Cocukluk Caginda Intrakranial Uzanim Gésteren
Orbital Malign Fibroz Histiositoma: olgu sunumu
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OZET

Fibrie hisdositoma engkinlerde en sk ghriilen mezenkimal kikenli orbita thmiai:
olup, nadiren malign karekier gosterir, Klinifimize sag ghade propross ile bagvuran
5 yagindaki ke cocufunda yapuan mdyolojik incelemelerde saf temporal fossaya
uzanim gésteren intraorbital timér sapand. Opermsyonln gikandan dimdriin
histopatolojik inceleme sonueu malign fibroe histiosicoma olacbk buhede, Olga
filizéiz histiositomanin malign dzellik gdstermest ve goeukluk gafmda nadie gorilme-
s1 nedenderd ile sunuldu,
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SUMMARY

R Fibrous histocytoma is the most common primary mesenchymal umor of the
Kemal YUCESOY e y : - pHma i o
SPERT ; orbita in adults and it rarely shows malign characrers. Inoaocbital twmar that
Dokuz Lylil Universitesi Tip . ! . _ j T
Faleiibt invizesd] mght temporal fossa was detected inoa five years-old girl whe was admited
Tnkiibtes: ;

1o oue clinie due to nghr side proptosis; Malign brous histiveyroma was disgnosed
listopathologically un surgical excised wmor material. We presented a mre case
with fbrous histocyroma which shows mabgnant charmerer and which 15 race In
pediatric age group.
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5 yasinda kaz gocupu, son ik aydie fackedilen sag

egzoftalmi  (proprozis);

inflamamar, konjeniral,  timobral  ve

enfcksiyoz hasmbklae sonrasinda ortaya gkan ve go-
#in normal konumuna gire daha Bnde ve digea bu-
lunmasidir, Buna neden olan timérler okila, optik
sinir, orbital mezenkimal destek dokusu ve orbitagt
olusturan kemik yapilardan kiken alabilic. Mezenkimal
doku kokenli timdrler siklikla benign karekrerde olup,
tirn intraorbital umidenn yaklasik %1 e 2%sind olug-
rururlar (1-3). Bu wimdrler klinik ve radyolojik olarak
benign, lokal agresif ve malign Ozellikler tasivan jpenis
bir yelpaze ginde bulunabilider (4). Do olge su-
numunda gocukluk ¢aginda malipn karckrer giisteren
fibroz histositoma nadic gorilmesi nedeni ile sunul-
UL,
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pozinde sishk ve gozde ige kayma nedenlen ile
DeBehiger Uz Cocuk Hasmanesine bagvurmus ve yi-
pilan ocbital ultrasonografi (USG) ile ocbital bilgiss-
vach romografli (BT) reckiklesnde intraochital kitle
sapranmast Gzerne klinifimize gonderilmisie, Yapilan
mugyenesinde sag gozde propitozis, sag giz laerale
bakigra %050 kisulilik sapranan olpunun goe dibi aoe-
mal olirak bulunde. Oebital USGide: sag gdz bse
wmporalde stirlan belidenchilen, arkaya ve alt uaza-
nan, bulbus disanda lokalize olup bulbusc ften, ol
dukea lhomojen-ekoien dansite veren oebien duvar
uzannsl alan yaklsik 35 mm gapiada Kide belindlmig-
tir, Orbital BT'de, bu kidenin saf orbita lateral duwva-
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o kemikte  desodksivon vaponm we arka duva
destiksivonu e emporal fossaya veandyyn, dozgin
konmirle oldugu lendi (Sekil 1). Sistemik muayene-
sinde vicuden Baska bie yorinde benzer lezvon elen-
meveit ve Mosemi panell ile ndron spesifik enclaz en-
zimt neganf olarak bulunan olgo opere edilmistic. Saf
Fronrotempoeral dlt instzvonu sosmsinda cile aluna
fadar wesmm gisteren kitle e kacsilagdmisur, Safk
crbiits yun ve arka duvanme erode eomiy dimide, kap-
sl e birdtkee gross tol elarak akattdeugue. Erode
ot kemik defektinden temporal fossays uzanan ve
ehsrradural yeregimde slan timdr vzanns, gkaralmg,
b defekt kalvarumdan alinan splic kemik grefd ile
kapunlmugnr. Lareral duvar defekune spongostan yer-
lestilerek operasvon sonlandinlmisor, Ameliyar saa-
aindda ve sonesinda komplikasyon olmayan olgunun,
kontol T sinde ek problem sapianmams olup (Hekil
21 proproziginde belgin dizelme tzlenmigor. Alinan
tirnde dokusuadan yapulas histoparolejik incelemede:
tlimbrin fibroblastik ve histdositk hiereledn prolife.
rusvonundan olusrefu, Obeobiasdk hierelerin ver yer
stortform patern elusturdufu, ¢ofu alanda dézenli
aralikla serpistlmis osteoklast dpt dev hiicrelenn yec
alehg, timée hiicrelesinin adpi ve yer ver mitox gis-
ceerdii 1zlenmigar (hekil 35 Yapidan immiin- histokim-
vasal calismalarda CDG8, Lizozim ve Vimentn e (+),
Enlh, Kewdn ve GEAP ile ) boyanmignr. Tim bu
vertlerle wimdbe “malipm Abedz hsdositoma” olamk

