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Total patients: n=107 : : . 0
Objectives: Polyostotic fibrous dysplasia (PFD) and McCune- Meaén age (range): 23.7 years (3.3 - 80.4) * Otologic symptoms/complaints were uncommon in * Fibrous dysplasia affecting the temporal bone is
. SRT . . . G —M:F: 47 : 60 i : . :
1. To characterize the spectrum of otologic disease Albright Syndrome (MAS) are diseases marked by fibrous Voan age at dingrosis (range): 6.5 yours (0.2.- 79) the studied cohort (Table I1) - =P uncommonly reported in the literature. While a spectrum of

in patients with polyostotic fibrous dysplasia (PFD)
and McCune-Albright Syndrome (MAS)

dysplasia of bone in multiple skeletal sites and are caused by * Hearing loss (HL) was present in a minority (15.6%) otologic disease has been described, the majority focus on

Table I. Summary of patient characteristics.

Size Distribution of EAC (%)

2. To correlate audiometric analysis with temporal the el S(_)matic mutation of t_he_ GNAS gene. MAS has of ears and was frequently mild (77%) . I involvement and subsequent narrowing of the EAC leading to a
bone computed tomography (CT) findings in this additional diagnostic characteristics of café-au-lait spots, Clinical Symptoms Percent —~ Endociiopaly Pacet *When present, HL was most commonly m 1 n n - conductive hearing loss?® as the most frequent presentation.
cohort precocious puberty and/or other hyper-functioning Tinnitus ook (13) oo ey SR conductive (20/30 ears [66%], Figure 2) S N B A Other mechanisms of hearing loss have been reported: IAC
Methods: | _ endocrinopathies (Figure 1). While craniofacial fibrous Aural fllncss 159(6)  Growth hotmone excess  28% (30) « FD commonly affected the temporal bones (68% of " axaldiameter of EAC narrowing 4, epitympanic fixations, and otic capsule involvement.
inAdE\?itc;?;Tse ss:rﬁlir’ivtl)?l\vxg ?nze:f ;):;r)nfiﬂc;r\;v:dcfnhgrt o SXZE);TISSI? |s_;requently presen t n these rare disorders,” the ﬁﬁglrlféteigi?:ﬁge:r? ?_?;éi{o) Renal Phosphite wastng 349 (3) S, Table 1), but .demonstrated clinical impact in a Figure 3. Distribution of bony EAC axial diameter Canal cholesteatomas have been reported in up to 40% of
longitudinal natural history protocol. Patients with gnificance of otologic disease has not been well _(T:ﬁgﬁilsfassfymyhbes }c;/( 1()9) minority of these (Figure 2) as measured by CT scan in both normal ears and —)

those affected by FD.

described. The present study aims to characterize the

*Narrowing of the EAC due to FD was highly variable
audiologic phenotype, clinical findings, patterns of

(Figure 3)

craniofacial involvement and those who underwent

: : : L The present study represents the largest presented
comprehensive otologic evaluation, audiologic

cohort and demonstrates that despite temporal bone

Table Il. Summary of clinical findings.
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analysis, and cranial CT imaging evaluation were - involvement and to correlate these findings with those on : ! . : : ! . . ) : .
i included. : computed tomography (CT) < Hearing Loss : Only 2 ears with EAC narrowing demonstrated involvement by fibrous dysplasia, hearing loss and complications
| Results: | e . B Conductive (n=20) E a Cf)ndUCt_'VG component to their HL E occur only in a minority and are often mild. Despite alterations in
! Evaluations were available for 107 patients. Fibrous i 2 “g"‘:‘do: o |ACS_ _Wlth FD involvement were found to be _ i EAC and IAC dimensions in these FD patients, clinical
, dysplasia (FD) of the temporal bones was identified i ? 5 Mined o)  significantly longer and narrower than IACs without significance was rarely identified. While epitympanic
i in the majority (71%). Clinically significant hearing ; ey ~ Mid:ined ' FD involvement ones (Table IV) ; _ _ _
! > dentiiadl . Sevoreincd . . : impingement by FD does appear to be responsible for a small
| loss (.5/1/2/4 kHz PTA >20 dB HL) was identified in i -No sianificant ton with SNHL i Figure 4. (A) EAC narrowing secondary (o FD \gem _ S af es
| 30 ears (15.6 %). Conductive loss (66%) was more 1 L . & Sonsorneural (1) | 2 SlgIiMEe Nt EseieEen] h hiEke | B G i Temesion [ & e O but significant increase in air-bone gap, it is only rarely causes
- . 4 Mild: n=6 1 11 * . . . . . .
| frequent than a §ensozmeura| loss (30%) and overall / Moderate: n=2 ! identified o _ ! clinically significant hearing loss. Only a single case of canal
| gzzgsr:g‘aergﬁyﬂfagg i/;’lz;ollz\;‘eter’rfgﬁi a::c'jt‘i’r:{efr?gla' | 4 . + +Due tlo the low I'g%'denc(ej of hia””g loss, no o ! cholesteatoma was identified and refutes prior reports that this is
! ! ! - | ' correlation could be made with endocrinopat ! NomualIAC - IACwith D involvement i i
\ auditory canal involvement were found to be rare ! ' oTh on of di tpd };h : (=3 (a=e3) | a frequent_o_ccurrence in FD patients. _ _
| potential contributors to overall hearing loss. While A. & oo s C. | ered W?S nr:) progreﬁ:g)g of disease nOE?ACWI ' AC(mea inmm) Clinical management of these patients, with regards to
I . - - - P et SR P AN . regards to chan in imensions or Length (coronal): 12.44 13.81 <0.0001 - . . ;
,  canal cholesteatoma can be a major complication, it Figure 1. Classic characteristics of McCune-Albright Syndrome. (A) Café- Fioure 2. Deares and tvoe of hearing loss. (Audioloaic data ! Lleliels 1o ging ! Heightt 453 396 <0.00001 their otologic disease, should take a conservative approach.
' was only identified in one patient : . . . . . . . g 9 yp 9 ( g ' narrowing in patients followed > 4 vears* | Width:  4.97 4.67 07 : e
! e ' | au-lait spots (B) Typical histological section with ‘Chinese character’ available for 192 ears.) I 9_ p _ y . Length (axial): 1171 13.57 <0.0000001 Since symptoms are most commonly mild, if at all present,
| B o e sl e o e ottt RS, T appearance (C) Bone scan demonstrating multiple areas of fibrous i *Apparent impingement of the epitympanum by FD ! _ surgical intervention should be reserved for the more severely
: poratl | patle : dysplasia. (D) X-ray of proximal femur fibrous dysplasia. CT Findings n (%) CT Findings n (%) ! overgrowth was noted on CT scans in 16% of ears ! Table IV. Comparison of normal IACs and those - - ST
was common. Clinical manifestations depend on the ! Femporal bone G imoofoemant ! _ e _ ! affected by FD. (Students t-test) afflicted and those with complications.
. location and degree of skeletal involvement. Otologic ! involvement (any degree) Bilateral: 17 (15.8) ! * Air-bone gaps were significantly larger in these T
| problems and hearing loss were present in a minority MET““DS ANn MATERIAI.S et 2505 e bass ! ears (Figure 7), but the majority had normal !
! and were generally mild. Serious complications were | g g . Left: 21 (19.6) None: 52 (48.5) - hearing (Figure 8) -
' rare. Conservative management may often be the : _ _ _ o None:  11(10.2 | L : Onl et in additi HL | coucl“SIous
| best plan of care. i From 1998 to 2010, subjects diagnosed with PFD and O e eral 26042 O 26042 '+ +Only two complications in addition to HL were o ShZwengn v~ s g 0000
o ! MAS were enrolled into an IRB approved natural history Right: 25035 Right: 28061 ' identified (1 ear each) ! ! !
prOtOCO| at the NIH. Patients underwent a baseline evaluation None- 36 (33.6) None: 32 (29.9) : « Canal cholesteatoma (Flgure 4B) : *Fibrous dysp|asia of the tempora| bones is not uncommon in
| |
| |
| |

