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(Cual es su diagnostico?

What is the diagnosis?
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Varén de 32 afios de edad, sin ante-
cedentes de interés para el proceso
actual, que acude a nuestra consulta de
Cirugia Oral y Maxilofacial remitido desde
la consulta de Oftalmologia por presen-
tar proptosis ocular izquierda progresi-
va, de aproximadamente tres afios de
evolucién. El paciente refiere ademas
dolor retroocular ocasional y diplopia de
reciente comienzo.

En la exploracion fisica se palpa una
tumoracién de aproximadamente 3 cm
de diametro en angulo sipero-externo
de 6rbita izquierda, acomparada de dis-
topia ocular, exoftalmos unilateral izquier-
do, discreta restriccion a la supraduccion
y diplopia en mirada superior (Fig.1), pre-
sentando pupilas isocéricas y normorre-
activas.

Como exploraciones complementa-
rias se realizaron TC y RM donde se evi-
dencié la presencia de una masa extra-
conal superolateral izquierda, superior a
la glandula lagrimal, con didmetros de
3.1x2x2.5 cm, de bordes lobulados, con
sefiales internas discretamente hetero-
géneas, hiperintensas en secuencias T1
y en secuencias T2 muestran zonas inten-
sas entremezcladas con otras hipointen-
sas (Figs. 2 y 3). La lesién condiciona una
compresién y desplazamiento del globo
ocular en sentido inferior e interno, sin
signos de infiltracion de estructuras mus-
culares o del globo ocular. Las pruebas
de imagen también muestran remode-
lacion 6sea, y adelgazamiento de huesos
frontal y malar izquierdos. Todo ello com-
patible con un tumor dermoide.

Figura 1. Imagen del paciente donde se apre-
cia el exoftalmos unilateral izquierdo y la dis-
topia ocular.

Figure 1. Image of the patient in which left-sided
unilateral exophthalmos can be appreciated
together with ocular dystopia.

Figura 2. Corte coronal de RM.
Figure 2. MR showing coronal cut.

Figura 3. Corte sagital de RM.
Figure 3. MR showing sagittal cut.

Thirty-two year old male with no history of inter-
est to this case, was referred to our Oral and
Maxillofacial department by the Ophthalmolo-
gy department because of presentation of pro-
gressive ocular proptosis of the left [orbit] which
had been evolving over the past three years.
The patient had occasional retro-ocular pain
and had recently started experiencing diplopia.
On physical examination a tumor with a diam-
eter of approximately 3 cm was felt at a supero-
external angle to the left orbit, together with
ocular dystopia, unilateral exophthalmos of the
left [orbit], with slight limitation of supraduc-
tion, and diplopia on upgaze (Fig. 1). The
patient presented isochoric and normoreactive
pupils.

Complementary explorations were performed
with CT and NMR and a superolateral extra-
conal mass in the left superolateral [orbit] was
observed above the lacrimal duct, measuring
3.1x2x2.5 cm. It had lobulated borders and
internal signals that were mildly heterogeneous,
hyperintense on T1 weighted sequences and
intense areas mixed with others that were
hypointense (Fig. 2 and 3) on T2 weighted
sequences. The lesion was compressing and dis-
placing the ocular globe downwards and
inwards, but there were no signs of it extend-
ing into muscle structures nor into the ocular
globe. Imaging tests also revealed bone remod-
elation and thinning of the frontal and left malar
bones. Everything was compatible with a der-
moid tumor.



