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What is your diagnosis and treatment plan?
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Paciente varén de 64 afos de edad y
trabajador en una fundicién de acero
durante 42 afios, actualmente jubilado.
Historia clinica de quistes hepaticos no
tratados quirGrgicamente, pdlipos intes-
tinales en sequimiento por parte del Ser-
vicio de Digestivo de nuestro hospital y
EPOC en tratamiento con corticosteroi-
des inhalados.

Derivado a nuestra consulta por parte
del Servicio de Otorrinolaringologia por
presentar historia actual de epistaxis de
repeticion y obstruccién nasal de 8 meses
de evolucién, compatible inicialmente
con presencia de pélipos nasales.

A la exploracién, el paciente presen-
ta una masa excrecente en fosa nasal
izquierda de aspecto lobulado, colora-
cién parduzca y consistencia friable, que
ocluye practicamente por completo la
luz de dicha fosa nasal (Fig. 1). La explo-
racién cervicofacial es rigurosamente nor-
mal, sin detectarse adenopatias cervica-
les ni otras lesiones asociadas; asimismo
la exploracién por érganos y aparatos es
anodina.

Se solicita estudio preoperatorio, estu-
dios de imagen (Tomografia Axial Com-
puterizada y Resonancia Magnética
Nuclear) y biopsia de la lesion.

Los resultados de las pruebas preo-
peratorias son normales, sin detectarse
ninguln tipo de anomalia en la analitica
sanguinea, en el estudio de pardmetros
de coagulacién, ni en el resto de estu-
dios solicitados.

En la RM (Fig. 2) se aprecia la exis-
tencia de una masa que ocupa de mane-
ra completa la fosa nasal izquierda y que
desestructura toda la regién de los cor-
netes. La lesién se expande hacia la por-
cién mas anterior de la fosa nasal asi
como hacia el cavum nasofaringeo. Se
evidencia abombamiento del tabique
nasal sin poder descartarse infiltracion

Figura 1. Ocupacién de fosa nasal izquierda.
Figure 1. Left nasal fossa occupied by mass.

Figura 2. RM. Corte coronal donde se evidencia la lesién con deses-
tructuracién completa de la zona de los cornetes.

Figure 2. MRI. Coronal cut showing complete destructuring around
the area of the turbinate bones.

The patient was male, 64
years old, and he had retired
after working in a steel
foundry for 42 years. He had
a medical history of hepatic
cysts that had not been
treated surgically, intestinal
polyps that were being fol-
lowed by the Digestion
department in our hospital,
and COPD that was being
treated with inhaled corti-
costeroids.

The Service of Otorhino-
laryngology had referred him
to our department because,
for eight months, he had
been suffering from recur-
rent epistaxis and nasal
obstruction that was com-
patible initially with nasal
polyps.

The examination of the
patient revealed an excres-
cent mass in the left nasal
fossa with a lobulated
appearance that was
brownish in color and friable
in consistency. It blocked the
lumen of the nasal fossa
practically completely (Fig.
1). The cervicofacial exami-
nation was absolutely nor-
mal, and there were no
adenopathies or associated
lesions in the neck. The
examination of organs and
tracts was unremarkable.

A preoperative study was
requested, together with
imaging studies (Computer-
ized Axial Tomography and
Nuclear Magnetic Reso-
nance) and a biopsy of the
lesion.
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del mismo por parte de la lesion. Existe desestructuracién parcial
de la porcién mas caudal de las celdillas etmoidales sin apreciarse
infiltracién de la cribosa etmoidal ni de la transicién frontoetmoi-
dal. Se observa una distensién minima de la pared medial de la 6rbi-
ta izquierda asi como del suelo de dicha 6rbita sin llegarse a apre-
ciar infiltracién de las mismas.

La biopsia de la lesién se corresponde con un tejido parcialmente
necrético que presenta células inflamatorias junto a células de aspec-
to neoplasico maligno con hébito plasmocitoide. Se comprueba asi-
mismo la existencia de positividad para HMB45, vimentina y S100.
El Ki 67 muestra una tasa proliferativa positiva del 40%.

