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Introducao

= Angiofibroma Nasofaringeo Juvenil —
neoplasia altamente vascularizada e benigna
mas localmente invasiva que ocorre na

nasofaringe e cavidade nasal posterior de
jovens adolescentes

= Mixofibroma, fibroma basal juvenil, fibroma
nasofaringeo do adolescente, fibroma da

nasofaringe e fibroma sangrante do
adolescente



Introducao

= Raro, benigno —0,5% neoplasias CP
" 1:150.000
» Adolescentes e adultos jovens, 14-25 anos




Introducao

= Suprimento —ramos carotida externa [ interna
pode estar presente

= Membrana mucosa nasofaringea — septo nasal e
espaco posterior do nariz = efeito massa

= Seio esfenoide, seio cavernoso

= | ateral —fossa pterigopalatina = abaula parede
posterior seio maxilar

= Fossa infratemporal

= Nasofaringe — fossa pterigopalatina = Halteres




Introducao

= |[nvasao do seio cavernoso apos invasao do
esfenoide e sela turcica

= Atraves do forame redondo

= Atravées da fossa mediana apos invasao da
fossa infra temporal

= Atraves da fissura orbital superior

= Atraves do canal pterigoide apos invasao da
fossa pterigopalatina e fissura pterigomaxilar




Superior Orbital Fissure

Figure 1. lllustrative pictures of
juvenile nasopharyngeal
angiofibroma extension to the
superior orbital fissure, cavernous
sinus (note the middle fossa
extension, arrows), and orbit.



Materials e Métodos

* 67 adolescentes entre 1988 e 2010 — Instituto
de Neurologia de Curitiba com NAJ

= 20 com extensao intracraniana
= Sequimento 5anos—1a 22 anos

= Revisao de estadiamento, terapia adjuvante e
seguimento




Resultados

= Sintomas mais frequentes
Obstru¢ao Nasal —100%
Epistaxe recorrente — 100%
Cefaleia — 80%
Proptose —35%

= Sejio cavernoso — 20
Invasao orbita— g5

= Embolizacao pre-op



Resultados

= Cirurgia endoscopica-assistida ou
microscopica/endoscopica combinada

= Ressec¢ao completa 12 cirurgia — 65% (23)
= Subtotal 20% (4) / Parcial 15% (3)

" |[ntervencao em estagios — 85% (17)

= Extensao intracranial extradural —100%

= Sem mortalidade




Resultados

= Seguimento 5 anos
85% (17) sem recidiva
10% (2) lesao residual estavel
5% (1) novo crescimento — RT



Discussao

= Sintomas

Apresentacao classica — obstrugao nasal

unilateral, epistaxe, rinorreia e ocasionalmente
dor local

Extensao intracranial — deformidade facial,
proptose, alteragao acuidade visual, fraqueza NC

= Serje

Sem fraqueza, cefaléia 80% e proptose 35%




Discussao

» Estadiamento
Fisch-TC
Universidade de Pittsburgh (UPMC) —
estadiamento incluindo fatores prognosticos =
vascularizagao residual pos-embolizacao
rota para extensao de base de cranio




Fisch Table 1
Classification Definition Staging system for juvenile nasopharyngeal angiofibroma according to Andrews et al’

T himi nasoph X st
s oo tode fedol o e Stago Descxiotion
Tumors invading the pterygomaxillary fossa and | Tumor limited to the nasopharynx and nasal cavity, bone destruction is negligible or limited
Lh:nemximtgnmou and sphenoid sinus with to the sphenopalatine foramen.
] Tumor invading the pterygopalatine fossa or maxillary, ethmoidal and sphenoid sinuses; with
Tumors invading infratemporal fossa, orbit, and bone destruction
parasellar region remaining lateral to the n Tumor invading the infratemporal fossa or orbital region: (a) without intracranial involvement
Cavemous snus and (b) with extradural intracranial involvement (parasellar)
Tumors with massive invasion of cavernous sinus, IV Tumor with intradural intracranial involvement: (a) without or (b) with infiltration of cavernous
the optic sinus, pituitary fossa, or optic chiasma

