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TYMOPHU BYBPETA KOJTI TEIIE - HOCTETBUX
CTOTUHY TOOVHA U KYIIA TAJBE
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KPATAK CAOPXA)

Tymopu 6ybpera Kog AeLie NpefcTaBIbajy 3aHUMIbYBY rpyny TYMOpa y Kojoj Cy Y Noc/ehnX CTOTUHY rogunHa 6pojHa oT-
Kpuha goBena o 6osber pasymeBatba OBUX TYMOPa, aiv 1 OTBOPWIIa BpaTa y UCNUTUBatbY APYrviX Tymopa Kog Jbyau. Mpoy-
yaBareM BENIMKUX cepuja Tymopa bybpera Ko Aelie CKYr/beHrX Kpo3 MehyHapofHe 1 MynTULEHTPUYHE KIIMHUYKE CTYAM-
je, Npeno3sHate Cy UXOBE KNMHMYKE 1 NaTONOLKe 0COOMHE Koje Cy 3HauyajHe 3a fleyerbe U NPOrHo3y, Mpeno3HaTyi Cy HOBY,
mehycobHO BeOMa pasnnumnTi TYMOPCKM EHTUTETH, a yBOherbem MoNeKynapHOOMOOLLKMX TeXHVKa, yTBPHEHN Cy MHOTM re-
HU 1 reHeTCcKM nopemehajn Koju nrpajy ynory y HactaHky Tymopa. Hajuewhn tymop 6ybpera kog aeue je Bunmcos (Wilms) Ty-
MOp, unje neyeme je, 3axsasbyjyhu nomeHy M oTKpuhma, noctano Beoma ycnewHo (0ko 90% vneueHnx 6onecHuKa). Lum
HOBVX MyNTVULIEHTPUYHUX CTYAWja jecTe Aa ce NpoHahy HaunHW Neyetba Koju Hehe yrpo3nTu oBe pesynTate, anv he cmarbnTi
HexerbeHe nocneaue neyera. Ctora ce NoKyLaBajy NPeno3HaTh XMCTONOWKN NOATUNOBU Bunmcosor Tymopa Koju ce mo-
ry neunTin 6naxom Tepanujom, a y HoBMjUM CTyAmnjama ce y KnacudukoBarby 6onecHrKa y Tepanmjcke rpyne npumetsyjy v Mo-
nekynapHobvonouike ocobuHe Tymopa. lprimeHoM meToaa MonekynapHe Guonoruje Takohe ce OTKPUNO fa Cy HeKn Tymopu
6ybpera nCTOBETHY C TYMOPUMA APYrux opraHa u Tkunea (henujcku me306nactHu Hedppom 1 Grubpocapkom MeKmxX TKMBa fe-
Lie, peHasiHW 1 eKCTpapeHanHu pabfovAHY TyMop), Kao 1 Aa ce TyMopy ApYrix nokanv3saumja Mory jaButi n'y 6ybpery (npu-
MUTWBHW HEYPOEKTOAEPMHMN TYMOP, A€3MOMNNACTUYHM TYMOP Manux, okpyrnux henwvja, cuHoBmjanHu capkom). Mpenosxatu
Cy ¥ HOBUM TYMOPCKM eHTUTETH 3a Koje Ce 3acaf CMaTpa Aa Ce jaBbajy NCKibyunBo y 6ybpery (MeTaHeppUyHy CTPOMaIHN Ty-
Mop, MeTaHeppUUYHM ageHoPrOPOM, aHannacTUYHN capkom bybpera). Bpno je BepoBaTHo aa he HoBa oTkpuha y Monekynap-
Hoj Guonoruju foBecTM A0 Npeno3HaBaka GpakTopa Ha OCHOBY Kojux hie ce MHOro npeuusHuje Mohn NpeABMAETY KNVHUYKO
roHallarbe TyMopa 1 OfPeAUTU HEeroBo feyerbe 1 NPOrHosa.

KrbyuHe peun: Tymopu 6y6pera; geua; Bunmcos Tymop; monekynapHa 6uonoruja; reHn Bunmcosor Tymopa

VBOTI

ITpuua o Tymopuma 6yOpera KOf Aelie ce C IPaBoOM
CMaTpa je[THOM Off Haj/IeNIINX ,6ajKu’ MOJEepPHEe OHKO-
noruje. Hu y jenHoj gpyroj rpymu Tymopa, Ouio Kof fe-
1je, 61J10 KOJI OfIpac/IiX, HICY HallpaB/beHa TaKO 3HAYaj-
Ha OTKPI/Iha Y pa3yMeBaby pa3HMX KIMHNYKUX 1 IaTO-
JIOLIKMX 0COOVHA, K/Tacu(pUKALUjIL, IeIerY, IaTOTeHe3N,
TeHeTNLN TyMOpa I TYMOPOI'€HE3 .

ITpuya mounme npe ckopo 200 rogyHa, TauHmje 1814,
rofMHe, Kafa je Hemauku nexap Tomac Panke (Thomas
Rance) objaBno mpBu paj ¢ omcom trymopa 6ybpera Ko-
ju je maHac mo3HAT moj umMeHoM Bwmcos (Wilms) Ty-
Mop [1]. Mako je Tymop 0610 MMe [0 HeMaIKOM XUPYP-
ry Maxcy Bunmmcy (Max Wilms), koju je 1899. roamse 06-
jaBMO TIperNefHN paj, y KojeM je ommcao Buie of 50 Ty-
Mopa 6y6pera, Beh 1894. roanHe cy aBa HeMadKa jieKapa
- maronor bupx-Xupmdenn (Birch-Hirschfeld) n rue-
konor Henepnaju (Ddderlein) objaBumu pesynrare CBO-
je crymuje of 47 ciydajeBa Tymopa OyOpera 1 3aK/bydn-
nu ga cBu TyMopu 6ybpera Kop Aele Koju ¢y goTaf 06-
jaB/beHN IIOJ pasHMM MMEHMMa 3aIIpaBo IPefiCTaB/bajy
BapujaHTe je[THOT UCTOT TyMOopa. Buimc je 6uo mpBu xo-
jV jé CMaTpao Jja Cy OBM TyMOPY KOHTE€HMUTA/IHN I 1A Ha-
CTajy Kao Hmocnenuna nopemehene HegporeHese, mrTo je
CKOPO CTOTHMHY TOAMHA KaCHIje U TOTBPHeHO reHeTCKIM
uUcTpaxnBamwuma [2].

Y nmpyroj nonosunu 19. BeKa je[UHM HA4YMH JIeYerba
TyMOpa je 6110 XUPYPIIKH, AU je IPeXUB/baBabe 6110

142

M3Y3€THO PETKO — CBera Tpu off 47 60/IeCHNKa IIpeMa I0-
MeHyT0j MoHOrpaduju Henepnajua u bupx-Xupmdenga.
IToueTkOM ABajieceTOT BeKa IoYero je yBoheme pasuo-
Tepamje y oHKonmoruju. Aua Xajman (Anna Heimann)
je y @pajoypry 1915. roguHe npBa NCIUTUBATIA A€/I0BA-
Ibe 3payHe Tepanyje Ha BUnMcos TyMop, JOK IPBU OIIC
3pavyHoT Tevera notnde ox Opunmanpepa (Friedlander)
u3 1916. ropuse [2]. I'poc (Gross) n Hojxaysep (Neuha-
user) cy 1950. ronyHe IpuKa3amy JBOTOAUIIbE IIPEXKI-
B/baBaibe 47% 00JIeCHMKA KOjU Cy Ie4eH) XMPYPIIKU U
3payHoM TepanyjoM [3]. MehyTtum, kao u 3a gpyre Ty-
Mope, TeK je yBoDheme XeMHOTepaInjCKIUX JIeKOBa TOBe-
710 10 3HAYajHUX 100O/bIIAKA Y Iedethy. BiiMcos Ty-
MOD je IPBU Ma/IUTHY COZIUIHY TYMOP Aedjer foba 3a Ko-
ju je OTKpMBEHO Jia je OceT/bUB Ha HaKTMHOMMINVH (dac-
tinomycin), a 3aT¥M Cy y 7iedere yBeJeH! 1 BUHKPUCTIH
(vincristine) n goxcopy6uums (doxorubicin). Op 1965. ro-
AVHe My/ITUMOJA/IHA Tepamnuja (XupypIKa, 3padHa I L{u-
TOCTATCKa) IIOCTaje MpuxBaheH U IpernopyyeH Ha4uH JIe-
yema BuMcosor Tymopa [2-4].

3aHUM/BMBO je TO Ja ce IPOrHO3a Tymopa GyOpera
KOJ [ielie ,ITOK/Iana’ ca fjelieHnjaMa BafjeceTor BeKa:
oko 1910. ropune cera oko 10% mene je npexuBbaBa-
710, 1950-uX rofuHa npexxus/paBame je 6mmo oko 50%, a
Ha caMOM Kpajy fiBajieceTor Beka oko 90%. Ilopen yBo-
hera HOBMX HauNHa JIe4Yerba, IPOyYaBabEM OBJX TYMO-
pa Kpo3 Be/nKe MehyHaponHe 1 My/ITULIeHTPUYHE CTY -
je y Cjemumenum Amepnuxum [p>xasama n EBponu ot-
KPVBEHU €y 607l IIPOTOKOJIN 32 JIEUehe TYMOPa, IPero-
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3HATU PasHM IOATUIIOBM BUIMCOBOT TyMOpa, Kao 1 HO-
Bé BPCTe TYMOpPa KOje 3aXTeBajy Jpyrauujy Ha4uH jieve-
13 I UMajy ApyTadnjy IporHosy [5-7].

Hajsehe sacityre 3a mpemnosHaBambe MHOTUX KIMHIY-
KUX ¥ XMCTOIOWKNX ocobeHOoCTH Bunmcosor tymopa,
alm U Apyrux Tymopa 6y6pera, IpuIajajy aMepuaKoM
naronory bpycy Beksury (Bruce Beckwith), koju je Bu-
e o1 30 ropyHa pagyo Kao pedepeHTHN MATONOT Y CBUM
aMepUYKMUM UCTPAXKMBAbMMA U KOjU Ce C TPAaBOM CMa-
Tpa Haj3HAYAjHMjUM UCTPKUBAYEM y 00/1acTH TyMOpa
Oy6pera Kof zeue.