Finalmente se solicita estudio con Tomografia por Emisién de
Positrones (PET), donde se aprecia foco hipermetabdlico en la por-
cién mas anterior de las fosas nasales asi como a la altura de las coa-
nas. No se evidencian otras lesiones hipermetabdlicas en el resto
de la exploracién.

Tras el estudio diagnéstico de la lesidn, se procede al tratamiento
quirdrgico de la misma.

The results of the preoperative study were normal, and
no abnormalities were found in the blood tests, nor in the
coagulation parameters, nor in the rest of the tests request-
ed.

MRI (Fig. 2) showed a mass that was nearly complete-
ly occupying the left nasal fossa, and which was destruc-
turing the whole area of the turbinates. The lesion was
expanding towards the more anterior portion of the nasal
fossa as well as towards the nasopharyngeal cavity. There
was evidence of bulging of the nasal septum, and infiltra-
tion by the lesion could not be ruled out. There was partial
destructuring of the more caudal portion of the ethmoidal
cells*. No infiltration of the ethmoidal cribriform plate could
be appreciated nor of the frontoethmoidal transition. Mini-
mal distention was observed of the medial wall of the left
orbit and of the floor of this orbit with no infiltration in the
area.

The biopsy of the lesion revealed partially necrotic tissue
with inflammatory cells together with cells with a malignant
neoplastic appearance and a plasmocytoid tendency. There
was positivity for HMB45, vimentin and S100. Ki-67 showed
a proliferative index that was 40% positive.

Finally, a Positron Emission Tomography (PET) was
requested that showed hypermetabolic foci in the more ante-
rior portion of the nasal fossa as well as by the choanae. The
rest of the examination did not reveal any other lesions.

After the diagnostic study of the lesion, surgical treat-
ment was carried out.
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Melanoma mucoso de senos paranasales

Mucosal melanoma of the paranasal sinuses

L.M. Capitan Cafiadas’, I.L. Labrot Moledn', D.J. Duran Moreno’, A. Cabello Serrano’,

E. Valencia Laseca?

Con la sospecha diagnéstica histopatoldgica de melanoma, se
decide realizar tumorectomia (Fig. 3) que incluye hemimaxilecto-
mia segmentaria mediante abordaje combinado transfacial y coro-
nal junto a cirugia endoscépica asistida para la reseccion completa
de la mucosa del seno etmoidal y de la mucosa de ambos senos
maxilares. Para la reconstruccién del defecto se decide emplear col-
gajo pediculado de gélea-pericraneo. La exéresis tumoral corres-
ponde a una masa polipoidea friable de 4x4x2,7 cm de didmetro
y a varios fragmentos irregulares obtenidos mediante el abordaje
endoscépico (Fig. 4).

El estudio histolégico del espécimen quirdrgico confirma el diag-
néstico de melanoma mucoso epitelioide y de células redondas con
amplias areas de hemorragia y necrosis (Fig. 5). Tanto los pdlipos
como la mucosa de los senos etmoidales y maxilares se encuentran
libres de enfermedad.

El postoperatorio inmediato del paciente es satisfactorio sin evi-
denciarse complicacién alguna durante el desarrollo del mismo.

El paciente recibe radioterapia postoperatoria conformada tri-
dimensionalmente sobre al area quirdrgica. Se emplea una dosis de
30 Gy en esquema hipofraccionado, con una dosis por fraccién y
dia de 3 Gy por cinco dias a la semana, utilizando una energia de
fotones de 6 MV. El control postoperatorio a los 12 meses de la ciru-
gfa demuestra ausencia de enfermedad clinica y radiolégica (Figs.
6y7).