including history and physical exam, endocrine evaluation, * EAC stenosis requiring canaloplasty

Figure 5. CT of patient with unilateral FD. Note that MAS and PFD patlents
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. tomography (CT) as indicated. The majority (88%) also i * = data not shown but is not narrowed or significantly lengthened. Clinically significant otologic disease only occurs in a minority

. underwent comprehensive otolaryngologic evaluation. Yearly ! o

. follow-up was attempted. i 25 Complications such as canal cholesteatoma are rare

E Charts were reviewed and clinical findings collected on ! m e .| mmmmmmmmmmmmmmmsccomemmeeeeeoonooooooooooooooooooooo-

I " . . . . . I _I \ . A

. patients with crgmofamal FD. Standard a_uclllometrllc e_lr_1d | - 9194 " HEFEHENGES

' immittance testing was performed and clinically significant | © . ‘

cou'l'nc'l' | hearing loss was determined by a four frequency pure tone i e é = Nomal .y U

: > i i i © = M:I)dera i I I i . ) !
== m e e e e e e e . | average (.5/1/2/4 kHz) > 20 dB HL. _CT Scans with a slice width : o 20 0% ' 1. Dumitrescu CE, Collins MT. Orphanet J Rare Dis. 2008;3:12 :
i ! + of less than 2.5mm were evaluated in the axial and coronal : BB . o _ _ _ !
+ Timothy R. DeKlotz, MD : ' reconstructed planes. Dimensions of the internal and external ! 21% Q 2 \égLenizzlrgo\é,_ 1%%?3())%'5%’ é\/l6e(1)r|anett| TM, etal. Plast. Reconstr.

. . . . 0 0 i . i . | =
' Georgetown University Hospital ! ' auditory canals were recorded as were sites of involvement ! Ar-Bone Sap  (v) - Ar-Sone Bap: () D As | 9- ! ' ' !
! ! L withi ient f f ! SPTympan 2oy SPTYTAPAT® 2oy 34% . 3. Megerian CA, et al. Am J Oto 1995; 16(4): 408-19 !
' trd104@gunet.georgetown.edu ; ' within the temporal bone. For patient followed for more than 4 | "y = encroachment (n=29  encroachment (n=123 T T 3. g : : : ; . !
. . 1 . . . orma ensorineura onauctive

o : \ years, measurements from their first and last scan were Figure 6. CT of patient with severe FD. ears) ears) Hearing  Hearing Loss  Hearing Loss \ 4. Morriessey DD, et al. Laryngoscope 1997. 107: 1336-40. |

| evaluated for progression. Any clinical complications as a result 1 ) Y/hite amow demonstrating normal | | |

! P g_ - ANy _ P 1 epitympanum. (B) Red arrow demonstrating  Figure 7. Air-bone gap in ears with epitympanic Figure 8. Hearing loss in ears with epitympanic FD Figure 9. Tympanograms for ears with . 5. Sataloff RT, et al. Am J Oto 1985; 6(2): 153-6 |

i of temporal bone fibrous dysplasia were noted. ! impingement of the epitympanum by FD. FD impingement vs. unaffected ears. p=0.006. impingement (n=29 ears). epitympanic FD impingement (n = 29 ears). . !
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