Knacudukamuje

On mocrenibe ferieHnje leBeTHaeCTOT BeKa, Tj. Off Bpe-
MeHa Kaza je Bumc 06jaBuo cBoj pag, 1o kpaja 1resgece-
VX roayHa 20. BeKa BepoBaso ce [a Cy CBU TyMopu 0y-
Opera Kof fielie 3a1CTa BapujanHTe jefHOr TymMopa. Meby-
M, 1967. ropute o6jaB/beH je paj y KojeM je geduHu-
CaH HOBM TYMOP — Me300/1acTHU HeppOM, 3a KOjI e I0-
Kasazo Ja Huje y Be3u ¢ BunmmcoBum tymopow, Beh fa je
y nUTamy 6EHUTHY TYMOP KOjy MMa JipyTadija XuCTOIO-
IIKa ¥ KIMHIYKa 00e/Iexja 1 KOji ce jIeds caMo XUpyp-
mKoM peceknyjoM [8]. IloueTkoM ocaMpeceTVX TOfMHA
IBaJIeCeTOT BeKa IPETIO3HATH Cy U APYTY TYMOPH, KOju
Cy ce paHmje Takobe cmaTpanu Bapujantama Bumcosor
TyMopa: cerIohenmjcku capkom Oy6pera (eHrn. clear cell
sarcoma of the kidney) n pabgonguu Tymop 6y6pera (eH-
1. rhabdoid tumour of the kidney). Ped je o moce6HuM Ty-
MOpMMa KOju 3aXTeBajy ipyTadnje aederbe of Bummcosor
TyMOpa ¥ MMajy fpyraunjy (mommujy) nporsosy [9]. ITo-
C/IefbMX TOINHA, 3axBajbyjyhu yBohemwy MomepHux Mo-
JIeKy/IapHOOMOJIOIIKMX TeXHUKA Y IMjaTHOCTUYKY [aTO-
JIOTMjy 1 IIpoy4aBarbeM BeIMKUX cepuja Tymopa OyOpe-
ra CKyIbeHIX Kpo3 MehyHapoyHe cTy/je, HOBM TyMOp-
CKI €HTUTETN Cy NPENO3HATU I HC(I)I/IHl/IcaHI/I, YKIbY4qYy-
jyhn Heke xoju cy crermduann 3a 6y6per [10, 11], xao
U OHE KOjI Cy paHMj€ ONMCAHM Ha JPYTUM JIOKalyjaMa,
a;mm He 1y 6y6pery [12-14]. Ce 0Bo gonpuHocy 60/beM
YIIO3HABamYy I pasyMeBamy TyMopa 6ybpera Kof ferie u
BOZIM Ka IIpENU3HIMjeM JIeYeRY, KOje je JJaHaC CBe BUIIE
yCMepeHO Ka CMamVBarby PU3NKa Off Pa3Boja HEMOXKeTb-
HUX IIOC/IEINLIA Tepanuje.

ITowro cy Tymopu 6ybpera pelaTUBHO PETKM, jei-
HII HAa4VH JIa Ce OHN U3y4aBajy y Behem 6pojy jecte na ce
CBU TyMopH 3abenexe y BeIMKUM MelyHapogHUM CTy-
[ujaMa 1 jiede IpeMa yTBPHEeHNM IPOTOKO/IIMA, IIITO je
U JOBEIO [0 3Ha4YajHuX yHampebema y usedemny 1 cMa-
BIBAIbY HEXXe/beHMX MOCTIeUITa IeUerha. Y CBeTy II0-
CTOje 1Ba OCHOBHa IIPUCTYIIa Jiedelby TyMopa 6ybpera: y
CA]l ce TymMOpM 71ede XMPYPIIKUM OfICTPAIb/BAbEM, I1a
OHJIa, Y 3aBUCHOCTY OFf XVMCTOJIOIIKOT THIIA ¥ CTajjy-
Ma, IONATHOM PafiioTepaInujoM 1 XeMIoTepanujoM [5].
Y EBponu u pyTuM fieIoBMMa CBETa Ce YITITAaBHOM CIefie
cmepHuie MebynapopHor apyiuTsa 3a fiedjy OHKO/IOTH-
jy (International Society of Paediatric Oncology - SIOP),
IIpeMa KOjMMa ce TIpe onepanyje NpuMenyje KpaTka xe-

TABEJIA 1. PeBuanpara pagHa knacudukaumja Tymopa bybpera koa
aeue SIOP (2001).

TABLE 1. Revised SIOP working classification of renal tumours of child-
hood (2001).

Ipyna | Knacupukaumja rymopa
Group | Tumour classification
Me3obnacTHn Heppom
Mesoblastic nephroma
Tymopn
LMCTNUHM AeNMMMYHO ANbEPEeHTOBaHM
HUCKOT
1 NanKa Hedpobnactom
prsviK Partially differentiated cystic
Low risk
nephroblastoma
tumours
MoTNyHO HEKPOTUUHK HedpobnacTom
Completely necrotic nephroblastoma
EnutenHn tvn
Epithelial type
CrpomanHu tmn
Tymopn Stromal type
5 ;Elii;:er HedpobnacTtom MewwoBuTH TUN
Medium risk Nephroblastoma Mixed type
tumors PerpecnsHy Tvn
Regressive type
(DokanHa aHannasuja
Focal anaplasia
Bnacremckn Tvin
Hedpobnactom Blastemal type
Tymopn Nephroblastoma [ndysHa aHannasuja
Brcokor Diffuse anaplasia
3 pu3nkKa -
High risk CeeTnohenujcku capKom 6ybpera
tUMOUrs Clear cell sarcoma of kidney
PabaonaHu Tymop bybpera
Rhabdoid tumour of kidney

MUOTepanuja, HOTOM CIeiM XUPYPIIKO JieYerbe, a OHJlA
JoJlaTHa XeMuoTepanuja, OflHOCHO 3pavyHa Tepanuja, y
3aBMCHOCTU OJ1 XM CTOJIOIOKOT THUIIA U CTaHI/ijMa TyMO-
pa (Tabena 1) [6, 15]. Y Bennkoj Bpuranuju ce npe npu-
MeHe TIpeoTepaIione XeMIoTepanyje pajgy u 6uomncuja
TYMOPA, KaKo 01 ce TAYHO YTBPANIO KOjy TUII TyMOpa je
y muTamy (7, 16], ;0K ce y OCTamuM 3em/baMa JMjarHo3a
3aCHIBA Ha TUIINYHVIM PaaVOJIOIIKNM, YITPa3ByIHNM U
CT obenexjuma Tymopa. Pasior 3a nmprumeHy xeMuore-
pamnuje Ipe XMPYPLIKOT JieYerbha jecTe y TOMe Jia Ce CMa-
1Y 6POj XMPYPUIKMX KOMIUIMKanuja a moseha 6poj Ty-
MOpa KOji Cy y CTafujymy I, KOju ce MOTy JIeYUTH BEoMa
071aroM IOCTOIIEPALIIOHOM XeMIOTEPAIIIjOM WIN, Kao 3a
TyMOpe M3 TPyIIe ca HICKMM PM3UKOM, YaK 6e3 MKaKBe
monaTHe Tepamuje 3a cTagujym I [6].

BUIMCOB TYMOP

Tymopu 6y6pera unHe 7-8% CBUX Ma/IUTHMX 000/berba
KOJ Jele yspacTa o 15 rojguHa, a Hajase ce Ha IIeCTOM
MECTY I10 Y9eCTa/IOCTH, 32 JIEyKeMUja, TYMOpa LieHTpaJl-
HOT HEPBHOT CHCTeMa, TnM(pOMa, HeypobracToma i cap-
KOMa MeKIUX TKMBa. BuiMcoB Tymop je Hajuenthu manur-
HI TyMOp OyOpera Kof fierje, KOju YMHU OKO 85% CBUX
TyMOpa y OBOM y3pPacTy, a lberoBa MHIUIeHIuja je 7-7,8
Ha MIIHOH ferie Maabe oz 15 roguxa. Buimcos Tymop ce
Hajuenthe jaB/ba n3meby Tpehe u yeTBpTe rofuHe, BehnHa
oboJierte fete je yspacra [jo IleT TOfMHA, BEOMa je pefaK
Koz HoBopohenuaan (0,16% cBux BunmcoBux tymopa),
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a MI3y3eTHO PETKO Ce jaBjba I KOJ, Ofpaciux ocoba (Maga
ce cMaTpa Jia Cy MHOTY OfipaHuje onycanu Bunmcosu Ty-
MOPY KOJI Opac/IVX 3allpaBO HeKY APYTY TyMOPI, Kao, Ha
IIpMIMED, IPUMUTUBHN HEYPOEKTOOEPMHN TYMOP, KOjI/[
y TO BpeMe Wy HICY OWIM TO3HATH KA0 IOCeOHM TyMO-
Y, WIU Ce€ HUCY MOT/I JIVjarHOCTUKOBATY JJaHAC IOCTYII -
HIM MeTOAMMa). BunmMcoB Tymop ce jasjpa Hemrro gernhe
KOJI IeBOjUMIfa U y HEIITO CTapujeM y3pacTy (MefujaHa
y3pacra 3a fieBojuniie je 42 Mecela, a 3a fledaxe 35 mece-
). Kox 5-10% 6omecanka Bunmcos Tymop ce jaBpa Ha
06a 6yb6pera, 13y3eTHO PETKO Ka0 BaHOYOPEXHI TyMOp,
a kox 1-2% 6oecHnka Kao damunmjapHa 607ect, 06ud-
HO y paHMjeM y3pacTy U 4ecTo Ha o6a 6ybpera [17-20].
Jom jemna saHMM/BMBA OJ/IMKa BrMcoBoOr TyMopa je me-
ToBa YOPY>K€HOCT Ca MHOTVIM KOHT€HUTATHUM CUHIIPO-
muma 1 anomanujama (Tabema 2) [21], urro je 6uio Beo-
Ma 3Ha4ajHO 3a OTKPMBaIbe F'eHa YK/byYeHNX Y HaCTaHaK
Bunmcosor Tymopa.

