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OBOCTPAHU AHI'MTOMMOJINIIOM BYBPET A KOJ]
BOJTECHUMIE C TYBEPO3HOM CK/IEPO30M

Pazoje YOJIOBI'R!, Harama YOJIOBM'R?, Hukuua FTPYBOP!, Bragnumup PAITAKY,
Mapujan MUIEB!, Mupjana CTOJKOBI'R!

"Mucruryr 3a 6onectn gurectusHor cucrema, Knmmuuuaku uenrap Cpbuje, Beorpap;
MuctutyT 3a xemaronorujy, Knuunuku uenrap Cp6uje, Beorpag

KPATAK CAZPXAJ

AHTVIOMMOAMNOMM Cy UecTn beHnrHm Tymopu bybpera. Mpema HeKMM Nofauyma, 0Baj TYMOP je AMjarHOCTUKOBAH KO oKo 10
MWUIMOHa Jby AN Y CBETY, Of Yera ce KOf jeAHOor of fjeceT 60NeCHNIKa jaBrba y cknony TybeposHe cknepose. 36or beHnrHe npupoae
aHrvomuonunoma bybpera, XMpypLIKO fleyere Huje MHAMKOBAHO OCUM Kafa je GyHKLMja bybpera yrpoxeHa, Ko TeLUKUX CUMNTO-
Ma WK aKo je TyMOP ¥3a3Bao npecTaHak dyHkLmje Gydpera. OBO je HAPOUMTO 3aCTyNIbEHO Kof OofeCHNKa C TyOepO3HOM CKi1epo-
30M, Jep Cy KOA HVIX OBM TYMOPHM Y BpEMe MoCTaBsbatrba [jujarHo3e 4ecTo bunatepanHy unmn Mory noctatv bunatepantu. lNpvikasaHa
je BapeceTueTBOPOroAMLLFba bonecH1Ua C TY6epo3HOM CKepO30M KOf Koje je aHrMoMmnonnnom oba bybpera AnjarHOCTUKOBaAH
Ceflam rofiviHa npe X1MpypLIKOT Nevetrsa 1 Kog Koje je ypaheHa neBa Hedpektomuja 360r Tymopa Telwkor 5.300 rpama Koju je 13a3sao
Tellke OOOBE, MeXaHWUKe CMeTHe 1 NoTRYHY adyHKUMjy jeaHor bybpera. Vlako Tymopo3saH, ecHu 6yOper Huje AnpaH, jep je rbero-
Ba dyHKLWMja 6una ouyBaHa. lMocie HopmanHor NocTonepaLyoHor Toka bonecHuua je ynyheHa y ogrosapajyhy ycraHosy paau HLA
TMNM3auvje, jep ce oyekrgano aa he BpemeHom 1 GyHkLwja aecHor bybpera butn yrpoxeHa, Te Aa he bonecHnua aohuy dasy kaga
he MopaTu Aa ce ypaae HedpeKToMuja AecHOr Bybpera, TpaHCINaHTauwmja, OAHOCHO XeMOAM]anN3a.