Discusion

El melanoma mucoso de senos paranasales (MMSPN) es con-
siderado como una patologia de extremada agresividad,' que supo-
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Based on the histopathologic diagnostic suspicion of
melanoma, a tumorectomy was decided on (Fig. 3) that
included a segmental hemimaxillectomy. This was carried
out by means of a combined coronal/transfacial approach
together with assisted endoscopic surgery for the complete
resection of the mucosa of the ethmoidal sinus and the muco-
sa of both maxillary sinuses. For reconstructing the defect,
a pedicled flap of galea-pericranium was decided on. The
tumor excised consisted of a polypoid friable mass that mea-
sured 4x4x2.7cm in diameter. It was in various irregular frag-
ments that were obtained using an endoscopic approach
(Fig. 4).

The histopathologic study of the surgical specimen con-
firmed the diagnosis of epithelioid mucosal melanoma and
of round cells with wide hemorrhaging and necrotic areas
(Fig. 5). The polyps, as well as the mucosa of the ethmoid
and maxillary sinuses, were disease-free.

The immediate postoperative period was satisfactory and
complication-free.

The patient received postoperative tridimensional con-
formal radiotherapy to the surgical area. A dose of 30 Gy
was used and a hypofractionated regimen with a dose of 3
Gy per fraction per day, five days a week, using 6 MV pho-
ton beam. The postoperative evaluation 12 months after the
surgery showed the absence clinically and radiologically of
any disease (Figs. 6 and 7).

Discussion

Mucosal melanoma of the paranasal sinuses (MMPNS)
is considered extremely aggressive pathology1 that repre-
sents approximately 1% of the total number of melano-
mas and between 3 and 4% of the total number of tumors
of the paranasal sinuses.23 The estimated incidence rate is
1 per 500.000 inhabitants per year.? It tends to affect fema-
les and patients over the age of 60.4 In up to 80% of patients
the disease appears in a localized area principally in the nasal
cavity.2 The main clinical symptoms related with MMPNS
are epistaxis, the presence or sensation of a mass and obs-



126  Rev Esp Cir Oral y Maxilofac 2007;29,2 (marzo-abril):121-128 © 2007 ergon

ne alrededor del 1% del total de mela-
nomas y entre un 3 y 4% del total de
tumores de los senos paranasales.2 3 Su
incidencia estimada es de 1 por 500.000
habitantes por afio.? Presenta una mayor
propension a afectar a mujeres y a
pacientes por encima de 60 afios.* Hasta
en un 80% de pacientes la enfermedad
se presenta de manera localizada con
afectacién principalmente de la cavidad
nasal.2 Los principales sintomas clinicos
relacionados con los MMSPN son epis-
taxis, presencia o sensacién de masa y
sintomas obstructivos,’> ademas se han
descrito otro sintomas menores asocia-
dos como dificultad respiratoria, con-
gestion, pélipos y dolor.¢ La aparicion
de melanorrea, secrecion nasal de colo-
racién marrén, sugiere la presencia de
pigmentacién melanica.s Al contrario
gue ocurre en los melanomas cutaneos,
es rara la degeneracién desde lesiones
precursoras.2 Las principales dianas
metastasicas de los MMSPN son cere-
bro y pulmén,’ siendo infrecuente la pre-
sencia de metastasis locales a nivel cer-
vical. Alrededor de un tercio de estas
lesiones se presentan con escasa o nula
pigmentacién, lo que puede dificultar
su diagnéstico.8

El manejo diagndstico de los
MMSPN incluye la realizacién de estu-
dios de imagen, principalmente TC y
RM, despistaje tumoral sistémico que
puede estar apoyado en el empleo de
PET y filiacién tumoral histopatolégica.3

A nivel histolégico puede plantear
dudas diagnésticas con carcinomas
pobremente diferenciados, linfomas,
plasmocitomas, rabdomiosarcomas y
neuroblastomas del tracto olfatorio.s El
perfil inmunohistoquimico de los
MMSPN es idéntico al de los melano-
mas cutdneos, presentando positividad
para la proteina S100, tirosinasa y
HMB45.°

A pesar de que se han propuesto
gran variedad de sistemas de estadiaje
para los melanomas en general, no exis-
te uniformidad en cuanto a la clasifica-
cién de los MMSPN. Esto es debido a la
dificultad para aplicar los principales cri-
terios de estadificacién propuestos por
diferentes autores para los melanomas
cutaneos (identificacion de limites his-

Figura 3. Visién intraoperatoria. Abordaje combinado transfacial

y coronal.