Xucromouku, K1acu4ny (Memosyuty) Buimcos Tymop
CafIp>KU TKMBA KOja ce jaB/bajy y 6ybpery deryca: 6ma-
cTeM, ermuten u crpoMy (Cmka 1). CBaka o OBUX KOM-
TIOHEHTN MOJXE MaTN Pa3/INMINT CTEIIEH U IIpaBal] HI/I(i)e-
peHLymjaLyje, IITO CTBApa BEeMUKYU OPOj PAasINIUTUX XI-
CTOJIOLIKMX M3ITIefja TYMOPA, ITa Ce C IIPaBOM Kake 1Ia He
rmocToje nBa BuamcoBa Tymopa Koja MMajy MCTa XICTO-
nomika obenexja. bracreMcka KOMIIOHeHTa IIPefCTaB/ba
Hefu(epeHTOBAHII [1e0 TYMOPA I CACTOjI Ce Off MA/INX JO0
cpenmux HeudepeHToBaHNX hennja Koje MOTy TToKa3nu-
BaTN pa3nmM4InTe HA4YMHE pacTa. Emurenna xommoHneHTa

TABEJIA 2. CHAPOMW ¥ FEHCKM NOKYCU KOjW CY YAPYXEHN C Bunmco-
B/M TYMOPOM.
TABLE 2. Syndromes and genetic loci associated with Wilms' tumour.

CuHapom Jokyc annr:::paum
L oSt Implicated genes
BAIP

WACR 11p13 WTI
[ennc-[pawwos

Denys—Drash 11pi3 Wi
bekBuT-BraemaHos

Beckwith-Wiedemann Mpis wiz
Xemvxvneptpoduja :

Hemihypertrophy 17q12-21 PV
DamvnujapHu Brnmcos

TymMOp 19q13.3-13.4 FWT2
Familial Wilms' tumour

Opejsepos 11p13 WTI1
Fraser

CumncoH-Tonabu-bemenos

Simpson-Golabi-Behmel Xq26 PG
Cotocos

Cotos 5g35 NSD1
Bymos

Boom 1526 BLM
Heypodurbpomatosa

Neurofibromatosis 17q11 NFT
Tpuzommja 18 18 5
Trisomy 18 )
MepnmaHoBs 5 5
Perlman ’ )

BAIP — Bunmcos Tymop, aHvpuanja, reHUTOprHCKe aHomanwje, petap-
faumja
WAGR - Wilms' tumour, aniridia, genitourinary anomalies, retardation
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CJINKA 1. Mewosutn Brunmcos Tymop rpaheH og bnactema, envte-
na vi CTpoMe.

FIGURE 1. Mixed Wilms' tumour consisting of blastema, epithelium
and stroma.

ce CaCTOjI/I Ol IPMMUTVIBHUX €NINTETHNX €I€EMEHATA, KaO
IITO Cy pO3eTe, WK Of CPefiibe K0 Jo6po nudepeHTOBa-
HUX TyOyr1a, 10 BeoMa AngepeHTOBAHNX CTPYKTypa KO-
je n3renajy kao HopManHu rmomepynu 6ybpera. Crpo-
Mma Takohe Moxe ma campykn HemmdepeHTOBaHe Me3eH-
xuMcke hennje, anu n rmatkomunhHe 1 HonpeyHOMN-
mrhue henuje, xpckaBuiyy, Koct 1 MacHO TKuBo [22]. Op-
HOC OBe TpJ KOMIIOHEHTE je IIPOMEH/BMB Off TyMOpa JI0
TyMOpa I, Ha OCHOBY IIpOLIEHTA HOjeIH/IHI/IX KOMIIOHECH-
TI1, TYMOPY Cy KacudukoBanu y moprumose. Tpebda Ha-
T/TaCUTU Ia KpI/ITepI/ijMI/I 3a OB€ XMCTOJ/IOIIKE ITIOATUIIO-
Be HIICY UCTH y aMepndKoj u knacuduxarju SIOP [15,
22]. Ako HIjeHa KOMIIOHEHTA HIfje TIpefJOMIHAHTHA, OH-
fla ce TYMOp O3HaJyaBa KaO MEIIOBUTH, a/li Ce y KTacu-
¢uxanuju SIOP u cBaku APyry TyMOP KOju Cafp>Ku BU-
e o5 10% 6macTema CBpCcTaBa y MEMIOBUTH THIL, IOK Ce
eIMTeTHYIM U TYMOPMMa CTPOMa CMATPajy caMo OHU KOJ
KOjuX je BUILIE Off IBE Tpehnue Tymopa rpabeno ox ox-
roBapajyher Tkusa (enmTesna Wi CTpoMe), a Caipye Ma-
e off 10% 6macrema [15]. OBy fudepenToBaHu TYyMOPU
(emmTeNHM M CTPOMAJIHN) Ce jaB/bajy Y MIaheM yspacty
[23, 24], mTO je BepoBaTHO jelaH Off, pa3/iora 3allTo Ty-
Mopu y 0BoM 06y nmajy 60/by mporuosy. C gpyre crpa-
He, 6/1acTeMCKI TUII BuiMcoBor TyMOpa ¥Ma MHOTO JIO-
1M}y IPOTHO3Y, Te ce y Knacudukaruju SIOP cpcrasa y
TyMOpe C BICOKIM PM3MKOM, KOj! 3aXTeBa MHOTO arpe-
cuBHMje nederse [15]. VMicTo Baxky U 3a aHAIUTACTUYHU
BuaMcoB TyMOp, KOji ce Y aMepUUKOj KaacuuKanmju
U Jja/be CMaTpa jefVHUM XMCTOMOMIKIM roaTunoM Bui-
MCOBOT TYMOPa C HEIIOBO/BHOM IIpOrHO3oM [9, 25]. But-
MCOB TYMOp C€ CMaTpa Haju3/I€YMBUjUM Ma/IATHUM TY-
MOPOM KO Jielle, @ YKYIIHO IIPe)X/B/baBambe 3a CBe CTa-
mmjyMe je oko 90% [4-7].

AnamacTnaHM BuIMcoOB TyMOp ce HMKafla He jaB/ba y
IIPBYMX LIECT Mecely 1o pobemy, BeoMa je pefjak y IIpBoj
TOZIMHIL, A TIPOIIOPIIOHAIHO je dernhu Kof ferie crapuje
ox meT roguHa [9, 25]. XMCTOMOWKN ce OIIMKYje Hala-
30M HETUIIMYHUX MUTO3a (TPI/IHO}IapHe I BULIETIONap-
He MUTO3e) 11 yBehaHUM 1 XUIepXPOMATCKUM jefpuma
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CJINKA 2. AHannacTnyHy Bunmcos Tymop.
FIGURE 2. Anaplastic Wilms' tumour.

(Cnuxa 2). Ananmasuja Mmoxxe 6utu ¢pokanHa u gudysHa
[25] 1, fOK ce y aMepI<IKOM IIPOTOKOITY (POKaTHA aHATIIA-
3Mja CBpCTaBa y UCTY IPYIy ca Audy3HOM aHAIIIA3UjOM,
y xracuduxanuju SIOP je cBpcTaHa y TyMOpe ca cpef-
»ByM pusnkoM [15]. Cmarpa ce fa je aHarmasnja hesmnj-
CKI KJIOH KOjJ je OTIIOpaH Ha XeMUOTepanmujy, Te XeMu-
oTepanyja NpMMerbeHa ITpe XUPYPIIKOT /iederba He YHU-
mraBa oxyce c anamnactiaHuM hemmjama. Ilpornosa je
U Jlajbe JIOIIA U ITOPE]] arpeCUBHE TePaIuje, a USHOCU OKO
66% 3a cragujyme I-1V [25].

Hedporenn ocranm

He¢poreun ocraun cy rpyme embpronanunx hennja
KOje Iep3nucTupajy nocie 36. Hefie/be recTalyioHe CTapo-
CTH U KOje MIMajy CIIOCOOHOCT a ce pa3Bujy y Bunmcos
TyMop (T3B. mpeKypcopcke nesuje). Hedporenu ocra-
IV C€ MOTY YOUMTH y OKO 1% pyTMHCKUX ayTOIICHja [ie-
Iie y3pacTa f1o jegHe ropute [26]. Knacudukyjy ce y nse
BeJIMKe TpyIIe: mepriobapHu u MHTpaaobapHm Hedpo-
TeHVI OCTALY, KOj) Ce Jja/be MOTY CBPCTAaTH y yCIIaBaHe,
ckieposupajyhe, aleHOMaTo3He ¥ XMUIEPIUIACTUYIHE He-
¢dporene ocratke. [lepunobapan n nHTpamobapHn He-
(dporeHn ocrany MMajy pasanMduTe emuieMUOIONIKE I
XucTonomike ofuke. [lepunobapuu Hedporenu ocra-
11 Cy 06M9HO MyITU(OKAIHY, Ha/la3e ce Ha mepudepu-
ju mobyca 6ybpera, jacHo cy orpanudenu (anmu 6e3 Kai-
cyre) of 6y6peXXHOT 11 TYMOPCKOT TKVBA, @ CACTOje Ce O
6macrema u tyOyna (Crmka 3). YapyskeHu cy ca CHHEPO-
MIMa IIPEKOMEPHOT PaCTa, Kao IITO Cy XEMUXUIIEPTPO-
¢uja n BexBur-Bunemanos (Beckwith- Widemann) cun-
IOPOM, M IMajy HVDKV Ma/IUTHI IIOTE€HIIMjaJl Off UHTPAJIO-
6apHux HepporeHnx ocraraka. VImak, cBako fete ca 6u-
JI0 KOjUM TUIIOM HeppOreHMX ocraraka Tpeba cMarpa-
TI ja uMa noBehaH pr3uK off pa3Boja TyMopa U Y Jpy-
rom 6y6pery, Majia je pusrk Hajsehu xop ferje ca nHTpa-
nobapHnM HeporeHnM ocraruma Koja cy waaba og 12
mecenu [27].