CO 26/5 64

11/11/04 16:51 Pagina 326

Pagina del Residente

—4—

Rev Esp Cirug Oral y Maxilofac
2004;26:325-329

Quiste hematico cronico orbitario

Chronic hematic cyst of the orbit

B. Peral Cagigal’, |.I. Crespo Pinilla’, R. Alvarez Otero!, L.M. Redondo Gonzalez?,

L.A. Sanchez Cuéllar?, A. Verrier Hernandez3

Ante éste diagndstico de sospecha se decide realizar extirpacién
quirdrgica de la masa orbitaria para posterior analisis anatomopa-
tolégico de la lesion. El paciente fue sometido a intervencién qui-
rargica realizandose incisién hemicoronal izquierda para abordar la
masa orbitaria, y posterior resecciéon de la tumoracién y del rebor-
de supraorbitario en bloque, debido al gran adelgazamiento 6seo
producido por la masa tumoral. El tumor era de color pardo con
areas amarillentas en su interior, y de consistencia muy friable (Fig.
4). Posteriormente, el reborde supraorbitario fue reconstruido con
autoinjerto de calota fijado con microplacas y cubierto con colga-
jo de galea.

El estudio anatomopatoldgico describié la existencia de una for-
macién quistica de pared fibrosa y con abundante contenido hema-
tico, antiguo y reciente, en el que se identifican abundantes cris-
tales de colesterol, un acimulo focal de histiocitos de citoplasma
amplio y espumoso, e infiltrado inflamatorio asociado de caracter
mixto con predominio de linfocitos (Figs. 5 y 6). Con técnicas de
inmunohistoquimica la lesién no muestra indice de proliferacion y
se reconocen histiocitos que se marcan con el CD68, no recono-
ciéndose epitelio en ninguno de los fragmentos estudiados. Todo
ello confirma el diagnéstico de quiste hematico crénico orbitario.

Discusion
El quiste hematico orbitario, también llamado granuloma de

colesterol orbitario, colegranuloma o colesteatoma de 6rbita, es una
afeccién poco frecuente (menos del 1% de los tumores orbita-
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With this suspected diagnosis a decision was made to
surgically remove the orbital mass for posterior anato-
mopathological analysis of the lesion. The patient under-
went surgery, and a left hemicoronal incision was made in
order to approach the orbital mass. The tumor was then
resected as a block together with the supraorbital border due
to the considerable thinning of the bone produced by the
tumor mass. The tumor was dark in color with yellowish
areas inside, and with a very friable consistency (Fig. 4). The
supraorbital border was later reconstructed with an auto-
graft of skullcap that was fixed with microplates and cov-
ered with a galea flap.

The anatomopathological study showed the existence
of a cystic formation with a fibrous wall, abundant hemat-
ic content which was old and recent, and in which numer-
ous cholesterol crystals could be identified. There was a focal
accumulation of histiocytes with wide, frothy cytoplasm and
associated inflammatory infiltrates, with mixed characteris-
tics and a predominance of lymphocytes (Figs. 5 and 6). The
lesion showed no evidence of proliferation using immuno-
histochemical techniques, and histiocytes stained [positive]
with CD68 were reported, with no evidence of epithelium in
any of the fragments studied. This all confirmed the diag-
nosis of chronic hematic cyst of the orbit.

Discussion

The hematic cyst of the orbit, which is also called cho-
lesterol granuloma of the orbit, cholegranuloma or
cholesteatoma of the orbit, is a rare condition (less than 1%
of orbital tumors) and with an unclear pathogenesis.” Char-
acterized by the presence of a progressive enlarging lesion
due to the incomplete reabsorption of a hemorrhage through
trauma, surgery, a foreign body or vascular lesion (lym-
phangioma o hemangioma) which sets off a granulomatous
reaction against the metabolites in the blood, [leading to a]
fibrous encapsulation and recurring hemorrhages.2

Middle aged males are particularly affected by the lesion,
as in our case, which typically results in progressive prop-



CO 26/5 64

11/11/04 16:51 Pagina 327

B. Peral Cagigal y cols.

rios) y de patogénesis no clara.! Carac-
terizada por la presencia de una lesién
expansiva progresiva debida a la
incompleta reabsorcién de una hemo-
rragia causada por un traumatismo,
cirugia, cuerpo extraiio o lesion vas-
cular (linfangioma o hemangioma) lo
cual origina una reacciéon granuloma-
tosa contra los metabolitos hematicos,
con encapsulacion fibrosa y hemorra-
gias recurrentes.2

La lesién afecta sobre todo a varo-
nes de edad media, como en nuestro
caso, y se caracteriza por producir
proptosis progresiva (siendo éste el sin-
toma mas frecuente),3 edema perior-
bitario, diplopia por restriccion a la ele-
vacioén y malestar ocular que puede
durar desde semanas a afios. En algu-
nos casos puede aparecer dolor, sobre
todo supraorbitario, ya que la tumo-
racién se localiza con mayor frecuen-
cia en el techo orbitario, como ocu-
rria en nuestro paciente.

