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Papillary Neoplasm of the Endolymphatic Sac

- A report of two cases -

Jai Hyang Go, M.D., Yoon Jung Choi, M.D., Tae Seung Kim, M.D.
and Chanil Park, M.D.

Department of Pathology, Yonsei University College of Medicine

Papillary tumor of the temporal bone or middle ear has been recognized as an aggressive
neoplasm because of its invasive growth pattern. The site of origin is controversial so that most
cases have been reported under various diagnostic terms. Recently, Heffner(1989) suggested that
the endolymphatic sac is a possible site of origin, because the tumor resembles the endolymphatic
sac in several aspects. We report two such cases. One patient was a 34-year-old female presenting
with tinnitus and hearing difficulty for 1 year. Temporal bone CT revealed extensive bone
destruction by the tumor which was located in the posterolateral aspect of temporal bone. The
other patient was a 56-year-old female who complained of tinnitus, dizziness and otalgia for
2 years. Cranial MR imaging showed an ifregularly marginated mass in the left jugular fossa
with extension to the petrous bone. Histologically, both cases showed a papillary paitem and
locally destructive growth that are typical of papillary mor of the endolymphatic sac. The
papillae were lined by a single laver of bland-looking cuboidal to low columnar cells.
Immunohistochemically the lining cells expressed cytokeratin, epithelial membrane antigen,
neuron specific antigen and in one case, 5-100 protein, supporting the thesis that these neoplasms
might be of endolymphatic sac origin. (Korean J Pathol 1996; 30: 150~ 154)
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Fig. 1. T; weighted MR imaging shows a large extraaxial
mass in right cerebello-pontine area with tumor in-
volvement of temporal bone, posteromedial aspect.
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bone destruction by the mmor,
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Fig. 4. Proteinous materials are
found within the tumor.




Gl gds[A gkaboh SRk SRtz RMlE
who| F-Maled o cla|e]SqRSe] Agay XS
sla qlelan], Sagoen ol S5 Fxe gl
S71 o alviEl AnE WMol L glmich Zp 14
B orEdd AYD paaHER Ay F3
o FEAAR F4 vhviele) 49 4447
T E| L

Labcled strepavidin bion & A-&-5ke] A &0 &k
Meez|g g iy G E2E »ri-w A
Fos oveokeratin(Dako ASS. Denmark)(Fig 5A), epithe
lial membrane antigeniEMA) (DAKOPATTS, Denmark)
5 vimentin(Biogenex, Ssan Ramon, €A, USA)YFiz. 3B)
= ulHu= 2o NSEMDAKOPATTS, Denmark)i(Fig.
Cel] abAlelal . 143 S-100 Shel (DAKOPATTS,
Demmark)oll = okids| gy o ghel| TgA (DAKD, Car-
pinteriy, USA), synaptophwvsin (DAKOPATTS, Denmark)

Al chromogranin (DAKOPATTS, Denmutk)el 1= 24l
o| givt.

i
golol waiEh: ddE FT MEL AyTa
THH ERYN FTE L2 TER 2
Mot AN 44E e FTRLR SR

i ; = 5o .Ta - P - "
ks i‘:‘-] '%T_'E_E' 2-—?:-"’%1 T"ﬂ =L A3

7loufEell MRS Eaka A s ashcbar ered | A

Fig. 5. The vunor cells arce posi-
tivi: for cytokeralinfA), vimentin
(131, and oeuron specific onclase
.

ST ol gt

AN §5a

1935@&11 ol 2]
Hare)ed ot 10803
l'ﬂ TheA el A4

Frd Be
Tobo g i]%
Heffner' ol 2]af o]o] uf ] ﬂl-
Al wb gieh e ol 2= e sad
al G7] wfdl] Alsroka) db: sl R s0d 0 =]
;I-ilﬂ‘r-,{-'lnl-.,:',—-_ Tr"t_’f-':.r' Ca! ‘—T‘L?'E__ 'E‘d-:!:|1 e L