VurpamobapHu HeporeHu ocTany Cy 4ecto yHudo-
Ka/THu, Mory ce Hahu 61710 e y 106y Cy, HICY jacHO orpa-

CJINKA 3. lNepunnobapHu HedporeHn ocTaum.
FIGURE 3. Perilobar nephrogenic remains.

FIGURE 4. Intralobar nephrogenic remains.

HIYeHy ofj 6ybpera 111 TyMOPa, a CacToje ce Off CTPOMe
(xoja 06uaHO mpegoMunNpa), 6racrema u Ty6yma (Cnnka
4). Yppysxenu cy ca t3s. WAGR (Wilms-Aniridia-Genito-
urinary anomalies—Retardation) cungpomom (kox 6orte-
CHMKA IIOCTOjU Jlefienyja XpoMo3oma 11p13 'y coMaTCKUM
hemujama) u Jenuc-/pamosnm (Denys—Drash) curgpo-
MOM, KOjI C€ OJ/IMKYje ME3aHIVjCKOM IIIOMePY/IapHOM
CKIepo30M 1 IceypoxepmadpoantusMom. V mepumio-
6apHU 1 MHTpasO06APHY HePPOreHN OCTALM MOTIY pas-
BUTH XUIIEPIUIa3ujy 6110 KOje KOMIIOHEHTe, a HeKajla Be-
JIMKe XUIepIuIacTIIHe HepporeHe ocTaTke Huje Moryhe
pasnuxoBaty off Bunmcosor Tymopa. Vmak, rpeba Hara-
cntr ga BehrHa HepoOreHNx ocTaTaKa MOJIeXKe perpe-
CUjM 1 HUKaJla ce He pasBuje y Bummcos Tymop, CImdHo
Kao 11 HeypobyacToM in situ. Fbuxos 3Hauaj je, mopey mMa-
JIUTHOT NOTEHIYjajla, y ToMe Ja Cy yapy»KeHu c oxpebe-
HVIM CVIHAPOMMMA I KOHT€HUTAaTHIM aHOMaHI/IjaMa.

I'enercke ocHoBe BimmcoBor Tymopa
Otxpuhe ga je BuiMcoB TyMOp yAPY»XeH C HEKUM

KOHI'€HUTAa/IH/M aHOMa/IijaMa [I03HAaTe TeHETCKe OCHO-
Be I0BEJIO je 10 MCTPAXMBabha 0 MOTyhuM reHCKuM J1o-
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Ka/IM3alyjaMa U reHeTCKMM porabajuma Koju cy yKby-
4eHH Y merosy etnonorujy [28]. Hedporenu ocrauu cy
OTKPVMBEHN Y CKOPO CBMM CJIy4ajeBuMa (paMmmjapHOr
BunmMcosor Tymopa, kao n Kog 25-40% cropaguyHux
BuimcoBux Tymopa, IITO yKasyje Ha KOHCTUTYLMOHAJI-
Ho omrreheme y pasBojy 6ybpera n moryhe jeguncrse-
HO TIOpeK/I0 HeppOTeHNX OcTaTaka u Bunmcosor Tymo-
pa. [lokas a cy HepoTeH! OCTAI 3a1ICTa IIPEKypCop-
He yte3uje Bummcosor Tymopa je nahen xapa je yrephe-
HO J]a TIOCTOje MCTOBeTHe MyTanyje rena WT1 y Tymopy
u Hepporennm ocraruma [29]. ITourro cy nepunobapuu
U MHTpa06apHN HedpOreHM oCTaly yAPYXKEHNU C pas-
MMYUTYM aHOMaJIMjaMa, IPETIOCTaB/ba Ce 1a OHU HUCY
TeHeTCKM npeHTHYHN. [lepnnobapHu HepporeHn ocra-
1y Hajuernhe HacTajy y Bunmcosom Tymopy koju je mo-
Be3aH C IpOMeHaMa y T0Kycy 11p15 u bexBur-Bunema-
HOBUM CHMHIPOMOM, [JOK Ce MHTpamob6apHy HepporeHN
OCTaIlM jaB/bajy y BummMcoBoM TyMOpy Koju je moBesaH ¢
poMeHaMa y 10Kycy 11p13 xop 60mecHnKa ca CMHLPO-
mom WAGR.

Maxo ce y mogeTKy BepoBaso ga Bunmcos Tymop Ha-
CTaje [0 CIMYHOM IIPMHIINUITY KA0 VI PeTUHOOIACTOM, Tj.
za ce passuja 1o KHyzcoHoBoj T38B. two-hit Teopuju, Ho-
BU PaJloBM Cy IOKa3a/IM [ja Cy FeHeTU4Ke OCHOBe Bummco-
BOT TYMOP CI0O>KEHMj€, T€ []a CY Y IerOB HaCTaHAK YKIbY-
YeHM ¥l MHOTY ipyry reHu [30].

I'en WTI, nouypan Ha xpomosoMmy 11p13, KTOHUpaH
je 1990. ropuHe ¥ je[yHM je [0 JaHAC IIOTITYHO HedyHN-
caH reH BumcoBor Tymopa. OTKpuBeH je 3axBasbyjyhu
IIpoy4aBamy 6onecurnka ca cuagpomom WAGR xof Ko-
jux je mpumeheno fa nmajy sa 30% sehn pusuk 3a Ha-
cTaHak Buamcosor tymopa [30]. Ter WT1I je Heonxo-
JIaH 32 HOPMAJIaH Pa3Boj 6ybpera 1 roHaza, a rybMUTAK Ca-
MO jeJiHe FberoBe KOoIuje JOBOM /IO PasBoja TeHUTOYPU-
HcKux Mandopmanyja y cxrorry WAGR u Jenuc-[Ipamro-
Bor cuHzipoMa [30]. Hopmanna excripecnja WT1 je Heor-
xopHa 3a udepenuyjaryjy 6acremckux hennja y speny
elUTe/IHy KOMIIOHEHTY IapeHxumMa 6yOpera, a mopeme-
haju y oBoj excripecuju Mory foBecty o HacTaHKa he-
JMja ¢ HOTEeHIMja/IoM 3a TyMOPCKy npoudepaunjy. ['en
WTI uma ynory TyMOPCKOT CyIIpECOPHOT I'€Ha, a IT0Be-
han HUBO excnipecuje WT'1 goBoam o cynpecije Zpyrux
reHa, MeDy KojuMa cy 3a HacTaHaK TyMOpa BeOMa 3Hauaj-
HII T€HM KOjU M3a3MBajy PacT.

I'en WT2 jom HMje KITOHMPAH, a/li C€ MIPETIOCTaB/ba
[ia ce Hajasy Ha XpoMo3somy 1Ipl5 u fa je moBesaH ca
bexBuT-BueMaHOBMM CHMHOPOMOM U X€MUXUIIEPTPO-
¢dujom, koju Hoce pusuK of 5% mo 10% 3a passoj Bu-
MCOBOT 1 ipyrux Tymopa [30]. Takobe ce mpernocrasiba
fla HOCTOju HajMambe jou jenan WT reH, Koju ce 03Haya-
Ba Kao WT3, anm 3acaj HMje O3HATA HEroBa JIOKA/IN-
3anuja [30].

@avmmujapan WT ce jaBma xop 1-2% WT, a HaunH
IIpeHoIICHha je ayTO30MHO JOMMHAHTAH C HEIOTIIYHOM
neHeTpanyujoM. VicTpakmBarma Cy IoKasaja fia Cy Ipo-
MeHe y JIOKyCy 17q12-21 noBe3aHe ¢ HaCTaHKOM Bu-
MCOBOT TYMOpa, ITa je 0Baj (IIpeTIIOCTaB/beHN) T'eH O3Ha-
4yeH ka0 FWTI, a motoM 1 y MOKycy 19g, Te je reH Ha-
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3BaH FWT2. Vnax, cBu ciay4ajesn dpammnnjapaor Bus-
MCOBOT TyMopa Hucy yapy>xxeau ca FWTI u FWT2, mro
3Ha4M Jja TOCTOje U APYTY T€HU KOjU UTPajy y/IOory y Ha-
CTaHKy TyMopa [30].

HepaBHo je 06jaB/beHo fa je mponaben 1 X xpomozom
reH, Koju je o3HaueH kao WTX, Koju je COMaTCKu My TH-
paH Ko 0ko 30% Bunmcosux Tymopa [31]. OBo oTkpu-
he je Beoma BaxXHO jep momaxke fa ce jour 60/be YIIO3HA
TeHeTCKa eTHOJIOTHja 3Ha4ajHOT 6poja TyMopa I jep je
OBMIM HarJIallleHa yjiora X XpOMO30Ma y reHeTnIM Ma-
JIMTHUX TyMopa [32].

Inrorenercke crypuje cy oTKpuie fa 'y Bunmcosom
TyMOpY TIOCTOje PeKypeHTHe reHeTUJKe IpOMeHe y He-
KOJIMKO XPOMO3OMCKMX Peruja, IITO YKa3yje Ha IT0CTOoja-
e U IPYTVX IPeVCIIOHNpajyhyX reHa 3a HACTaHAK OBOT
tymopa. I'yburax xereposurorrocti (eHrt. loss of hetero-
zigosity) Ha mokycuma 16q (17-25% BumMcoBux TymMmopa)
n Ip (10% BuiMcoBux TyMopa) IIOBe3aH je C HellOBOJb-
HVIM KIMHUYKUM UCXOOOM 6OII€CTI/I HE3aBMCHUM OJ1 X1~
CTOJIOLIKOT THIIA U cTagujyma Buimcosor Tymopa [33],
Majga pe3yaTaTyt HUCY IIOTITYHO HOTpreHI/I Yy CBUM NC-
TpaxyBamuMa [34]. Y HajHOBUjOj aMepudYKOj CTYAUjU,
Koja je modena y MapTy 2006. roguHe, OBY MOJIEKy/Iap-
HOOMOJIOMIKY IPOTHOCTHYKY (aktopu he npsu myT 6u-
TI YK/by4eHN Y K1acu(yUKoBarbe 60/IeCHIKA Y pa3nyn-
Te Tepalmmjcke rpyie [35].