tlendiclmigrin. Olpuya daha sonta vineristin ve

rarboplastin wrgelinmusur, Kemoteripl sonas: hasa
konrole pelmemsy ve vesdigh adedse vazdan mektuplar

stnrist post-op 1 Bayrda ex oldufo Girenilmisur,

TARTISMA

Fibedz  hisdosidk thmides  penellisle bemgn

kn

fibede, mabign hisnostom ve epiccloid sarkom sek-

ghkter ghstermesine mgmen; atipik fbrde, malipn

linele malign kaccker de ghsterebilisler (4.5), Buo tii
mirler en s ekstremiteler, abdominal kaviie ve
retcopentoned] bélpede yedeymekee olup, géz wmm-
lumu %al-2 olpada goailiie (2,67, Orbital verlegimli
Hbirde hisgositomlar penelde bemgn kavekterde alup

(Wet2.0), daba az skl lokal apressif (%2600 veya
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malign (%1 1.4 olabilic 7). Malipn bbrie hsnosoms
daha ok ilen vaslacda  orrava  oikarken: olgularin
Yol Funde ikincd b tumdr vadifl sapranmsnr {0).
Yine radyoterapi uypulamss sonsinda clusabilmek-
cedie (B.9).

Orbital verlesimli fibrde histiositomalar genelfikle
eriskin olpularda izlente ve benign karekrerdedicler.
Cocukluk ¢agt malign orbital Abrde hisdositoma ¢ok
audie olup, ik kez Beidner ve Rothkelf meafindan
{18y bildivilmisar, Liteeactede bildirilmis sadece doku

algu bulunmugstor [Table I) (9163

o
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Seldl L Olguewn pré-opemnt orbiom BT périnen

Selkil 2. Olpunun post-operatf arbota BT porinnisu

DEU TIP FAKULTES| DERGISI TEMMUZ 2001



Gocukluk caginda gérdlen orbital malign fibréz histiositoma

o e : - ‘E_ |‘
4 -I: " -hi' : r-,%' -
L P £,

he  Hpw L&tﬂn ¥ o
" { #f‘ & 7 3
T : &

Sekil 3. Fibeoblasak hicrelenn oluswirdugu storiform
pacern ve timdr hileceleri géscerdifi aspd ve ver vee mioy
(P8l %200,

Tablo 1. Glnlimitee  kadar bildinlmiy malign flrde
hiseiositamah pedianik olgular (PubMed Medline, Hagizan
2001