= Tele lEd

]

o
o
Ny
£
#®
=
A,
[u}

o ulolg] YA o] Xfatocyst®] 317
5 AEA Eineutoeciodermal stem cell}sl]d 7] %]
3, ﬂwﬂqlaﬂﬂﬁ*g 54 om vt 3
THE dled Helsy 5] o P8 A ufF el af
£ fAE €u8s i IR S Ry )
o iRl Lz Feli) 2RFe] a8
Fdselo] $ixstel, S AMED AR AT o
o &G elgcl, walazgusay WL
ol kel HIlE i gl MEEE cviokerulin
# EMAs gbdel ¢]ol NSL, chromogranin, syna
prophysin, S-100 v} 71 Sales olda)z]) w
ol QA Wel A Jlsisk FRYE & e
A LHT-:'-:"&-I' ’EF}{'HF--J"—'—ET 'E‘H]’tﬁ] IH"“#' ':”_‘:I-l'
Ao 27 kel AolE AU 5 slolA W ol
HEelw folg zlen 3352 gl
l.': Tolo] g = _,.?]5'-]-:] Tz E‘"'-:ﬂ.E-
o A A R e) Eals P

old- = H3 A4 FaAE dn 4

TPy
re] Hs

A ALY



154 cHgbdelss =] - 4 308 2% 199

2] =43 Hor g HozatE FEA|A wdol
FA4stee el 248 F2 g & 554 F
Zo] gdHHEEe] F2 guls EEe fFdHe|xn
| ale]] 248 He] FRey, HezAstHgo g
W Zg 719dE A4 izl 358 ¢
#gtcls el B FellEel4 = chromogranin 4
synaptophysine] #F# =2 gkster}  cywokeratin 2
EMA 2 HalHE E=A =} 2]el] NSES} S-100 <
Wo] W Eo] o] Foko] A7)y ez e Kl
gl W ZdollA] wblldg Fokd H5AL Sy
&t gl

bt E o2 s £559 & He4 wwog
vebdel. g4 oz Wg=de] fHAEE ok
o} S AwEo Ae]da wbsie], EEAdes
o] Hgat FolEe o] WA afFoll® 27
dHgde] =7 L] 8% Fez A8 gl
o, ZEMHo R okMdEate]l £AMEG Mo} E
s Feo| AFae el FH2 FAfets 544
Hl o] of| 7} o] g slen dztslmg o)
dasiel. oo AAA 448 ¢ dE AER
F39 474 £571 =04 oldE #Fo] BE o
o4 vehtals ghew gk #Helr) dojulx| g
7] whgell MEdF HYFeR of7|a gl =2
o g 71 4% WeE §5FE AF= #4
o] EEZ W4 Birt clEng HE = 9l
Heldd FEH 54 o4F 4 578 445 4

HE ghFne] e Fase, v wWio gy
% thyroglobulin 4} Heo] Hasc gl4dHez=
S A4944 HHY RHAEE, a4F das
HHAEF 9 Ho] HFE 4% F 3o olF2
ZEYH oz Fu] 27 alFel el Exlgl
AHE of7lelA] gt

d 1 2 #

I. Heffner DE. Low grade adenocarcinoma of probable
endolymphatic sac origin. Cancer 1989; 64: 2292-302,

. Batsakis JG. Pathology consultation ; Papillary neo-
plasms(Heffner's tumor) of the endolymphatic sac.
Amn Otol Rhinol Laryngol 1993; 120: 648-51,

3. Gaffey MJ, Mills SE, Fechner RE, Intemann SR, Wick
MR. Aggressive papillary middle car tumor: A clini-
copathologic entity distinct from middle ear adenoma.
Am J Surg Pathol 1988; 12: 790-7.

4. Benecke JE, Noel FL, Carberry JN, House JW, Pai-
terson M. Adenomatous tumors of the middle ear and
mastoid. Am J Owol 1990; 11: 20-6.

5. Poe DS, Tarlov EC, Thomas CB, Kveton IF. Aggres-
sive papillary wmors of temporal bone. Arch Oto-
laryngol Head Neck Surg 1990; 10%: B0-6.

6. Sternberg 55, Antonioli DA, Caner D, Mills SE, Ober-
man HA. Diagnostic surgical pathology, 2nd ed. New
York: Raven Press, 1994; 945-8.

[