En la TC se suele apreciar una masa
extraconal, homogénea, subperidsti-
ca, bien definida, no realzada, con
expansion sobre el techo 6seo orbita-
rio que produce osteolisis del hueso
frontal.s Esta erosion del hueso orbi-
tario, a veces contribuye a sospechar
gue estamos ante una lesién maligna.

La RM es la prueba mas especifica,
mostrando los productos de desecho
sanguineos dentro de una lesiéon quis-
tica con erosién 6sea. La RM suele
mostrar una masa bien definida, isoin-
tensa en T-1 e hiperintensa en T-2 res-
pecto a la grasa orbitaria,® aunque exis-
te mucha variabilidad al respecto. La
confirmacién diagnéstica se lleva a

Figura 4. Detalle de la tumoracién durante su extirpacion, donde
se aprecia el adelgazamiento que provoca en el reborde supra-

orbitario.

Figure 4. Tumor detail during extirpation, showing the thinning cau-

sed on the supraorbital border.

Figura 5. Trabéculas 6seas en relacién con una reaccién fibrosa
e inflamatoria con abundantes espiculas de colesterol y restos de

hemosiderina.

Figure 5. Bone trabeculae compared with a fibrous and inflamma-
tory reaction with several spicules of cholesterol and hemosiderin

remains.

AR AR

cabo por el estudio anatomopatolégico, que revela una pseudo-
capsula densa y fibrosa con ausencia de células epiteliales, que
envuelve sangre antigua y reciente, productos de degradacién san-
guineos, células inflamatorias y cristales de colesterol.”

En el diagndstico diferencial hay que tener en cuenta entidades
como el quiste dermoide, quiste epidermoide, mucocele, lipoma,
linfangioma, tumores de la glandula lagrimal y cualquier otra enti-
dad que pueda producir una expresion clinica y/o radiol6gica simi-
lar. De todos ellos, la patologia mas importante a tener en cuenta

es el quiste dermoide.

El quiste dermoide es el tumor congénito mas frecuente de la
6rbita, se suele localizar en la parte sGpero-temporal y anterior de
la 6rbita o en la cola de la ceja, y contiene generalmente estructu-
ras epidérmicas y anejos de la piel con material sebaceo variable;

o
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tosis (this being the most fre-
quent symptom),3 periorbital
edema, diplopia because of
limitation of elevation and ocu-
lar discomfort that can last
from weeks to years. In some
cases pain can appear, espe-
cially supraorbital pain, as the
most frequent location of the
tumor is in the orbital roof,* as
in the case of our patient.

An extraconal mass tends to
appear on the CT scan which
is homogenous, subperiostal,
well-defined, smooth, extend-
ing over the bone of the orbital
roof, which produces osteoly-
sis in the frontal bone.* The
erosion of the orbital bone can
sometimes lead to the suspi-
cion that the lesion is malig-
nant.

MR is the most specific test,
showing blood residue prod-
ucts within the cystic lesion
together with bone erosion.
MR tends to show a well-
defined mass, isointense on T1
weighted sequences and
hypointense on T2 with regard
to orbital fat6 although there
is much variability in this
respect. Diagnostic confirma-
tion was reached by means of
an anatomopathological study,
which revealed a dense fibrous
pseudo-capsule with no epithe-
lial cells and which was
enveloping old and recent
blood, blood degradation prod-
ucts, inflammatory cells and
cholesterol crystals.”