Table 1. Staging systems for juvenile nasopharyngeal angiofibroma.'+¢

Chandler et al,'* 1984 Sessions et al,** 1981 Radkowski et al,'®* 1996

Tumour confined to nasopharyngeal vault  |IA Limited to nose and/or nasopharyngeal |A Limited to nose and/or nasopharyngeal
Tumour extending into nasal cavity or vault vault
sphenoid sinus IB Extension into 21 sinus IB Extension into >1 sinus
Tumour extending into antrum, ethmoid Minimal extension into PMF Minimal extension into PMF
sinus, PMF, orbit, and/or cheek Full occupation of PMF with or without Full occupation of PMF with or without
Intracranial tumour erosion of orbital bones erosion of orbital bones
Infratemporal fossa with or without Or posterior to pterygoid plates
cheek invasion Frosion of skull hase — minimal
Intracranial extension intracranial extension
Erosion of skull base — extensive
intracranial extension with or without
cavernous sinus invasion




Table 2: UPMC staging system for angiofibroma

Stage UPMC staging system

! Nasal cavity, medial pterygopalatine fossa

11 Paranasal sinuses, lateral ptery gopalatine fossa
No residual vasculanty

Skull base erosion, orbit, infratemporal fossa,
No residual vasculanty

Skull base erosion, orbit, infratemporal fossa
Residual vascularity

Intracranial extension, residual vasculanty

M : medial extension

L: lateral extension

Figure 2. Overview of the several staging systems for juvenile nasopharyngeal
angiofibroma’s extension classification. The authors highlight

those grades that represent tumors with intracranial extension in each
classification.




Discussao

= Embolizagao Pre-operatoria
Diminuicao de sangramento intraoperatorio
Angiografia —irrigagao carotida interna
Alto risco complicagdes neurologicas — pacientes
jovens com lesdes benignas




Abordagens Cirurgicas

= Objetivo —excisao completa, morbidade
minima e evitar RT

* Transpalatina, maxilotomia medial
(degloving ou rinotomia lateral), Le Fortl e
infratemporal — fossa intratemporal ou seio
cavernoso medial

= Endoscopica endonasal —nasofaringe,
cavidade nasal e seios paranasais



Abordagens Cirurgicas

" |[ntracraniana?

* Abordagem combinada endoscopica /
externa facilitando ressec¢ao do tumor

= Diversos centros — endoscopica endonasal
expandida + incisao sublabial minima (menor
abordagens maiores [ RT



Figure 3. Juvenile
nasopharyngeal
angiofibroma (JNA)
with extension to the
pterygopalatine fossa,
infratemporal fossa,
and cavernous sinus
removed through an
expanded endonasal
approach with medial
maxillectomy.




Figure 4. Juvenile
nasopharyngeal
angiofibroma (JNA) with
extension to the sphenoid
sinus and intracranially to
the middle fossa (arrows)
removed through
endoscopic-assisted
approach after a left
anterior maxillectomy.




Técnica Cirurgica

= Embolizacao

= Tampao nasal + Adrenalina

» Turbinectomia medial endoscopica

= Etmoidectomia anterior e posterior

» Maxilectomia medial visao endoscopica

* |ncisao sublabial unilateral e ressecgao
parede anterior maxilar




Técnica Cirurgica

= Acesso externo — drill seio maxilar posterior
= Reflexao parte principal tumor nasofaringe
= Ressec¢ao em fragmentos




Figure 5. Surgical pictures demonstrating the unilateral
sublabial incision with anterior maxillectomy and
further endoscopic-assisted removal of a juvenile
nasopharyngeal angiofibroma (JNA) with intracranial
extension.



Terapla Adjuvante

= RT —doenca intracraniana irressecavel ou
sem condicoes clinicas

= RT para porc¢ao intracraniana e cirurgia para
recidivas (?)

= QT —sem indicagao cirurgia ou RT

» Terapia Hormonal (?)




Conclusoes

= Terapia principal — cirurgia, com técnicas
endoscopicas [ endoscopicas assistidas

= Mutidiciplinar — cirurgiao, neurocirurgiao,
craniofacil

= Maioria ressecgao primaria com morbidade

minima com degloving [ incisao sublabial
unilateral + endoscépio

= Tumor residual — wait and see

= Novo crescimento — cirurgia, RT, QT ou
hormonal
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