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Temporal bone fibrous dysplasia and cholesteatoma leading to
the development of a parapharyngeal abscess

Mictieam B Yaooos, MOLE, Sasuer He Secespace, MDD (New Yogk)

Ahstract

Monostonee Hbrous dysplasia of the fempornl bone is o mire disease entity thal mny lead o propgressive stenozis of te
extermal auditory cannl with fesultnnt teopping of skin and the developotent of cholesteatoia, The cholestiitime fnay
exbend widely inbo the temporal bosie, Cheee clolestcabimna secupics B peinus ages, erosion ook af the lemperal bone cnn
oL AUl ik Uiz ikl B, pasteriony inle e pesterior Fess, inferiorly inte e neok, and infero-medially iiso
ihe paripharynpsenl spoce, We present o ease b which minbnal synssoins were prescin despiie s massive mpesal hone
fibrous dyviplacia and chioloteamie, Bvenbially, ciolesteabonma erodel inte e saphoryngeal space, lepding 19 nirvny
caimpronise Lile presentition oecirred beeones the ofic capsule was spored, there woe seoexternal skull defionnity unil
there wiy slow nferion and aeddal gt ot s sl oo, uotll tie develisprent of o parapharynpgpenl spoce

abieeas,

Ky words: Fibwaus dysplisia of bone; Temparal bone) Chislestestomang Absoess, puraphinryngeal

Intemibuetbnn

Yim Recklinghneen fier described e choacienisie bony
Izsben thot I8 pow Kiswn us s dyspliskn (00, dn DRI B
s dobanbl PERT hat MeCune sl Bruch deaceabed slse eling-
el enbiey o distinet from odber aboonmalbEes of e Bation,
The e s dysploska® wis iniradiced by Lichiensisin in
TEER. N v eclisslied] dmto chece snbgioups: (1) owooaiee
fibsras daaplasin (MPELY = involvemient of u single bone 0 per
ceiily €20 puilyistiaie dibeoes dvspingio = Bwvalvement  al
miliipls Bemes (30 per centh, and 031 MeCuse-Allsight avie
drame = Bony nivolvement pssacinlied] with skin lesions onid
wndirinipaibics (1 per cam) (Lichrenaiein, 1938),

MIFTY comprises seyven poer ot ol sl s wmeers, and is L
gt feequend benagn lesivn altecting the skull. Ir usually pros-
enbsin the firsi two decades of life, Aozl anly Wi per ceat of
WMELY Involves crosiolacial sinseiires, it is ihe mesi prevalen
P of il dysplasia (P n the bend and neck (Mager eral,,
19621 The mnxilla and oeasdslle @ tee et freguenily
affeced cramiv-musilly:laial hones. The dempornl bone iz
alleckel in omly TR par cent of all cases of FD, occurring oo
Irequenily in associarion welymonostobic han polyosiolie ons
frownis and Huleern, 1987} There hive mot been ony reported
czes nl imvolvemisnt of the werporal boiws in MeCune-Albright
svndrome (Mapey e al,, 149825,

Pathophysinelogy

Whitle mest pares thor MEL represents = congenitad aomnaly
of the boge-forng messnchyme, its mode of mransmission
(zulisinmal daminang g recessive) s anill che topse of dela
(Licheensiein and Jaffe, 1942 B1 Dheeh e ad,, 15979), Ciker theor-
fes of te patbigeness of METY are less widely accopred.
Schlumberper described FOroas a distarbasce i the nopamtive
process (achlumbergee, 19475 Chlers hive suprpesied that MIED
occurs seconcary i on qrrest of bone maneration.

Faihalugy

Macrcopi waanimatiom of FUY reveals mapandod cnncallong
Baise welihim a thinmed cammes, The nsarrew amd trabeculse (i a
olt, priy eegeon wheelomay e wleibg or el depongling an il
visculariey ol Lt lesisn (L lchinmsieln ond Indie, 19425, While
there s no definivs capsule, thers 15 a shasp bmsibion i aonel
Db, Boawy subwng libes wne neapeetal o tbal PEF dess net extenid
i artienlated wirlaens of neipghbeoring bones, These s na vae-
fon of 1he pertearuny (Lichiensiein pend Jalle, 1942 Bk,
194}

Microscapic evaluagion displays & sigoma of collazen ok
welh fbroliags 0 g wihorbed pritlern aEild inibecular of home iy
i guagele” or *Chiness ferer’ configurnton, FD displeys &
woven meher thon lamellar patcen ol baee Tonsion whicl
albimws b b be easily dillersniined] from us-_-.iﬂ'i_ng fibrama
(Schlomberper, 1947, Zappia e af,, 1990,

Clinical presenizatinon

MED b5 8 slow-prowing aid benlgn process, which oflen
becames ql.lil.‘il:l.‘n[ aller puelerty, The most cmmmon ojalegicnl
symmipdim sl M P of the tempamm] bane is 8 propressive condws-
v bznring loss secondany w e coclusion ol s eusiachion nehe
o cxbernl avditery cend (EACT or by direct impingement of
nsstenlir motion (Lombert and Brackoag, [984).