Yazar Dergt W

Schiedds [ vi uirk. m Oiphsal Blass Recansg
S 200101 75861
Am | Ophitslmel 1yng
|97 B34 8-550)

5/l ay

Betdner B ve Rothkoff
1. (i

Liw Bk ark {11 Arch Ciphraling] 3 yag
LB TR 5. 806G

backan DD veark, (T3] Acea Ophaalingl 1y
1988,00;585-385

Takobice Pacvenrk {03 Ophiidmalomy US12 ay
19558:95:516-525

lsonlbai Cunctas [T ve Hol Med Flos 2303

izl 4 Mo 1993, :

Jimenes hlveark (15) Iy Aled Ulniv Bavaer iy
|57 277

Uil €20, wevark (10 Boyuas

qH3 3y

Ozl Blwdz histositonm'nm an stk yerlesion yerd
orbits superiory ve nazal ks olup; bu olgularda ak-
Mhln o lacsilastlan semprom we bulpuliy pro sl
(il kitle (Yad0); vizyonda nzalea (%23), diplopi,
sfet, hakapag ve konjokivady ddemdie (1,75 Ol
iz Lige s giede sislik ve poziin ice kavmas: mes

denlen ile bagvirmusur,
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Bu rimorin radyolojik mmsinda orbital USG,
orbital BT we manyedk rezonans gortintiileme MRG)
tekniklerinden faydalanilic. Benign lezyontann gostedl-
mesinde MRG eknigt tle elde olunan périintiler daha
degerli iken; homojen konrrast rutulmast ve orbim
kemiklerinin yapisint daha iyl gostermesi nedenlen ile
malign wimdrlit olgularda orbiral BT daha 6o plana
gikmakrache (417}, Hastanuan BT weekikinde kemik
destriiksiyonu ve remporal fossaya uzamm oldukea ivi
bir sekilde gorilmisedir,

Tedavide cerrahi  esas olup, vapilacak genis

chsizyonlaa  ragmen  reklirrens  oram yoksekur.
Rekiirrens omant semptomlann siiresi, timorin bo-
yutlan, ve hiscolojik yapy ile korele olup, benign olan-
larda %31, lokal agresif dzellik posterenlerde %437,
malign elanlaeda ise %04 rekiirrens gheilie (7 Uzak
metastaz e olgelann ancak % 100unda lenmekedir

(3,

Fibriiz histiositomalann kacekieristik histopatolojik
bulpulart “storform™ veya “carrwhell™ patesni il
“vimentin®™ boyast e pozitf boyanmadie: Yine belir-
gin bir patera olmamast yamisira “CD34™ boyast ile
boyanma seliter Abréz wimise mmsina géiictic (4,18).
Stotiform pareea yamsi “selliler igsi-hiicreles” ile
mitozun girilmesi matign fibroy histiositoma lehing.
dir (18], Olgumuzda storiform patern ve ver VEr g
wlenicken, vimentin, Lizozim ve CD68 bovaln il
pozitif bovanmsor,

Benipn fibréz histositomalarda yitksek sebiieeens
omnlanga ragmen 10yl sagkabim Y%100% yakin
bulvnucken, L siiee lokul ngresif Szellik aisterenlende
Y2, malign olanlarda fse %623 bulunmusiue T4 Cer
eahi tedaviye ekdenecek radyorerpl ve kemoteragt,
dzellikle malign dlgularda safkabimda belingin bie o-

zamia suftlamamasina karan Gnevtlmekedie 119),

Sonwg olarak ocbitinn maiign Gbrdz histios
wnnast cocukluk capinda oldukes nadie parilen FHLT-
lojiler olup;  agresif karckier giswnmesi, yiksek
rekiirrens oo ve cerrahive vklenen adjuvan rednviye
eagmen kwa safkalin sivesd drelliklen ile, proprozis

klinifivle gelen olpuiasda ayioe ranida diistnilmelidic,

245



Gocukluk ¢aginda gérdlen orbital malign fibréz histiositoma

1.

