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ABSTRACT

Desmaplastic fibrema [0F] of the moxila is o mare, intraosseous.
benign tumaur which has high rotes of recurr=nce. Signs

symptoms and imoging studies ore generally non-spectfic. Whil=
histoprthaiogicol diognosis remains the gold stondaord, The lock af
reliable immunohistochemicol markers ond cverlap with malignont
processes may leod to misdiognosis. Monogement remains mainly
surgicol, with wide lacol resection with clear morgins 1o reduce
recurrence rot=s. The us= of chematherapy and rodiotheropy in

DF is not well established ond dota fram their use in d2smaid type
fibroenaitasis oy not B2 opprogricte with emerging doto seponating

these os pothologically distinct entities.

INTRODUCTION

Desmoplostic fibremo [DF] is o rore. benign, and locally eggressive
introcsseaus lesion. Long bone invalvement was first described by
Joffein 1958 and the first report of jow OF was in 1988 by Griffith
and Iy * Thiere hove been several reports of involvement of the jows
with o prediaction for the mondisle over the moulla.? Owing to its
rarity, issues with diognasis and manogement ot oll sites are reparted,
os wellas high rotes of recurrence porticularly in the mandible®. We
present o cose of recurrant dasmeplastc ibroma of the maowlla and
review of the iteroture of desmaoplostic Abromio ot this ste, which
aims o highlight the difficulty in surgically traoting o benign but locally
oggressive turnaur ond investigate the current diognostic ond medical

ond surgical tregtment akgorithms
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Figure 2 Hiztology of desmopicsbe fgroma

myscle ond respirgtory mudoso were seen ogocent

to the lesicn confirming destruction of cortical bane
Immurohistochemistry wos negative for S100, SMA,
MDMZ ond bato-catanin, This result wos suggestive of
desmoplastic ibroma (Figure 2)

Given this result. the potent undarwent an onteror subtotol
maxillectzmy wvia a bilatercl Weber Ferguscn approach
ond immediote free fibule osseomyocutonzous fiop
reconstruction (Figure 3). This opproach foclioted cutung
guides and virtual surgical planning (VSP), os well as
0ssisting with the free fibulor reconstruction. Histology the
surgicol specimen revealed 0 23 x 1dmm Moss. supporung
the diagnaosis of desmoplastic fibroma with positive
postericr moargns. There wos na extension beyond cartical
bone in this specimen. Given positive morgins, rodiotherapy
vras offered to reduce recurrence, but the patient foded to

attend

The patient was subseguently lost to follow-up for

five months. On re-presentation, thers was a firm

bony prominence on the left side of the polote seen on
examingtion. Repect CT showed a stoble post-operctive
appearance without evdence of recurrence but due

w0 ongoing clinicol concerns of recurrence the potient
underwent o PET scon and biopsy of the new lesion. The
PET scan revealed o focal intense region of FDG avidity in
the anterior ond nght sided moxillo which wos suggestive
of aither recurrence or post-surgical mflammatory changes
Histogathology from the Biopsy showed stroma of low
cellusority with o focoty nodulor sclerotic oppeoronce
wathout dysplastic appearance, with differentials including
recurrence or scor formation. To further charocterise the
lesion. he olso underwent MRI which demonstroted o nnd
of soft tissue of low T1/T2 signal intensity wropping around
the right fibulor free flap reconstructicn contiguous with a
high T2 signal mucosel thickening

He underwent o re-excision of the hard palate lesion,
with odditiongld margins 1oken from the righx inferior
turbinota, left inferior turbinate ond posteror septum vio
o fociol degloving approoch. This offered better access
than o revisicn Weber Ferguszon opproach to the site of
recurrence in the cortiloginous septum, and ¢lso owoidad
scarrng through the mitial healed surgicol site. The soft
palate was spared intro-oparatively, the lesion wos
difficult to oscertoin from post-surgicol scor. This hod been
anticipated, and for this reason, the patient waos planned
for o delayed recznstructon unti morgins were proven to

be cleor.