MyTanuje TyMOp-CynpecopHOT reHa p53 (mokanmso-
BaH Ha XxpomosoMmy 17p13.1) cy 3abenexxeHe Kof, 0KO 5%
BumMcoBuxX TyMopa, anu caMo KOJ, OHUX C aHAIIIa3yjoM
[36]. VI mopex Tora 1mTo caja 3HaMO BeoMa MHOTO O Te-
HeTuuy BuMcoBor TymMopa, joII IOCTOje€ MHOTE JIUIeMe
U HETTO3HAHNIIE KOje C€ MOPajy PeIlNTH IIPe HEro MTOo y
HOTITYHOCTY CXBaTHMO HeToBY TeHesy [37].

ME3OB/IACTHV HEOPOM

Me3sob6macTHr HeppOM je ME3EHXMMCKM TYMOpP KOju
4nHY 0KO 4% CBUX TymMoOpa 6yOpera Koj fielie. JaB/ba ce
y PaHOM y3pacTy U 4MHU OKO 55% CBUX Tymopa 6ybpe-
ra Kofj fielle y IIpBa Tpu Mecela o pobemy, a oko 15% y
npsux mect Meceny. Kox oko 90% gere jaBba ce y mp-
BOj TOZIVHI 110 pobeby, a HIKa/la Hujje OIVCaH KOJ Jere
crapuje of Tpu ropuHe (T3B. aLy/ITHU Me300IACTHIL He-
¢dpom, anju omvcy ce mory Hahu y cTapujoj nmuTeparypun,
3aIIPaBo je jeaH Apyru TyMop 6ybpera — MeTaHeppUIHN
CTpOMaIHM TyMOD, 0 yeMy he 6utu peun kacuuje). Onu-
CaH je caMo jefaH CIydaj Me3o6macTHOr HedpoMma yapy-
JKeH ¢ HepporeHum octanyma [38] u bekBur-Bunema-
HOBIUM CHHJIpOMOM [39], 3a Koju ce cMaTpa Ja HeMa HU-
KaKBe XICTOTeHETCKe Be3e ¢ BuimcoBum mmm OPpYIM TY-
Mopuma 6ybpera.

Xucronouku, Me306macTHI HehpoM MOXKe OUTH KiTa-
CUYHOTL, EeTy/IapHOT 11 MELIOBUTOT THUIIA, KOjI/I Ce 4eCTo
mory Hahu y jerHoM Tymopy. Kmacuaam v Tymopa (of
Kojer 060 22% 6onecunka) rpaben je of cHomoBa Bpe-
TeHacTuX henuja u mokasyje Beoma MHPUITPATUBAH PacT
mpeMa mapeHxumy 6y6pera, Koje ce BP/IO 4eCTO MOXKe
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CJINKA 5. Me306nacTHu HeGpom.
FIGURE 5. Mesoblastic nephroma.

Hahwu ,,3apob/peno” gyboko y tymopy (Crmuxa 5). OBaj
I Takohe MHPMITPUpPA peHaTHI CHHYC U [IEPUPEHATTHO
TKMBO I BEOMa PETKO je y cTapujymy I. Lemymapanu Me3o-
6mactan HedpoM je rpaben ox rycro s6ujennx hemuja ¢
BENMKUM BE3VKYIADHUM jefipyiMa i YMEPEHOM KOJINYM-
HOM LIUTOIUIa3Me, a 0OMYHO cafpxu 6pojHe MuTose. 3a
PasIMKy Of KIACHYHOT TUIIA, LeTyTapHU Me300/IacTHI
HeppoMm Hema MHOUITPATUBAH pacT, Beh eKCIIaH3MBaH
(enrm. pushing) [22]. VIMyHOXMCTOXEMUjCKI, Me306/1aCT-
HIL HehPOM je IIO3UTHUBAH HA ITOKa3aTe/be 3a MIOPpnOpo-
6rmacrte (BUMEHTVH, [e3MIH, aKTUH, QUOPOHEKTIH), & He-
raTuBaH Ha enurenHe u WTI1 nokasarebe [40].

Mesob6macTHu HeppOM Ce J1edrt CaMO XMPYPILIKUM OT-
K/IarbarbeM I He 3aXTeBa JOJATHO 3PATHO JIeYerhe I Xe-
MuoTepanujy. JIOkaTHy pequirBy Cy ONMCAaHU KOJ CBe-
ra 18 6omecHnka, a yfa/beHe MeTacTase KOf jeBeT MCIIN-
TaHuKa. JIOKa/IHM peuyanBY Cy 61T TOC/IeANIIA HETIOT-
IIYHOT XVPYPIIKOT OfiCTpamera Tymopa (cragujym I1I) n
CBU Cy C€ jaBU/IM TOKOM IIPBUX TOJJMHY JiaHa [IOCTIE OIle-
parmje. 360r Tora ce Ipenopydyje fa ce gera ¢ OBUM Ty-
MOPVMa Ma)K/bUBO HAZT/IENAjy CaMO TOMHY [0 TONVHY
” 110 maHa [41].

V mudepenunjamHoj gujarHosn tpeba MCK/BYIUTH
apyre Tymope 6ybpera Koj fielie KOju 3aXTeBajy Apyra-
4yje JIevene U MMajy Apyradnjy MpoTHO3Y, Kao IUTO Cy
YMCTV CTPOMATIHNU TUIl BumMcoBor Tymopa, ceeriohe-
nmjcku capkom 6y6pera un pabgonnHu Tymop 6y6pera.
TayHa jarHosa ce MOXKe IIOCTABNUTY AKO Ce IMajy y BU-
Iy THINYHE KIMHIYKe (Y3PacT), XMCTOIOIIKE U UMYHO-
XICTOXEMUjCKE Of/IVIKE OBUX TYMOPA.

HenaBHO je MOJIEKyTapHOOOMIOMIKIM NCTPAXKUBA-
BJIMa II0KA3aHO [ja LeMyIapHy Me300acTHI Hepom
u nHaHTIWIHN GUOPOCAPKOM MEKUX TKMBA IPefCcTa-
BJbajy jefiaH TyMOp, Oyayhu 1a moxasyjy ucty xpoMo3om-
CKy TpaHcnokaumjy — t(12;15)(p13,q25) u reHcKy dysu-
jy ETV6-NTRK3 [42]. Crora je mpefyIoXeHO Jia ce Ipo-
MEHI VM€ LieTy/IapHOT Me300/1acTHOr Hedpoma y ,,MH-
¢danTIHN capkoM OyOpera”, JOK je 3a K/IaCHIHM Me30-
6mactHU HePOM MPEIOKEHO [ja ce 30Be ,,MHDAHTIUI-
Ha ¢ubpomaTosa 6ybpera”, mehyTum, To jour Huje om-
mrrenpuxsaheno.

CBET/IOREINJCKNM CAPKOM BYBPETA

Csernohenujckn capkom 6y6pera je moce6aH THII Ty-
MOPa KOj/ HUje HM Y KaKBOj Be3u ¢ BunmcoBum Tymo-
pom, a unHM 0KOo 5% Tymopa 6ybpera kox fere. V3y-
3€THO PETKO Ce jaB/ba Y IIPBUX IIECT MeCeLy 110 pobemy,
yrmaBHOM Hactaje usMeby apyre n tpehe rogumue, a Beo-
Ma je pefak mocie gecere ropute [43]. Muoro je seuthn
KOZ fievaka (2:1), He jaBspa ce Kao damminjapHa 6omect
U HUKaJja HIfje OIMCaH Kao 060CTpaHu TyMop. Jour Huje
npouaben crenndrann nopemehaj xpomosoma mi Mo-
JIEKyZIapHY TI0Ka3aTesb 3a 0Baj TyMOD, MaJja jeé Y HEKOJIMKO
cnydajeBa yrBphena tpaucmokaunja t(10;17&(q22;p13),
3a KOjy ce cMaTpa fja MO>XKfia Urpa HEKY y/IOTy y HaCTaH-
Ky Tymopa [44].

Xucrosnomkuy, cBetiohenjckn capkom G6ybpera nma
Be/ku 6poj noprunosa. Hajuenthu je T3B. kmacuunn
THIL, Y KOjeM cy Tymopcke hemuje yuupopmue, nmajy
»IIpasHa” jeffpa 1 HeyOwbNBa jefapLia I BAKYOJIVICAHY LI~
TOIUIa3My KoOja UM Jjaje U3ITIEN, ,,IpasHux  hemuja (eHITL
clear cells). Renuje cy nopebane y Tpabekyie wm rpyime
KOje Cy pasjiBojeHe TaHKMM (PuOPOBACKyTapPHIM CeITa-
Ma, KOje ce CMaTpajy TUIMIHOM OfinKoM Tymopa (Crn-
Ka 6). ITopep K/IaCUYIHOT, ITOCTOje 1 MUKCOMAHY, CKIIEPO-
3upajyhu, LenyapHu, enuTeMONAHY, IaTUCASHN, BPe-
TeHaCTOhe}H/IjCKI/I VI QHAIUVTAaCTUYHU TUIIOBUM, A MHOTI Ty-
MOpU cafpsKe M0/ba MHOTHUX Off bux. CBu cBeT/Iohen;j-
CcKy capkomu 6ybpera cy MO3UTHBHIY Ha BUMEHTIH, a He-
TAaTMBHU HA CIINTECIHE IIOKA3aTE/bE.

BehmnHa TyMopa ce KIMHNYKY MCIIO/baBa Y CTALMjYMY
11 (37%) wmm I1I (34%), amm peTko y ctapujymy IV (4%).
MebyTum, TokOM 60/IECT 4eCTO Ce PasBIjy ya/beHe Me-
tacTase (Kop 0Ko 45% 6oJecHNKa), O KOjUX Cy Hajue-
mhe MeTacrase y pernoHaTHUM IMMQHUM YBOPOBUMA,
koctma n wiyhuma [43]. ¥V oxo 20% crydajeBa mera-
CTase ce jaBJbajy IOC/Ie HajMalbe TPU TOIVMHE, 32 PA3/IUKY
ox Bumcosor tymopa, rie ce kog Buie og 90% Gorte-
CHUKA MeTacTase jaBe y IpBe /jBe TOf{MHE Off IOCTaB/ba-
Bba Q1jargose [43].