Exvberant fibwous dysplasia growib in the region of the axier-
ral acilivery mentns lels o progressive steaosis witl reaalia
rrnpping of keratin debris {Smouha & al, 19871 Full msion of
Ui misicles oy socur secondary oo enirapped cholestesonin
(Masel, 19470, Onee chalescenromn accupics the pelious apes,
crasion from the confines of Ui temguoral one may necorin iy
ul fuwr dinecisems: supsriorly inkg the middle cranial fossa; pos-
terigrly into the posterior cranial fossa) mferiony in e meck;
and, inferomedially mbs the paraphamyngenl space, With pro-

Froen the Depanngsal of Owlargnyoligy, The Mew York Hospitl, Comell Universicy Wedienl Cenere, Mew Yok
Fresened af Lhe Progres sn omlogic, conference emeriid, en Phiosuneus du Poolssseir, Micles] Peonmom, Université de Rordennx, Fromes,
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1 od the demporal bonwe: cemonal Demage. Oue copaule g,
lbiis slysplinia v siperiee piren of emporl hiae, while
aholesrartomn exicrds inlerioody and ntedinlly,

grinele agireic ol disense b el lemparal bene, thene iy be
eraninl perve oF centrnl serveus sy ivolvement CZoppin of
al., 1N,

Piwiemnal FEY prevanh meny leagl g0 skull savimmedry amd g
petie deformiy, Dispocenent of Ui fengporo-mnisbibuloe jois
CUBASY by 013 iy b avsin et o dbanand miplacelasdiom or Thdid
desfinsetion.

Hadlographlbeal Tudiigs

Thie diapnisis of FEFepnnot be mande unequivesslly oo b
grophical fndings, Cunerally, FLY is clizracierized by o homog-
erieii melialenaly within on sspandel oomnsg however,
radivgraplical fenmres vary witly the degree of Blbreais i the
diacase frcess [Berwerom o ard,, 15840, Three preseriabinms
dleseribed by Pries (Fries, 19537 are noted oo mdiogmphy: (1)
Pageroid (56 percont) = altecenating neeas ol desay sl radiofu-
ceney: £23) selendic (273 per cenl) - |||:||'|||||:.;e||r1:|m|:|-' elerse; uml
{3k oysi=lke (2] por cent) = splsericalfovald leeency with dense
Dousidary, It ey tempeme] beaes, Dhe adic capeele i useslly
spareld { Nalsakis, 1974 Maoper er ol 10H2 Yoonis and [laleen,
1987,

DiMerential dingnosis
The differentinl dizpnosts of FO¥ incledes bath benign ond

nialgnanl Jesiwoms, Benign lesione incluce solitary amcanceral
cysl, nonassifving fibroma, epsinophilic pranulema, choelesiea-
tomin, meningioma, Pager's discase, oseochoadroas, ossifying
litemanne, winmnl o2l reparative granelom;, exosinsess, aneury sl
hone cyer, oenzitis fibrosa cystica. ndnmantinoma, and plasma
coell myoloma. Maliguant lesions inchede sareoma and metasalic
aslephlastic l=simms,

Trentment

Tl treztrnent ol F12 i conssrvlive sorgery wilh fhmee dinec-
fives — the restoration of fanction, the prevention of complica-
tions &nd e sestiiulion ol cosinesis.

Eiucliativm theripy is i be avoided (Smaouha er ol 19ET). The
incidence of spowraneens maligean ransformarion kas been
repaeted fo b less than (RS prer cent am s never been deseribed
as having cocurmmed inhe temporal bone. However, snrcomarons

B P R T W R L ML L

transfoomntion afice radiation terapy can pocer, O the s
s eneuentered in malignant remsformation, oeiensarcoma is
the most common varicty, fellowed by chondresarcoma
{5chwan and Alpar, 1963, Huavos e al., 1972,

Case report

A tweenty-bwo-venr-old Asion woman was reforred 1o The
New Yook Hospiial-Comell Unmscrsiy Mebical Cenine with
sitiarrhea amd hiearing iss. Her recurrent lefi-sided atpmhea
begnn af the nge of six years. She had foequein cpusodes for a
five-vear pegiod, o ol wlich required laspialication in Dlang
Koo bl the e of 11 vears, For the next 1 VIS, thee |:|r||'irnr
rennined nsympiomintic with the chocption ol a progressive lell-
sl Dezaniig lose wlch she ki nol investirate. At the e ol 22
years, ifter in | L-yearbinties, the foul etorrhen recurred. She 'wis
refermed by ler local auslanyvigologisl Dor newmibisgical eval-
wiikiein,  Fler agolagicil,  nevmslygsenl and - endocrmalagicnl
rewiew of systems were otherwise unrcnsarkable.