KrbyuHe peuu: Ty0epo3Ha Ckneposa; by6per; aHr vioMYOonMnom

VBOJI

TepmuH ,,TybeposHa ckieposa” ce y IUTepaTypu ja-
B/bAO ¥ NOJ] Ha3UBUMa ,,BypHeBuosa (Bourneville) 60-
nect” u ,enunouja” [1], a ganac ce Hajuemrhe jaBspa mop,
Ha3MBOM ,KOMIUIEKC TybeposHe ckiepose” (tuberous
sclerosis complex). To je peTko ayTO30MHO ZOMMIHAHT-
HO HacC/IeHO 000/berbe Koje Ce OfINKYje eIVIeNCIjoM,
PasIMYNTUM CTEIIEHOM MeHTa/IHe peTapaaruje, cebatie-
O3HMM aJeHOMMMa, XUIIONMNIMEHTUCAHNM, Hajdemrhe
JIMCTONMMKMM Mp/baMa Ha KOXI, YBOPOBMMA, CKIEPOTH-
YHIM Mp/baMa U [IMjaTHAM TYMOPMMa MO3Ta, pabgoMu-
OMIMa CpIla ¥ AHTMOMUONMNUIIOMUMa 6yOpera, HagoyOpe-
ra u maHkpeaca [1, 2]. Kommnekc rybeposHe ckepose ce
jaB/pa xop ocam ox 10.000 >xnBopobhene feue (2, 3], ann
uMa 030M/bHUX MHMIN]ja f1a je 6orecT MHOrO Yerrhe 3a-
CTyI/b€HA HEro WITO ce Myucamno. Hanme, ko MHOTHX
60/IecHIUKA KOjIi MCITyHhaBajy HOBE JUjalHOCTIYKE KPU-
TepujyMe 3abesexxeHe Cy HeIperno3Hare IpoMeHe Ha KO-
KU, OJfHOCHO OKYJITHE JIe3Uje Ha YHYTPallibyiM OPraHu-
Ma [4]. Marnena na je kon BehnHe 60/1ecHIKA KOMITIEKC
TyOepo3He CKIepo3e pe3y/ITaT HoBe MyTallje, I1a 3aTO
HeMa obonennx ocoba mebhy cpopanunma [4]. Kox Be-
hune 6omecHnka ca KomIeKcoM TybeposHe ckiepose
ped je 0 aHOManuju Ha xpomo3somy 9 (9934), ma ce 0Baj
00/11MK 03HaYaBa Kao KOMIUIEKC TybeposHe ckepose 1
[2]. Ko oko 5% 6onecHuka [5] y murtamy je aHoManmja
Ha xpoMmo3soMmy 16 (16q13,3), Te ce oBaj 06K 060/beHa
O3HaYaBa Kao KOMIUTEKC Tybepo3He CKIepose 2, Koja je,
usriesa, deinhe yapyseHa ¢ TeXXUM KIMHUYKUM 00/IN-
KoM 6omectu [6].

ITpomeHe Ha KOXU Y BUAY XUIIOIUTMEHTUCAHNX Mp-
7ba, Koje ¢y Hajuemhe y 061Ky M1CTa, MOTY HACTaT! Ha
pobesy nu ce jaBUTH KacHMje, aly Ce MOHEKAL TexXe
npumehyjy 6e3 Bynose (Wood) ynrpamybudacre mamiie
[2,7, 8]. Koxka Ha TMM MeCTMMa Cafp>Ku Marbe MUTMeH-

Ta, a/IM OH He U30CTaje y HOTIyHOCTH. [IpeyHnk oBux
npomeHa je 1-3 ¢m. Ha koxu dena, m1ymM60cakpanHoOr
npefena, 6yTuHa, alny U APyrie, MOTY ce jaBUTH rpyba
cemedacTa 3afeb/barba Koja Inue Ha OXKVJbKe UK CBU -
cKy koxXy. Ha nmuny, 6pagy u deny jasibajy ce cebarieo-
3HU aJIleHOMM, OOMYHO CMMeTpUYHO pacropebenn, xoju
Hajy cnmKy nenrtupa. To cy MynTune, rpynucase, 6pa-
flaBMYacTe, XyhKacTo-IpBeHKacTe, BOIITAHOMMKE IIa-
nysne npedyHuka 0,1-1 ¢m, Koje cy, mpemMa XMCTOTOIIKUM
Ha/Ia3uMa, y CTBapy aHrMopuopomu. Y KOCMaToM Hemy
I7IaBe 13 O6enn4acTUX XUIOMUT MEHTUCAHNX KOXKHUX MP-
Jba MOTY M3pacTaTy 6e/IMYacTy IpaMeHOBY A/IaKa (Ie/u-
03a). Ha ko> ce MOTy jaBUTM ¥ Be3VIBHOTKMBHY HEBY-
cu (maHrprHCKe Mprbe). Ha rmHIMBaMa u HOKTMMaA MO-
ry Hactatu pubpomn [2, 7].

Enunencuja je TUINYHY [le0 KIMHUYKe CIMKe [2].
[Topemehaju y MeHTaIHOM Pa3Bojy MOTY CaCBUM U30-
cTaTy 1 0cobe MOTy OMTM HOpMajlHe MHTETUICHIIM]je
[4], anu ce vemrhe ncnospaBajy y MInpoKoOM CIHEKTPY, IO-
4eB of 671axux nopemehaja u cMeTHU IpH yUeHy, L0
TellIKe MeHTanHe petappanuje [2]. Ha mosry ce jaBma-
jy cknepormyHe Mprbe, yBopuhu, Kanuudukanmje u
IIpaB1 F}I]/IjaIIHI/I TYMOPH 'y 30HU KOPTEKCa BEIMKOT MO~
3Ta 1 3y MOXKJAaHMX KOMOPa, KOj/I MOTYy JOBECTU JIO
jemHOCTpaHOr MM obocTpaHor xuppouedanyca [2]. Ja-
B/bajy ce u TyMopu u xyhkacre Mmprbe Ha petunn [1, 2].
Pabgommomu cpiia HacTajy Ko oko 60% getie o 18. ro-
puHe. IToHeKkap ce jaB/bajy jOII [OK je ieTe y MaTepuUI,
Kajla ce MOTy OTKpUTH yaTpacoHorpadujom [2]. Ha 6y-
6pesnMa, HagOyOpesyMa 11 MAHKpeacy jaB/bajy ce aHT -
OMMOJINIIOMMU (TyMOp]/[ KpPBHUX CYyOBA, ITTATKNX MM -
ha u macnor tkuBa) [2]. IIpukasyjemo 6onecHuIyy ¢ Ty-
6epO3HOM CKJIEPO30M 11 060CTPAHNM aHTMOMMUOTIIIIO-
Muma 6ybpera xoja je onmepucana y VIHcTuTyTy 3a 60-
necTy furecTUBHOT cricteMa Kimmunuxor nenrpa Cpou-
je y beorpany.
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ITPUKA3 BOJIECHUKA