Y pudepennmjanHoj ajarHosu Tpeda pasMULIbATU O
APYTUM TYMOPUMA, Kao IITO Cy O/acTeMcKu Buimcos Ty-

p AW AW
CJINKA 6. Ceetnnohennjckin capkom bybpera.
FIGURE 6. Clear cell sarcoma of the kidney.
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Mop, pabgonnHy TymMop 6y6pera, IPMMUTHBHI HEYPOEK-
topepMHN TyMOp 6ybpera, Me3obracHy HeppoM 1 MeTa-
HedpuaHK cTpoMaIHY TyMOp. IIpenusHa gujarHosa je ns-
y3€THO 3HavajHa jep ce cBeTnohenmjcku capkom 6ybpe-
ra jlaHac e4n gokcopybuimHom, 6yayhn ga je sHauajHO
m060/bIIIA0 TIPEXUBIbaBambe fele 060sIene o OBe BpCTe
TyMOpa, Koje je oko 80% 3a cBe cragmjyme (98% 3a cTapu-
jym I, 0x0 50% 3a cragujym IV) [43,45]. Mebytum, oxco-
pyOuILIMH je BeOMa KapMOTOKCIYAH 1 MOPa Ce IIaXX/bIBO
IO3MpPAaTH, KaKo 61 ce n3bere HexxebeHe TTOCTeNLIE.

PABJOVIHN TYMOP BYBPETA

Pabpoupuau Tymop Oy6pera je peak TyMOp KOjit 4MHI
2% cBux Tymopa 6y6pera xop meue. Kog oxo 80% 6Gorte-
CHUKA jaB/ba Ce y IpBe JIBe TOAVHE 110 pobemy u, mpax-
TUYHO, HUKAJA [10C/Ie eTe ropuHe [46,47]. Kog oko 15%
60/IeCHIKA YAPYXKEH je ¢ TyMOPVMa MO3Ta, & 9eCTO 1 C
XUIIEPKA/ILIEMIjOM, alyl HUKafla Hije OIMCAHO Jia Ce ja-
BJ/ba Ca CMHJPOMUMA KOji Cy yApy>KeHu ¢ Bunmcosum
TyMOpoM [46, 47].

Pabponpan Tymop 6ybpera ce Kox Bp/Io Major 6po-
ja bormecHMKa MOXe jaBUTI Ka0 0OOCTPAHU TYyMOP, ajn
ce cMaTpa [ia je ped 0 MeTacTasaMa IIPUMAPHOT TyMOpa
y cynporHu 6y6Oper, a He 0 CTBAPHO 000CTPAHOM TYMO-
py. Iopen mpumapHe TyMOpCKe Mace, 1€CTO Ce BIJe Ma-
JIU CaTeNUTCKU YBOPOBHU Y TKUBY OyOpera, LITO CBEZOUM
0 arpecMBHOM PacTy TyMOpa. XMCTOMOWKY, Hajuemnthe ce
HQJIa3y T3B. KJIACKYHU THUII, KOJ KOjeT ce yodaBa andy-
3HU pact hemja ¢ 06MIHOM LUTOIIIA3MOM 1 BETUKIM
Be3VKY/IapPHVM jepyIMa, y KOjiMa Ce Hajla3e BeoMa you-
JpMBa jegapua (1-2), HOK ce y HUTOINIa3MU 4eCTO Halase
nuKysnje (Cnuka 7). Ilopen KITacu4HOL, IIOCTOje U APY-
T MOATHUIIOBH, Ka0 IITO Cy CKIeposupajyhn, cBermohe-
III/IjCKI/I, CIINTCINONIHNA, H]/IM(i)OMaTOI/I,lIHI/I, BaCKyHapHI/I,
TICeyOTANMIAPH U LIMCTUYIHY, KOj MOTY Jia Ce jaBe y
JICTOM TyMOpy n Mory OOBECTU OO Hp06neMa IIPVIJINTKOM
AMjarHOCTMKOBama [46, 47].

Y andepennnjanHoj gujarnosu Tpeba pasMOTPUTH 1
Ipyre TyMope 6ybpera, Kao 1Ito cy 6racteMcKy Buimcos

CJIUKA 7. PabgovaHv Tymop bybpera.
FIGURE 7. Rhabdoid tumour of the kidney.
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TyMop, cBeTnohenujcki capkom 6ybpera, LienyIapHu Me-
306macTHY He(POM, IPUMUTHBHI HEYPOEKTO[EPMHI Ty~
Mop 6ybpera u mexyrapan KapiuaoM 6y6pera [48].

VIMyHOXMCTOXeMIjCKa 06eexja Cy Off BeluKe oMO-
hu y mocras/pamy AujarHose jep TyMOp UCIIO/baBa [O3M-
TMBHOCT Ha pa3He [OKa3aTe/be, Ka0 LITO Cy BUMEHTMH,
enuTenHy, MUIhHY 1 HEYpOTeHN IIoKas3aTepn [46,47],
a HeffaBHO je mpoHaben n crenn¢uany noxasaresb INII
(xoju je HeraTMBaH y pabZOMIHOM TYMOPY), Ha OCHO-
By KOjer ce ca CI/IrypHOIth MO>Ke TIOCTaBUTH [MjarHo-
3a obomema [49].

Pabmonpuu Tymop Gybpera je Beoma arpecuBaH 1 pa-
HO MeTacTasupa, TaKo Jja Ce PETKO IMjarHOCTUKYje y CTa-
nujymy I. Meracrase ce pa3Bujajy Kog oko 80% GomnecHu-
Ka, jaB/bajy Ce y BpeMe IIOCTaB/batba JVjarHO3e WM Ce
PasB1jajy y POKY Off HEKOJIMKO Meceliyt Off IIo4eTKa 6o71e-
cru [47]. Hajuenthe cy saxsahenn ryha, abgomen, mim-
¢H1 YBOpOBI, jeTpa, MO3aK 1 KocTu. [Iporuosa je Beoma
nomra 1 oko 80% GojecHnKa yMpe BeoMa 6p3o mocre 1mo-
CTaB/bamba iujarHose [46,47]. Y3pacT mele nMa 3HadajaH
YTHUIIaj HA IPOTHO3Y: Y Be/MKOj cTyAuju ypabenoj y CAJL
camo 8,8% pere mimabe off mecT Mecely, OMHOCHO OKO
40% pene ctapuje o IBe TOAMHE je mpexuBerno [50].

MorekynapHOOMOIIONIKE CTyAMje Cy IOKa3ale fa y
pabpounHoM TyMopy 6ybpera mocroju fenenuja 22q11
Ha OCHOBY Koje je mpenosHaT nSNF5/INII Tymop-cymnpe-
copun reH [51], koju ce cmarpa crennnaHNM 3a pabo-
upHy Tymop 6y6pera. VT reH je mpenosHar 1 'y BaHOY-
Ope>XHNM PabIONHIM TYMOPYMA MEKIX TKIBA, MO3Ta I
IPYTMX OpraHa, Ila je cajia jaCHO Jia je ped 0 ICTOM TyMO-
PY KOj¥ ce jaB/ba y pasHUM J0Kanm3anyjama [51].

METAHEOPNIYHU TYMOPU

MeTtanedpuyaHY TyMOpPYU Cy IpyIIa TYMOpa Koja je He-
JABHO OTKPMBEHA U Y KOjOj C€ PA3/INKYjy TPU eHTUTETA:
MeTaHe()PUIHY CTPOMATHI TyMOP, MeTaHe(PUIHI ajie-
HOGUOPOM U MeTaHe(DPUIHY aT€HOM.

MeTaHepUyYHY CTPOMA/IHY TYMOP je YMUCT CTPOMaJI-
HJ TYMOP KOji IMa HeKe 0CoOMHe Me300/1acTHOT Hedpo-
Ma, a7 U creruduaHa obenexja, Kao LUITO Cy YBOPHO-
BaTH M3IJIe| Ha Ma/IOM yBe/lndamy ([oceaua Melama
XUIIOLENMyTapHUX M LETyJTapHUX I10/ba TYMOPCKIUX he—
7Mja), KOHLEHTPUYHY PACIIOper; TYMOpcKux hemuja oko
T3B. 3apob/beHnx 6yOperxHux KaHamha 1 aHrMOAMCIIa-
3Mja apTePUjCKUX CygoBa. VIMyHOXMCTOXeMUjCKIL, Behn-
Ha TyMOpa IOoKasyje Mo3uTUBHOCT Ha CD34 nokasaresb.
JaB/ba ce y y3pacTy off iBa faHa o 13 rogusa (MepyjaHa
13 Mecern), a Jiedn XUPYPLIKY, 6€3 JoaTHE XeMIoTepa-
nuje. IIporxosa je ommryna [10].

Metanedpuunn ageHopUOPOM ce jaB/ba KOX feLe 1
Maapux ocoba [11]. XncTomouKm, cacToju ce of CTpo-
Ma/IHUX €1€MCHATA NACHTNYHNX OHVMa KOjI/I C€ Hajla-
3e y MeTaHe(pPUIHOM CTPOMATHOM TYMOPY U JOOPO fiu-
(bepeHTOBaHMX eNMTeNTHUX CTPYKTypa (KaHanuha u ma-
mwa). Takobe nMa M3BPCHY IPOTHO3Y U JIe4N Ce XUPYP-
mKuM myrem [11].



CPMCKW APXMB 3A LLENOKYMHO NNEKAPCTBO

MeranedpuaHu afieHoM ce vemrhe jaB/ba Koj ofpa-
Cux ocoba Hero Koj fele, y O0IMKy MalIyux 4BOpOBa
y ueHtpy 6ybpera. Xucronomkuy, rpaben je uckmpyun-
BO 0ff BeoMa 106po ardepeHTOBaHNX TyOyia U Manua,
6e3 MKaKBe CTPOME, C PETKIM MUTO3aMa, OpOjHIM Iica-
MOSHIM Te/mammnyma u 6e3 Kancyse nsmebhy rymopa u 6y-
6pera. VI on nma usyseTHo gobpy mporuosy [52].