Im the interim, o palotol cbturator prosthesis waos fobricoted,
ond retsined by circumzygomotic wires guring this

process (Figure 3). Histopothoiogy showed an nfiltrative
submucosal infiltration of paucicellular fibrous tissue with
whaorling orchitecture ond some myxoid stromol changes
The deep aspect of the lesion mfiltrated through skeletal
muscle and showed destructicn of bone. This suggested
recurrence of the desmoplostic fibromo. Morgins were
positive on the left and right along the pasterior half of the
specimen. Anteriorly, it wos difficult to distinguish between

recurrence ong post-surgicol chonges

He underwent three further re-excisions until cleor

morgins were gchieved. AnobIurotor wos ploced with
circumzygomatic wires to allow speech and function during
this time. At this point, reconstruction eptions involved
onother fibulg free flop reconstruction of & Zygomaosic
prosthesis. Given the improved surveillonce for further
recurrence possible with a retained prosthesis, he had

quod ZYQomonc implonts insarted. He continues 10 be
follkwed up closzely and wos free of recurrence eight months

follownng the lgst axcision

Figure 3 Intro-operative cimkol photogropn of bilaters! Weber

Farguson appecoch oftar comaistion of mamliectamy, showing

surgicol defect (publishad wah potient consant)
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DISCUSSION

Desmoplastic fibrama, as dassified by the Warld Heolth
Ul'gl:ll'lizl:l[il:lf' WHD), is o lecolly agorassive bt tlE'"lgl"l
neoplasm of Bone, sooounting for less than 0.1% of all
primaory bone tummours. itis thaught to be the introosse=ous
counterport of desmoid-type fibromatosis [IZIQQI'E'EE-i'."E'
fipramatosis), ond most commanly affiects the mondinle,
os well as ather lang bones of the body including the
ferur and tibio * Reports of DF in the masilla, such s that
presantad in this cose, are rgre, In O reviews of coses of
desmoplastic ibromao in the jow in 2006, Soid-&1-Maief =t
ol faund BEE%: of coses wera repart=d in the mandible, wrth
the remaingar in the moxilla.?

The mast camman presentation of desmioplastic ibrama

ot oll sites, including ot the maxilo, is poinless swelling?
Other signs ond symptoms reported include poin ond
ble=ding. in the mondible. there howe been reparts of
trismus, teoth mability and displocement, fl}C“}'-Di:."'"'"‘""'E'."y
ond symptoms mimicking edantogenic infactian. ®E Previous
reparts hawe highlight=d o slight femaole predilection

but there is a largely even gender distribution in Coses aof
desmioplastic ibroma of the moulla ® kost cases hows hes=n
reparted in younger patients, with 84% of cases in the jaw
being under 30 years of oge.® The oetinlogy of DF remaing
unknawm. There hove been some likely g=netic factars
id=ntified, with sewerol coses being described in potients
with tulberous sclerosis ®

Imaging findings howe been non-specific and waried. Mast
Comim o 'ﬁl'll:'il'lgE- intha literature Sescribe o hyic, ill-
defined lesion, with a previaus review n 2008 de=scribing
hrtic b=sions inup to 65% of coses on CT, similor ta the

rote of S0% idantified in DF in the maxilke ™ Howeavar,
scleratic ar mixad lesions hove also been reported.” Cortical
continuity is an imgartant rodiclagical sign in differentiating
betwaen Benign amd malnant processes, os OF usually
demanstrotes corticol thinning ond expansion, while
malignancy usuolly prodwces erosion and perforation of
the cortex.® However, 0 sun-ray appeamnce on CT may
mimic astegsarcaoma, and while this may form gn imearbant
differential, thers is potzntiol far misdiagnosis bosed

on this feature ® Other differentiol diognoses bosad on
imoging findings inclede fibromatasis. robdomyosarcoma,
reurcblastoma ond [ymphomo.?

MR hos olse been used to further chomacterise lesions
suspicicus for DF. T2 shortening (ar low signol irt=nisity)
of an ostealytic inbraosseous filbrous lesion on MAI Moy
riarrgw down the differentiol disgnases, os this haes

ctherwise cnly se=n in giant-cell tumowrs, fibraus dysglasia,

hympfioma ond Isiomyesarcama of bone. ™2 This [ow
intensity on T2 il'ﬂl:IlJEE is believed to Da due To Tha relotive
acellularity of thesa lesions in DF. similer to thot sesn in
oggrassive fibromotosis. '* Positive Emission Tomogrophy
[PET) is not often used os I}{'.“tﬁ Nastic il"l"ﬂglﬂl; maadality,
howiever o oEse report of desmoplestic fibroma of the
scopula reveoled moderote focol luarcd=axyglucoss (FOHE]
uptoke H