Figure 3. Intraoperative view. Combined transfacial/coronal appro-

ach.

Figura 4. Espécimen quirdrgico que incluye el fragmento maxilar.
Figure 4. Surgical specimen including a fragment of maxilla.

Figura 5. Corte histolégico de la lesion. (HE)
Figure 5. Histological cut of the lesion. (HE)
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tructive symptoms.* In addi-
tion there may be other
minor symptoms associated
with respiratory difficulties,
congestion, polyps and pain.¢
The appearance of mela-
norrhea and nasal secretions
of a brown color, suggest
that there is melanin pig-
ment.5 As opposed to cuta-
neous melanomas, the dege-
neration from precursor
lesions is unusual. The main
metastasic  targets  of
MMPNS are the brain and
lungs,” and the presence of
local neck metastasis is infre-
quent. Around a third of
these lesions present with lit-
tle or no pigmentation,
which makes their diagnosis
more difficult.?

The diagnostic management
of MMPNS includes carrying
out imaging studies, princi-
pally CAT scans and MRI,
and systemic tumor scree-
ning that can be supported
by PET studies and histopat-
hologic tumor filiation.?

On a histological level there
may be certain diagnostic
doubt with regard to poorly
differentiated carcinomas,
lymphomas, plasmacytomas,
rhabdomyosarcomas and
neuroblastomas of the olfac-
tory tract.5 The immunohis-
tochemical profile of MMPNS
is identical to that of cuta-
neous melanomas, as there
are positive reactions for
$100 protein, tyrosinase and
HMB45.°

In spite of a great variety of
staging systems having been
proposed for melanomas in
general, there is no unifor-
mity with regard to the clas-
sification of MMPNS. This is
due to the difficulty in appl-
ying to MMPNS the main
staging criteria that have
been proposed by different
authors for cutaneous mela-
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tolégicos como dermis papilar o reticu-
lar, espesor de penetracién de la lesion)
a los MMSPN. El reciente trabajo de
Thompson y cols.® apoyado en el estu-
dio de 115 pacientes con MMSPN, pro-
pone un sistema de estadiaje basado en
el clasico sistema TNM con determina-
das modificaciones que permite un facil
manejo de este tipo de lesiones.

No hay duda de que el tratamiento
de eleccién para los MMSPN pasa por
la exéresis quirdrgica tumoral.23510 Pese
a que el abordaje abierto es el mas fre-
cuentemente empleado,’ se propugna
el uso de cirugia endoscépica para faci-
litar la exéresis en zonas de dificil acce-
so 0 como abordaje primario para tumo-
res previamente seleccionados.'2 Debi-
do a que el indice de metéstasis gan-
glionares cervicales no supera el 5% no
se recomienda la realizacién de vacia-
miento cervical sistematico.2 Aunque
existe consenso para la aplicacién de
radioterapia postoperatoria,'> numero-
sas publicaciones afirman que la misma
no incrementa los indices de supervi-
vencia de los pacientes con MMSPN.5
Una reciente publicacién al respecto de
Temam y cols.™ sugiere el incremento
de control local de la enfermedad tras
la aplicacién de radioterapia postope-
ratoria. No se ha demostrado la eficacia
del empleo de quimioterapia en pacien-
tes con MMSPN, ni en combinacion con
tratamiento quirdrgico o radioterapico
ni de manera aislada, estando su uso
limitado a estadios avanzados con inva-
sién tumoral sistémica.’? Pese a que se
ha propuesto el empleo de inmunote-
rapia para el tratamiento de determi-
nados melanomas cutaneos,'s son nece-
sarios ensayos randomizados que
demuestren la efectividad de este tipo
de terapia en pacientes con MMSPN.3