OVCTUYHN TYMOPU BYBPET'A

Huctuann HepoM U UUCTUYHU JETMMUYHO Aude-
penroBann BuimcoB Tymop (eHrn. cystic partially diffe-
rentiated Wilms tumour) cy peTKu LUCTUYHY TyMOpPH Oy-
Opera Koju MMajy CTa XNCTOIOMIKA 0berexja (OTITyHO
Cy LMCTUYHIL, jefiViHa COTIM/IHA I10Jba CY CEIITa) C U3y3eT-
KOM /i LIVICTUYIHY HeppOM He Cafip>Kit He3perte e/leMeHTe,
Kao 1To cy oxycu 6macrema [53]. O6a Tymopa ce nede
XUPYPILIKIM OTK/IAbambeM, 6e3 nofatHe Tepamnje, a 100%
6onecunka npexxusu [54]. VI gpyru rymopu 6y6pera mo-
Ty IMaT! BeoMa IycTndaH narer (Bunmcos Tymop, cBe-
trohenujcku capkom 6y6pera, pabgonpHu tymop 6y6pe-
ra u Me306/macTHY HeppoM), I1a je 3aTO BeOMa BaXKHO fia
ce IOCTaBM IIPeLM3Ha [IMjarHo3a jep Cy hUXOBO JIeYere
¥ IPOTHO3a GUTHO ApyradjiL.

OCTAJIN TYMOPU BYBPET'A

3axBa/pyjyhm mpoyuaBamy BEIMKUX cepyja TyMO-
pa 6ybpera Koj felie U IPUMEHN MOJIEKY/IapHOOMOIIO-
IKNX TEXHNKA Y IbIXOBOM ,HI/IjaI‘HOCTI/IKOBaH)y, yocnen-
e BpeMe Cy OTKPUBEHU MHOTH APYIU TyMOpH y OyOpe-
ry. 3a HeKe Off BbIX je OfipaHMje IO3HATO Jja Ce jaB/bajy y
LpyTuM JOKamusalujama, Mehytum, caga cy oTKpuBeHn
ny 6y6pery [12-14]. C gpyre cTpaHe, 3a HEKe TyMOpe 3a
KOje ce BepOBaIO fia Cy crienudunu 3a 6ybper moxasa-
JIO Ce fa Cy MCTOBETHM C TYMOPMMa KOjU Ce jaB/bajy Ha
IpyruM noKamm3anujama (42, 51]. KonauHo, npenossa-
TV Cy 1 HOBM TYMOPCKI €HTUTETU KOjI/[ cy Cl'[eLH/[(i)I/ILIHI/I
3a 6y6per (Cnuxa 8) [10, 11, 55].

- 'I‘"-:"i;f% ""'\’":_
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CJINKA 8. AHannacTnyHu capkom bybpera.
FIGURE 8. Anaplastic sarcoma of the kidney.

"n IIOpen TOra mTO Cy KIMHNYIKE, XM CTOTIOLIKE N UMY -
HOXVICTOXeMIjCKe Of/IMKe MHOTUX Tymopa 6ybpera fo-
Opo 1o3Hate, OHM U Jjaj/be NPeCTaB/bajy AMjarHOCTUY-
KU TIpo67IeM, Tako Aa je 9ak 25-35% TyMopa IOTPEIIHo
IMjarHOCTUKOBAHO [25, 56]. MHOIM Of 0BUX TyMOpa ce
Mory ,podunucatt” Ha OCHOBY IIXOBE I'€HCKe eKC-
Ipecuje Kajia ce MCIIMTAjy Ha BUILE Off JIECET TeHa, jep ce
TaKO MOXKe ITOCTaBMUTY BeOMa IIpelM3Ha AUjarHo3a KO-
ja 3a HeKe Off IUX HUje Moryha Ha OCHOBY IPYTMX VMCIIN-
TUBama [56].

3AK/bYYAK

Tymopu 6ybpera Kof felie IIpeCTaB/bajy BeoMa 3aHM-
MJ/BMBY I'PYITy TyMOPA 4MjUM C€ BUIIEJEL€HIjCKIM IIPO-
y4yaBarmbeM JIOLIIO IO BEOMa BaXKHUX CasHarba O PasHUM
CHTUTECTUMA, IbUXOBUM KJIIMHUYKN/M U IIATOJIOIMIKUM 066-
JIEXKjMIMa, IbMIXOBOj TeHETHUIIN 11 IbYIXOBOM HacTaHKy. OHM
IIPENCTaB/bajy U JUjarHOCTUYKI M3a30B jep Cy, U3y3uMa-
jyhm BunmcoB Tymop, Beoma peTKu, 1A YaK U MeAujaTpu
IATOJIO3M OMjaTHOCTHKYjy CBeTa HEKOMMKO He-Bummco-
BJIX TyMOpa Yy CBOj0j Ipakcu. I1oImTo ¢y BbIX0BO /1eYemne
Y IPOTHO3a BEOMa Pas/IMYMUTH, IPE3Ha MjarHo3a je 13-
Y3€THO 3Ha4ajHa. Y MHOTMM 3€M/baMa je YBE[IeH CUCTEM
Ipema KOjeM Ce TaKBYM TyMODPU MOPajy IOCIAaTH CTPyd-
hal[/IMa Ha aHa/IM3Y, Kako 011 ce OTBPANIIA {UjarHO3a 1
OfIpefIo paBy HAYMH JIedera. Bpiio je BepoBarHo fa he
y cxopoj 6yayhHOCTH MOTIEKyIapHOOMOIONIKE 0COOVHE
TYMOPa, Ka0 IITO je TeHCKO IpoduIncame TyMopa, 6utn
3HAYajHIje 32 BIXOBO [UjarHOCTUKOBae I pefBubarbe
TOKa 6071ecT, JOK he MaTonIonKo NCIuTNBame OUTY BI-
1Ie ycMepeHo Ka ofpebuBamy cragujyma 60/ecti.

JIUTEPATYPA

1. Beckwith JB. Wilms’ tumor and other renal tumors of childhood:
An update. ] Urol 1986; 136:320-4.

2. Zantinga AR, Coppes MJ. Historical aspects of the identification of
the entity Wilms tumor, and its management. Hematol Oncol Clin
North Amer 1995; 9:1145-55.

3. Clouse JW, Thomas RM, Griffith RC, Perez CA, Vietti TJ, Fineberg
B. The changing management of Wilms’ tumor over a 30-year
period, 1949-1978. Cancer 1985; 56:1484-9.

4. Grundy P, Green DM, Coppes M], et al. Renal tumors. In: Pizzo PA,
Poplack DG, editors. Principles and practice of pediatric pathology.
Philadelphia: Lippincott Williams and Wilkins; 2002. p.865-893.

5. Neville HL, Ritchey ML. Wilms™ tumor. Overview of National
Wilms’ Tumor Study Group results. Urol Clin N Amer 2000;
27:435-42.

6. Graf N, Tournade M-F, de Kraker J. The role of preoperative che-
motherapy in the management of Wilms’ tumor. Urol Clin N Amer
2000; 27:443-54.

7. Mitchell C, Pritchard Jones K, Shannon R, et al. Immediate neph-
rectomy versus pre-operative chemotherapy in the management
of non-metastatic Wilms’ tumor: Results of a randomized trial
(UKWTS3) by the UK Children’s Cancer Study Group. Eur ] Cancer
2006; 42:2554-62.

8. Bolande RP, Brough AJ, Izant RJ Jr. Congenital mesoblastic neph-
roma of infancy. A report of eight cases and the relationship to
Wilms’ tumor. Pediatrics 1967; 40:272-8.

9. Beckwith JB, Palmer NE. Histopathology and prognosis of Wilms
tumor. Results from the First National Wilms’ Tumor Study. Cancer
1978; 41:1937-48.

149



CPMCKW APXWMB 3A LIEJTOKYMHO JIEKAPCTBO

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.
20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.
31.
32.

33.

150

Argani P, Beckwith JB. Metanephric stromal tumor. Report of 31
cases of a distinctive pediatric renal neoplasm. Am J Surg Pathol
2000; 24:917-26.

Arroyo MR, Green DM, Perlman EJ, Beckwith JB, Argani P. The
spectrum of metanephric adenofibroma and related lesions.
Clinicopathologic study of 25 cases from the National Wilms
Tumor Strudy Group Pathology Centre. Am J Surg Pathol 2001;
25:433-44.

Argani P, Faria PA, Epstein JI, et al. Primary renal synovial sar-
coma. Molecular and morphologic delineation of an entity pre-
viously included among embryonal sarcomas of the kidney. Am J
Surg Pathol 2000; 24:1087-96.

Parham DM, Roloson GJ, Feely M, Green DM, Bridge JA, Beckwith
JB. Primary malignant neuroepithelial tumors of the kidney: a clin-
icopathologic analysis of 146 adult and pediatric cases from the
National Wilms' Tumor Group Pathology Center. Am ] Surg Pathol
2001; 25:133-46.

Wang LL, Perlman EJ, Vujanic GM, et al. Desmoplastic small round
cell tumor of the kidney in childhood. Am J Surg Pathol 2007;
31:576-84.

Vujanic GM, Sandstedt B, Harms D, Kelsey A, Leuschner I, de
Kraker J. Revised International Society of Paediatric Oncology
(SIOP) working classification of renal tumors of childhood. Med
Pediatr Oncol 2001; 38:79-82.

Vujanic GM, Kelsey A, Mitchell C, Shannon R, Gornall P. The role
of biopsy in the diagnosis of renal tumors of childhood: Results
of the UKCCSG Wilms Tumor Study 3. Med Pediatr Oncol 2003;
40:18-22.

Birch JM, Breslow N. Epidemiologic features of Wilms tumor.
Hematol Oncol Clin North Am 1995; 9:1157-78.

Coppes M]J, de Kraker ], Van Dijken PJ, et al. Bilateral Wilms’
tumor: long-terme survival and some epidemiological features. J
Clin Oncol 1989; 7:310-5.