DF remains o diognosis of exclusion, given overlops in
imoging and histopotholagy and withaut ory specific
immunghistochemical markers, On histopsthology, it has on
appearonce of spindle fibroblasts in o collogenous martrig,
arranged in whorls or lang fascicles, with minimal otypio
and mitdsas, Cellularity may be variable, This sppearonce
is similor bo desmaoid type fibromatosis {or aggressive
fibramaotosis). *importantly, thers may be overlop in this
Sppearance with kw-grode 0s5tessmnooma, which may
lock the typicol herringbone oppeorances of high grode
osteasorcomo, ond moy not have owert otypia or mitases. 12
It s been postuloted that koryotyping and cyTogenstics
moy be useful in differentioting betwe=n the twa, with the
CTHMNEL [B-cot=nin} S45F mutotion found in DF ond the
CDKd {}Il'l'll:l“r'{'ﬂ‘tiﬂﬂ in osteasarcoma, hioweayer, there howve
been very few reports to support this "“‘In'.zn:s‘ungly, it
has also been shawn that the CTHNMBL S45F mutaticn is
presant in desmoid-type fibromatosis ™

The walue of immunohistochemistry in diograsis is unclear.
-ootenin &5 previously noted hos been identified os o
potential mark=r for DF. The connection batwesn desmioid
type fibromatasis and f-cot=nin has been established.
Desmoid type fillromatosis moy present sporodically or
o5 port of Gordner Syndrome, @ genetic syndrome which
includes familiol od=nomatous palyposis cali (FAP] and
multiple osteamos. FAF is chorocterised Dy o mutaticn in
the APC gene, which regulotes the Wint pothwey which
invclhves the regulation of B-catenin.® However, while thers
harve been some reports of positive stoining for B-cotenin in
DF. it seems that the Wint pothwoy is not implicated in DF.

which distinguishes it from desmaid-type fibromatosis, 128

Surgical ecision is the oppropriote reatment for
desmoplastic fibromo. Recurrencs mtes are reported to

be high, with rotes of 17% with resection ond 55-72%
withgut resection.® There hove been varying levels af
racurrence bos=d on surgical opproach. Comparing excisicn
or enucleation 1o wids loool excision, lwal et al found thot
g recurrence in potients with manoged with wiga local

excision and rotes af up ta 20-40% in simple excision, ond
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up to 709 when tregted with curettoge alane-® Given the
worighle surgicol approoches regorted in the literoture. there
is no congensus on the morgins to oim for with resection,
and given na current evidence, wide margins (=10mm|
wiauld opply to ensure low recurnence rates. Evidently this
needs 10 be weighed up ogoinst morbidity of resaction on o

case-by-cose basis.

Dwota for use of rediotheropy and chemotheropy in
desmoplostic Abroma e minimal, oand most bove been
extrapalated fram use in desmaid-type icromatosis.

WIth nenw literature now Seporsting the Two entities an

a pathophysiclegical basis, this may be inoppropriate.

& camparative review of recurrence rates of surgery

olone and surgery with rodictheropy in desmid -y pe
fibromotosis found better control in the lotter graup
regardiess of margins follawing surgery, hawever increosed
rotes of complicotions inCluding pathokggicol froctures and
induction of osteasaorcoma wers identified with the use of

radictheropy. =

There is limit=d dota on the use of chemotheropy in

OF, including the use of vincristing, doxgrubicin and
docorbozine with mixed response to trestment.® A recent
case study of the use aof vincristine, octincmyein O, ond
cyclophasphomide in a case of mandibular OF showed
halied progression without resolution of the umowr
The us= of chematherapy, with its significont morbidity
must be corefully cansidered for benign dis=ase suchos
OF. Tha slow QTIJ‘-‘-'th-E-:DF mioy Sk mgka it reltively
chemotheropy resistont.

Desmoplostic fibromo of the moxdlla remoins o rere but
locaolly aggressive entity, at risk of misdiognosis. We prese=nt
her= o cose with dizgnastic and manogement strategiss ta

oddress the dilemmos of this challenging conditicn.
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