I

i

L1,

250

EAYMNAKTLAR
Arda N, Alnnies N, Senveli I ve ark. Orbiral umors,
Skull Bage Surp 1994,275.277.
Wloa TK, Anderson 5F, Orhicl Abrous histioeyroma;
case report and hterarere review. | Am Optom Assoc
LO99 253260,
Amencan Academy af Ophilmologa, Orbat, cyelids,
and Lycrinal system, Basic and Clinical Science Course,
Secnon 7 1999 2000:57-88.
Dalley BW. Fibrous histositoma and Obrous dssue
tumors of  the Radiol  Clin Morth
199937185104

Seule EH, Enrquez P, Atypical Abrous histocyroma,

o, Am

maligmant fbeous histocyroma, malignant histioee-
toma, and cpitheloid sarcoma. Cancer 1972;50:128-143
Wess SW, Enzinger M Malignant fibrous histiocy-
toma. An analysis of 200 cases, Cancer 1978:41:2250-
2266,

Ionc BRI, Hidayu
achit, A clinicopathologic swdy of 150 cases. Hum
Pathol 1983;13:199-202; .

Tewnk HH, Tewfik A, Latourene HB. Pastieradia-
non malignant fbrows histocyroma, | Surr Oneol
T9ET:16:199-202.

schiclds JA, Fusson M, Schields Clu, Krema H, Eagle

RC Orbatal malgoant Gbrous Mstiocyoma following

AAL Tibrous histiooytoma of the

irendintion. for setipoblastoma. Opheal Plase Reconst
surg 2001;17:58-61.

. Beidoer B3, Rothkoff 1., Orbical fibrous histocytoma in

an nfant Am | Ophoalmol 1978;85:548-550.
Liw I MeConn P, Kini RE, Johat TL. Malipnant fib-

12

':JI-

14,

17,

rous histiocytoma of the arbit in 4 3 years-old gl
Case reporr Arch Cphialmol 1987;105:855-896.
Larkin DF, O'Donoghue HN, Mullanay J, Breatnach
I, Orbital fibrous histiocytoma in an infant. Aca Oph-
talmel 1985:66:585-588.

Jakobice TA, Klagper T, Mabar B, Krehs W Infandle
subconpuetval and antedor oghital fbrous histocy-
e, Ulieastructueal and immunchistochemical studi-
es, Cphtalmology 1988;95:516-525;

Escobar-Coarras F, Antllon-Elussmann F, Abvarce-
Motujo-Suarex Mt al, Malignane fibrous histioeytoma
of the orbicas sccond twmor in 4 case of bilaceral red-
noblastoma, Bol Med Hosp Infant Mex 1993:50:745-
748,

Jimenes M, Lean 1, Caswo 0, Avcona C, Sierrassu-

maga L Second tumors in pediatic oncologic patienis:
Repore of 5 cases. Rev Med Univ Navarm 1995:40:72-
T

Cele CH, Magee TV, Gianoulis M, Rogers PC, Malig-
nant  fbrous histiocytoma in childhood, Cancer
1993:15:4077-4083.

Festa 5, Lee H, Langer P, Klein KM, Solitary fibrous
mmor of the orbit: CT and patholopic correladon.
MNewromdiology 1999:41:32-54,

¢ Lanuex &, Lazaro R, Salvador M, ve ark, Solitaey Ob-
rous mmor of the orbit. Reporr of 4 new case. In
Ophtalmaol 1998,22:265-208,

Chirale VS, Sunderasan N, Helsom [, Huvos A, Malig-
mant fibrous histiositoma of the remporal bone with
Acre Newrochie  (When)

intracramial  cxtenoon.

1981:559-250-246.

DEU TIP FAKULTESI DERGISI TEMMUZ 2001