Coppes MJ, Wilson PC, Weitzman S. Extrarenal Wilms’ tumor:
staging, treatment, and prognosis. ] Clin Oncol 1991; 9:167-74.
Ruteshouser EC, Huff V. Familial Wilms tumor. Am ] Med Genet
C Semin Med Genet 2004; 129:29-34.

Scott RH, Stiller CA, Walker L, Rahman N. Syndromes and consti-
tutional chromosomal abnormalities associated with Wilms syn-
drome. ] Med Genet 2006; 43:705-15.

Murphy WM, Grignon DJ, Perlman EJ. Kidney tumors in children.
In: Tumors of the Kidney, Bladder, and Urinary Structures. In: Atlas
of Tumor Pathology. 4t Series, Fascicle 1, Armed Forces Institute
of Pathology, Washington DC; 2004. p.47-9.

Weirich A, Leuschner I, Harms D, et al. Clinical impact of histo-
logic subtypes in localized non-anaplastic nephroblastoma treated
according to the trial and study SIOP-9/GPOH. Ann Oncol 2001;
12:311-9.

Beckwith JB, Zuppan CE, Browning NG, Moksness J, Breslow NE.
Histologic analysis of aggressiveness and responsiveness in Wilms’
tumor. Med Pediatr Oncol 1996; 27:422-8.

Dome ]S, Cotton CA, Perlman EJ, et al. Treatment of anaplastic his-
tology Wilms’ tumor: results from the fifth National Wilms” Tumor
Study. J Clin Oncol 2006; 24:2352-8.

Beckwith JB. Precursor lesions of Wilms tumor: clinical and bio-
logical implications. Med Pediatr Oncol 1993; 21:158-68.

Coppes M]J, Arnold M, Beckwith JB, et al. Factors affecting the
risk of contralateral Wilms tumor development: a report from the
National Wilms Tumor Study Group. Cancer 1999; 85:1616-25.
Grundy P, Coppes M. An overview of the clinical and molecular
genetics of Wilms’ tumor. Med Pediatr Oncol 1996; 27:394-97.
Charles AK, Brown KW, Berry PJ. Microdissecting the genetic
events in nephrogenic rests and Wilms’” tumor development. Am J
Pathol 1998; 153:991-1000.

Dome JS, Coppes MJ. Recent advances in Wilms tumor genetics.
Curr Opin Pediatr 2002; 14:5-11.

Rivera MN, Kim WJ, Wells J, et al. An X chromosome gene, WTX, is
commonly inactivated in Wilms tumor. Science 2007; 315:642-5.
Huff V. Wilms tumor genetics: a new, UnX-pected twist to the story.
Cancer Cell 2007; 11:105-7.

Grundy PE, Breslow NE, Li §, et al. Loss of heterozygosity for chro-
mosome 1p and 16q is an adverse prognostic factor in favourable-
histology Wilms tumor: a report from the National Wilms Tumor

34.

35.

36.

37.

38.

39.

40.

41.
42.

43.

44.

45.

46.

47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

Study Group. J Clin Oncol 2005; 23:7312-21.

Bown N, Cotterill SJ, Roberts P, et al. Cytogenetic abnormalities
and clinical outcome in Wilms tumor: A study by the U.K. Cancer
Cytogenetics Group and the UK Children’s Cancer Study Group.
Med Pediatr Oncol 2002; 38:11-21.

Perlman EJ. Pediatric renal tumors: practical updates for the pathol-
ogist. Pediatr Develop Pathol 2005; 8:320-38.

Bardeesy N, Falkoff D, Petruzzi MJ, et al. Anaplastic Wilms’ tumour,
a subtype displaying poor prognosis, harbours p53 gene mutations.
Nat Genet 1994; 7:91-7.

Pritchard-Jones K, Vujanic G. Multiple pathways to Wilms tumor:
how much is genetic? Pediatr Blood Cancer 2006; 47:232-4.
Vujanic GM, Sandstedt B, Dijoud F, Harms D, Delemarre JEM.
Nephrogenic rest associated with a mesoblastic nephroma — what
does it tell us? Pediatr Pathol Lab Med 1995; 15:469-75.
Sutherland RW, Weiner JS, Hicks MJ, Hawkins EP, Chintagumpala
M. Congenital mesoblastic nephroma in a child with the Beckwith-
Wiedemann syndrome. J Urol 1997; 158:1532-3.

Shao L, Hill DA, Perlman EJ. Expression of WT-1, Bcl-2, and CD34
by primary renal spindle cell tumors in children. Pediatr Dev Pathol
2004; 7:577-82.

Beckwith JB. Letter to editor. Pediatr Pathol 1993; 13:885-7.
Knezevich SR, Garnett MJ, Pysher TJ, et al. ETV6-NTRK3 gene
fusion and trisomy 11 establish a histogenetic link between meso-
blastic nephroma and congenital fibrosarcoma. Cancer Res 1998;
58:5046-8.

Argani P, Perlman EJ, Breslow NE, et al. Clear cell sarcoma of the
kidney: a review of 351 cases from the National Wilms" Tumor
Study Group Pathology Center. Am J Surg Pathol 2000; 24:4-18.
Rakheja D, Weinberg AG, Tomlinson GE, Partridge K, Schneider
NR. Translocation (10;17)(q22;p13): a recurrent translocation
in clear cell sarcoma of kidney. Cancer Genet Cytogenet 2004;
154:175-9.

Siebel NL, Li S, Breslow NE, et al. Effects of duration of treatment
on treatment outcome for patients with clear-cell sarcoma of the
kidney: a report from the National Wilms’ Tumor Study Group. |
Clin Oncol 2004; 22:468-73.

Weeks DA, Beckwith JB, Mierau GW, Luckey CW. Rhabdoid tumor
of kidney. A report of 111 cases from the National Wilms’ Tumor
Study Pathology Center. Am J Surg Pathol 1989; 13:439-58.
Vujanic GM, Sandstedt B, Harms D, Bocon-Gibod L, Delemarre
JE. Rhabdoid tumour of the kidney: a clinicopathological study of
22 patients from the International Society of Paediatric Oncology
(SIOP) nephroblastoma file. Histopathology 1996; 28:333-40.
Weeks DA, Beckwith JB, Mierau GW, Zuppan CW. Renal neoplasms
mimicking rhabdoid tumor of kidney. A report from the National
Wilms” Tumor Study Pathology Center. Am J Surg Pathol 1991;
15:1042-54.

Hoot AC, Rus P, Judkins AR, Perlman EJ, Biegel JA. Immunohisto-
chemical analysis of hSNF5/INI1 distinguishes renal and extra-
renal malignant rhabdoid tumors from other pediatric soft tissue
tumors. Am J Surg Pathol 2004; 28:1485-91.

Tomplison GE, Breslow NE, Dome J, et al. Rhabdoid tumor of the
kidney in the National Wilms’ Tumor Group: age at diagnosis as a
prognostic factor. ] Clin Oncol 2005; 23:7641-45.

Vertsteege I, Sevenet N, Lange ], et al. Truncating mutation of hSNF5/
INI1 in aggressive paediatric cancer. Nature 1998; 394:203-6.
Argani P. Metanephric neoplasms: the hyperdifferentiated,
benign end of the Wilms tumor spectrum? Clin Lab Med 2005;
25:379-92.

Joshi V'V, Beckwith JB. Multilocular cyst of the kidney (cystic
nephroma) and cystic, partially differentiated nephroblastoma.
Terminology and criteria for diagnosis. Cancer 1989; 64:466-79.
Luithle T, Szavay P, Furtwangler R, Graf N, Fuchs J. Treatment of
cystic nephroma and cystic, partially cystic nephroblastoma - a
report from the SIOP/GPOH study group. J Urol 2007; 177:294-6.
Vujanic GM, Kelsey A, Perlman EJ, Sandstedt B, Beckwith JB.
Anaplastic sarcoma of the kidney: a clinico-pathologic study of
20 cases of a new entity with polyphenotypic features. Am J Surg
Pathol 2007; [in press].

Huang CC, Cutcliffe C, Coffin C, Sorensen PH, Beckwith JB,
Perlman EJ. Classification of malignant pediatric tumors by gene
expression. Pediatr Blood Cancer 2006; 46:728-38.



CPIMCKW APXWB 3A LIEENTOKYTMHO JIEKAPCTBO

RENAL TUMOURS OF CHILDHOOD:
THE LAST 100 YEARS AND WHERE TO FROM HERE

Gordan M. VUJANIC
Department of Histopathology, School of Medicine, Cardiff University, Cardiff, Great Britain

ABSTRACT

Renal tumours of childhood represent a fascinating
group of tumours in which very significant discoveries have
been made in the last 100 years, leading to better under-
standing of these not only tumours but also tumour in ge-
neral. By studying a large series of renal tumours of child-
hood collected through international multicentre trials,
their clinico-pathological features have been better reco-
gnised resulting in more appropriate treatment and bet-
ter prognosis, numerous new tumour entities have been
identified, and thank to new molecular biology studies and
techniques, many tumour genes and genetic abnormalities
which are important in tumorigenesis have been found. The
most common renal tumour of childhood is Wilms’ tumour,
which is now regarded as the most treatable tumour in chil-
dren with overall survival of 90%. New multicentre trials are
focused on reduction of treatment in order to avoid long-
term sequalae of treatment, but without jeopardising these
excellent survival results. Histopathological studies are
searching for subtypes of Wilms’ tumour, which could be
treated with milder therapy, and in a recently launched trial
patients will be stratified in different treatment groups on
the basis of molecular features of their tumours. Molecular
biology studies have helped us recognising that some renal
tumours are identical to tumours of other sites (such as

cellular mesoblastic nephroma and infantile fibrosarcoma
of soft tissue, renal and extra-renal rhabdoid tumour), as
well as that some tumours of other sites may also occur in
the kidney (primitive neuroectodermal tumour, desmoplas-
tic small round cell tumour, synovial sarcoma). Finally, some
new, kidney-specific entities have been recognised too
(metanephric stromal tumour, metanephric adenofibroma,
anaplastic sarcoma of the kidney). It is very likely that new
advances in molecular biology will result in identification
of features, which are going to be even more important in
predicting tumour behaviour, response to treatment and
prognosis.
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cular biology; Wilms’ tumour genes
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