La recidiva local es el principal fac-
tor asociado al fracaso terapéutico. La
aparicién de recidiva, se asocia princi-
palmente con la exéresis incompleta del

tumor secundaria a las relaciones anatémicas complejas y anfrac-
tuosas de la regién paranasal, a la presencia de tumores multifoca-
les, a la eventual proliferacién tumoral submucosa y a siembras

tumorales durante la cirugia.s

En lineas generales el prondstico de los MMSPN es pobre y se
asocia principalmente al tamafo tumoral, al retraso en el diag-
néstico secundario a la naturaleza inespecifica de la sintomatologia
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Figura 6. Imagen clinica del postoperatorio reciente.
Figure 6. Clinical view of recent postoperative period.

Figura 7. TC de control postquirdrgico.
Figure 7. Postsurgical evaluation by CT scan.

noma (identification of the
histological limits such as
papillary or reticular dermis,
tumor thickness). The recent
work by Thompson et al.’
supported by the 115
patients with MMPNS in their
study, proposes a staging sys-
tem based on the classical
TNM system with certain
modifications that permit
managing these lesions
easily.

There is no doubt that the
treatment of choice for
MMPNS entails surgical exci-
sion of the tumor.23,19 Des-
pite the open approach being
the most frequently used,’
the use of endoscopic surgery
has been advocated in order
to facilitate excision in areas
with difficult access, or as a
primary approach for tumors
that have previously been
selected.’? As the rate of neck
node metastasis is not above
5%, carrying out systemic
neck depletion is not recom-
mended.2 Although there is
consensus for applying pos-
toperative radiotherapy,'3
numerous publications affirm
that this will not increase the
survival rates of MMPNS
patients.s A recent publica-
tion on the issue by Temam
et al.™* suggests that there is
increased local control of the
disease after applying posto-
perative radiotherapy. The
efficiency of using chemot-
herapy in patients with
MMPNS has not been
demonstrated, neither when
combined with radiotherapy
nor with surgical treatment
nor when used alone, and its

use is limited to advanced stages with systemic tumor inva-
sion.’ In spite of immunotherapy having been used for tre-
ating certain types of cutaneous melanomas,'* randomized

trials are necessary to show the effectiveness of this type of

therapy in patients with MMPNS.3
Local recurrence is the principal factor associated with
therapeutic failure. The appearance of recurrence is asso-
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y a la inaccesibilidad técnica para la exéresis completa del tumor.5
El indice de supervivencia a los cinco afios de los pacientes con
MMSPN oscila entre un 20 y un 40%.25

Conclusiones

Los MMSPN son tumores extremadamente agresivos, con un
indice de supervivencia que no supera el 40%. Su tratamiento de
eleccion es la exéresis quirdrgica tumoral, siendo la reseccién com-
pleta del tumor con margenes quirdrgicos libres, el Gnico medio
demostrado para conseguir un adecuado control de la enfermedad.
Aungue no hay evidencias en cuanto a la mejora en los indices de
supervivencia, la mayoria de autores propugnan la administracién
de radioterapia postoperatoria.
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ciated principally with incomplete excision of the tumor as
a result of the complex and irregular anatomical relations-
hips in the paranasal region, and with the presence of mul-
tifocal tumors, submucosal tumor proliferation and tumor
seeding during surgery.s

The prognosis generally for MMPNS is poor and asso-
ciated principally with tumor size, a delay in the diagnosis
as a result of the unspecific nature of the symptoms, and
because removing the tumor completely is not possible as a
result of it being inaccessible technically.s The survival rate
at five years for patients with MMPNS varies between 20
and 40%.25

Conclusions

MMPNS are extremely aggressive tumors, and the sur-
vival rate is under 40%. The treatment of choice for this
tumor is surgical excision. Complete resection and tumor-
free margins is the only demonstrated means of achieving
adequate control of the disease. While there is no evidence
as to improved survival, most authors advocate the admi-
nistration of postoperative radiotherapy.



