of the thymus; the latter term is
synonymous with thymic carcinoma, which is usually
advanced at the time of diagnosis with a 5-year sur-
vival rate of 35%.

A 70-year-old woman, with grade Il obesi-
ty, history of chronic obstructive pulmonary disease
(CoPD), former smoker of 1 pack/year, and no relevant
family history sought medical advice due to a left late-
ral neck tumor which developed 6 years before, with
progressive increase in size over the past year. She did
not complain of other symptoms and had no history of
thyroid disease. On physical examination, a tumor was
palpable on the left lateral side of the neck, measuring
approximately 7 x 5 cm, with hard-elastic consistency,
and attached to the deep planes in lymph node levels
II-11l of the neck. Thyroid antibodies were negative and
thyroid hormones were within normal ranges. A thyroid
ultrasound and Doppler ultrasound of the thyroid gland
and soft tissues were performed. The thyroid gland was

m FIGURA 1

decreased in size with heterogeneous echogenicity, but
no nodular lesions were identified, and vasculariza-
tion was preserved. A hypoechoic, poorly vascularized
heterogeneous mass with regular borders measuring
70 x40 x 45 mm, was observed in the left lateral cer-
vical region. There were also lesions adjacent to the
mass suggestive of lymph nodes; the greatest lesion
measured 25 x 8 mm. Ultrasound-guided needle biopsy
specimens revealed the presence of hematic material
with lymphoid tissue and accumulation of epithelial
cells, with slight anisokaryosis and evident nucleolus.
Immunohistochemical staining showed that lymphoid
cells were diffusely positive for CD3, and epithelial cells
were positive for CK (AE1/AE3). Diagnosis: histologic
and immunophenotypic findings suggestive of thymo-
ma. Anti-acetylcholine receptor antibodies were nega-
tive. A contrast-enhanced computed tomography (CT)
scan of the bones of the face, neck and thorax reported
the presence of a 47 x 43 x 72 mm enhanced mass in
the left lateral region which displaced the primitive ca-
rotid artery anteriorly and the internal jugular vein pos-
teriorly (Fig. 1), partially covered by the sternocleido-
mastoid muscle. The mass reached the parapharyngeal
space to the right and lied behind the laryngeal cartila-
ges and the hyoid bone. Lymph nodes were visualized
in the left jugulocarotid chain; the largest lymph node
measured 11 x 7 mm. In the lower part of the super-
ficial lobe of the left parotid gland, a similar rounded
lesion of 13 x 10 mm was detected, which could corres-
pond to an intraparotid lymph node. The mediastinum
and axillae were free from lymph nodes. An anatomical
variant of the right subclavian artery crossing behind
the esophagus (arteria lusoria) was observed in the
posterior mediastinum.

Surgery was scheduled on April 12,2021, using
a left cervical approach. A semicircular submandibular

Contrast-enhanced computed tomography scan of the neck. The long arrow shows a 47 x 43 x 72 mm enhanced mass with soft tissue density
displacing the primitive carotid artery anteriorly and the internal jugular vein posteriorly and reaches the parapharyngeal space to the right.
The short arrow indicates an anatomical variant of the right subclavian artery crossing behind the esophagus (arteria lusoria).
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incision was performed in the neck (Fig. 2). A laterocer-
vical solid mass measuring 7 x 6 cm, with regular bor-
ders, was observed in close contact with and displacing
the internal jugular vein, the primitive carotid artery
and its bifurcation. The upper side was in contact with
the parotid gland. The tumor was separated from the
carotid vessels by subadventitial dissection. Dissection
continued in the caudal direction until the vague nerve
was identified. The internal jugular vein and the X cra-
nial nerve were separated, preserving both structures
(Fig. 2). The tumor was resected en bloc together with
the lower pole of the left parotid gland and adjacent
lymph nodes (see Fig. 2). The intraoperative biopsy des-
cribed a neoplasm consisting of spindle-shaped cells
with a large component of small lymphocytes. The tu-
mor was encapsulated and the diagnosis was differed.
The patient was discharged on postoperative day two,
with no complications or aftereffects; the last follow-up
visit was three months later, without clinical abnorma-
lities.

The pathology report described a solid, lobu-
lated, brownish surgical specimen, hard in consistency
and measuring 7 x 6 cm. The microscopic examination
classified it as a type AB thymoma according to the
WHO classification, with proliferation of spindle-shaped
cells with numerous small lymphocytes (Fig. 3). The le-
sion was encapsulated. Six lymph nodes were free from
disease. Immunohistochemical staining showed that
the epithelial cells were positive for cytokeratin, lym-
phocytes were positive for CD5 and CD3, and slightly
positive for CD20. Ki-67 proliferative index was 3%. The
diagnosis of the mass was stage | thymoma according
to the Masaoka staging system of thymoma and type
AB thymoma of the WHO classification.

m FIGURA 2

Thymomas are the most common mediastinal
tumors, and ectopic thymomas represent a diagnostic
challenge due to the unusual location of this neoplasm.
The peak incidence occurs between the third and fifth
decade of life. On presentation, symptoms are due
to local mass effects or associated with systemic syn-
dromes; among these, myasthenia gravis is the most
common one. The differentiation between benign and
malignant thymomas is based on the presence of ma-
croscopic invasion of adjacent structures, metastases
or microscopic signs of capsular invasion3.

The preoperative diagnosis of this type of tu-
mor is difficult due to its low prevalence, absence of
pathognomonic signs of disease and the fact that the
histologic findings obtained from previous needle biop-
sy may not be specific since the diagnosis is primarily
based on the exclusion of other conditions*. Differen-
tial diagnoses should be made with congenital neck
masses and acquired lesions such as adenomas of the
thyroid gland, neck lymph nodes, lymphoproliferative
disorders, dermoid or epidermoid cysts or inflamma-
tory lesions®.

In malignant cases, the prognosis and survival
rate are determined by complete resection and inva-
sion level (Masaoka-Koga). In advanced stages or recu-
rrent disease, systemic chemotherapy has high respon-
se rates.

The present case was interpreted as stage | ac-
cording to the Masaoka-Koga system and type AB of the
WHO classification. As the tumor was completely resec-
ted, there was no need to add any other complemen-
tary treatment. The patient is still undergoing periodic
check-ups, with no evidence of remote postoperative
complications or recurrence.

Ay B:The posterior aspect of the tumor is in contact with the internal jugular vein (VYI, short arrow) and the X cranial nerve (X PAR, long arrow).
C: Microscopic examination of the specimen, classified a type AB thymoma according to the WHO classification, with proliferation of spindle-
shaped cells, small lymphocytes and absence of microscopic capsular invasion.
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