U pliyaical exambnatisin, there wies sio exlenal delomity o
tlee cimbnr ol the patient s head, skin Iesions nor sipmain o
codecnie dysfunction. Oreacopic evaduatin revealed astenotic
Tt external wudinory caral, Medbal fe e slemiokiy wis o missave
cholesteniama with abliteratien of middle ear landimarks, Cri=
abnl terve functbon was ponnal eaeepl diuk Welser amild Bagie
uiang Liark ewaluitbions sigpeseed o Infoabed condogiive heir
fing bes, Cepebellar function was judped o be fntnet, The
peiaier ael Ui lead aend peck evilisation was insnackalle,

Serian chemisiies wern 0l waithin nommal limits, Pare tome
audiomesry evenled o masionl lefi-sided comluctive heasisg
Dot walli annm e Qe it P00HL Flairing bnoibie dghi sir wis wiihin
nrrl lsies,

Botls OT sid MEL with gaiduliniuo were obdaiisil. Mussive
FIY ol tlse entiee ledh eemperal bone with sparing of (o o cap
sile seructures was noded (Figuees § ool 25, Theie wos seveie
canitigensin of U lelt cerchueblum, il o evidemee sl Dyl
cephiilus, The canidd arery was displneed nnrerlorty, il ihe
Jupular=sigoeobd syivem was partially heombised, The aes of
e alyeplushie was D0d with o losge chobsaentmng el
exepded the expnnded perrous apex, nd exeaded feriorby niwd
aibesbinly o the parnpharyngeal speee, The gutient welised sie
glenl inbarvention e il tlmss,

/

Fid. 2
KIRT of the temparal hone with gadedininm, 'TI weighted imags.
MNoognlsacing  chofesicanmna that exatends medially  iemo the
raraphzryngez] space. There is antemine displacement of the canstid
arery and compression of postemor fassn smcrires
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i, 3

T ol gl Dot aadal  anage,  Alsoeks sl e
i |
praiagilaryngeal gioee meilial g ascending rames af the marslible,

Weiliba aient asmihi, e paiierd presenisd with severe insnie,
eifyrsphingla and fever 1o 28670, On exantinntion, the patical
wns e to apon hog swsith B 1 v inberineaaor dislainc, sl
Fusiid e pavaipliosyegeenl mass dbaplacing the ba0 wasil medianfly, An
iterval T of ihe tenporad B aod neck demonstiaied o laige
piacigilian el s dheoes miedinl o e isiesding raisias ol
Hig einatnlifis -;|’|I|:|:n- 1}

The |I'ﬂ'.|.l\."||! witd faken to e LSRR TTR TR wlsre a trachie
ulsiy wis purformied amiler local aneathestn, and tha toil nor
vomnd weny aeeioned o debrede e ehiolesiesomn Wb this, the
|.l|||||[|||_'.|!.-.'|i_.'-:||l LT slacess wins dlecpnpmessad nnd S0 i
puruderst clibiris exuibsd Fran e axsternnl nebiore comal, Dsam
inugie e 1he crsplipryny revenled resolution of 1he nbacess, A
|||r|:¢ I'.'||.‘:|.'.|:l|.'J|'|5.|'_'.' Wik porlodnied aiel woaslastic stent wos palacd
e the exfeemal auditery comal, The potken's comsbibion rpidly
pieparsvend el she wos dischorged an o fonr-week conrse of inem-
e [insinies,

Tha pareent was later elecively reslasitisd Bor saubioisl -
Pl Doseie resection and pedrons apiceciomy, The indemmnl cor
otiek arfery pnid dhe venionl portion of the freial perve wers noted
1 e dehisoen, Chabestcaton wad HDbyous dysplasss were oo-
frvned |usiabiszically, esl-oqendively, the patienl i Delly e
wierel witly mimmnl ficin] merve Tinerion

Cimelusiim

W present the first sepored case of FDoand aequired choles-
entama leading o the develiprment of o parpleryegeeal space
alvvcess Lt was drined enifnorally, Inisrestingly, minimal
sympibeans were present initially despice a massive pemposal
bane lesion. The selawvely asvmplomatio natune af e discesc

53

jwams was Jargely diss o the spanng ol he obic cgsole., the
lack ol extermal defirmity, and the slow mferomedind extension
of chelesteatoma that was well toleszted aiiil a parapharvngeal
syt ahsoess develapel,
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