In the differential diagnosis entities such as the dermoid
cyst, epidermoid cyst, mucocele, lipoma, lymphangioma,
tumors of the lacrimal duct and any other entity that can
produce a similar clinical and/or radiological expression have
to be taken into account. Of all of these, the most important
to keep in mind is the dermoid cyst.

The dermoid cyst is the most frequent congenital cyst of
the orbit. It tends to be located in the supero-temporal and
anterior part of the orbit, or in the tail end of the eyebrow,
and it generally contains epidermal structures and skin
appendages with variable sebaceous material; it is present
from birth and it progresses very slowly during early life pro-
ducing a painless, unilateral exophthalmos. Dermoid cysts
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est4 presente desde el nacimiento y pro-
gresa muy lentamente durante la juven-
tud produciendo un exoftalmos unila-
teral no doloroso. Estos quistes dermoi-
des estan acompafiados a menudo de
una reaccion inflamatoria importante, a
veces similar a la de un granuloma coles-
terolinico. Por ello, cuando se extirpa se
debe tener cuidado en no romper la
capsula, ya que aumenta el riesgo de
recidivas y ademas los restos de la pared
del quiste continuaran secretando que-
ratina lo cual puede provocar una seve- S, l"“ N
ra respuesta inflamatoria granuloma- = -.';:'3;%\:’.\'*:;‘\,\‘{@;&
tosa.?

El curso evolutivo habitual del quis-
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Figura 6. Detalle de las espiculas de colesterol, con células gigan-
tes multinucleadas a su alrededor.

Quiste hematico crénico orbitario

are often accompanied by a
considerable inflammatory
reaction, which is sometimes
similar to a cholesterolinic
granuloma. It is therefore
important not to break the
capsule when it is extirpat-
ed, as this would increase the
risk of recurrence and, in
addition, the remains of the
cyst wall would continue to
secrete keratin, which would
result in a serious granulo-
matous inflammatory
response.8

The normal course of evolu-

te hematico orbitario es el crecimiento  Figure 6. Detail of the spicules of cholesterol surrounded by giant mul-  tion of the hematic cyst of

gradual, en nuestro caso llevaba 3 afios tinucleated cells.

de desarrollo progresivo, provocandole

exoftalmos y diplopia, por lo que el momento de la extirpacién ven-
dré determinado por las molestias visuales y/o estéticas que pro-
voquen al paciente, extirpdndose generalmente por orbitotomia,
con aspiracion del contenido quistico y curetage del lecho.® Dicho
tratamiento generalmente es definitivo, ya que éstas lesiones no
suelen tener tendencia a la recidiva,'© y por lo tanto tienen un exce-
lente pronéstico. En nuestro caso, el paciente se encuentra asin-
tomatico, y con una exploracion fisica y radiolégica normales tras
6 meses de seguimiento postquirdrgico.

Por tanto, el quiste hematico orbitario es una entidad poco fre-
cuente, pero con unas caracteristicas clinicas y radioldgicas tipicas;
siendo el estudio histolégico decisivo tras determinar la presencia
de un acimulo quistico de células inflamatorias, productos de degra-
dacién sanguinea y cristales de colesterol en ausencia de células epi-
teliales.
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the orbit is of gradual

growth. In this case there
had been three years of progressive development that had
produced exophthalmos and diplopia. When extirpation is
carried out depends on the visual and/or aesthetic discom-
fort of the patient. Extirpation is generally carried out through
an orbitotomy, together with aspiration of the cystic content
and curettage of the bed.® This treatment is generally defin-
itive, as these types of lesions do not tend to recur,’® and the
prognosis is therefore excellent. In the case we are report-
ing, the patient is asymptomatic, and his physical and radi-
ological examinations have proved normal during the six
months of postsurgical follow-up.

The hematic cyst of the orbit is therefore a rare entity,
but with typical clinical and radiological characteristics; the
histological study is decisive in determining the presence of
a cystic accumulation of inflammatory cells, which are a
product of blood degradation and cholesterol crystals in the
absence of epithelial cells.
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