Bonecunua crapa 24 ropnse, unje je poherme npote-
KJI0 0e3 KOMIUIMKAIINja, Y Y3PacTy Off ieBeT Mecelu 0-
Oua je emuienicujcKe Hamafie ¥ oTafa npuma perobap-
6uTOH. Y y3pacTy off IleT TOfiMHa joj je, 300T II1aBobosba,
ypaben Hamas xommjyrepusoBane Tomorpaduje (CT)
MO3Ta Ha KOM je yodeH TyMop Benukor mosra. [Torsphe-
He Cy M TUIIYHE IPOMeHe Ha KOXKI 1 [IOCTaB/beHa je Au-
jarHosa Ty6eposHe ckepose. [1TaBo6osbe cy ce mojayaie
y y3pacty ox 17 roguza (1997. roguHa), a HOTOM Cy ce ja-
BIWIN 3yjaibe y ylinma, mospahae, xuneprensuja, cia-
O/perbe Bufa 1 OTEXaHO Kperambe. Kaxo je u namas CT
TyMOpa MO3ra II0Ka3ao 3HaTHO yBehatbe, 6omecHm1a je
HOABPIHYTa XMPYPLUIKOM federsy. OfCTpameHn TyMop
BEJIKOT MO3Ta KBaJIM(UKOBaH je Kao IMTaHTOLeNyI-
cku actpouuroMm. [Tocre onepannje 6omecHunA je MMa-
J1a CMeTIbe IIPY KpeTaby, a/lil ce BpeMeHOM Y3 pusnuky
Tepanujy crame nobospurano. Ypaben je n namas CT ab-
JIOMeHa Ha KOojeM Cy yodeHe OpojHe ,,L{UCTUYHe  IpoMe-
He Ha 06a 6y6Opera (Cruka 1), Koje Cy y CKJIOITy OCHOBHE
6onectn cxsahene xao aHrmommonunomu. OyHxuuje
Oy6pera O6uite Cy HOpMaJIHe, @ TEXXUX CUMIITOMA Hitje 6u-
no. Ox 1998. ropguse mmojaBusie Cy ce 6are, anm nporpe-
nupajyhe Terobe y Bupy 60/10Ba, HaeTOCTY ¥ HeJIarof-
HocTu y TpOyxy u nehuma. ITocnenmux Mecenn Terobe
cy ce mojadase. Tpu Mecena pe npujema y 60mHuIfy 60-
MecHMIa je Hanumasa Behe 3afe6/babe y 1eBOj IIONTOBY-
HU TpOYyxa. [Ipernenana je ynrpaconorpadom, a 3aTum
je ypaben n nanas CT abgoMeHa, Ha KOMe ce BUJIeO 3HAT-
Ho yBehan Tymop 6y6pera, Hapounto nesor. Ha Hamasy
MHTpaBeHCKe mujenorpaduje secHu 6yoper fo6po je ny-
90 V1 MIMAO CKOPO HOPMaJIaH, MaKO HEIITO [IPOLIVPEH,
[UjeTIOKANTNKCHNU CUCTEeM, OK 1eBu 6y6per mpaKTUIHO
HIje JTy410, MAKO Cy Ce Ha je[fHOM CHMMKY yO4nyIe ABe
Mame HellpaBIUIHe MpJ/be KOHTpacTa. Ha KOHTpOMHNM
Hanmasuma CT 1 HyK/leapHe MarHeTHe pe30HaHINje MO-
3ra pennpauBa Huje 6uo, Beh cy yodenn camo cyberneH-
AVMaTHN KaanyuuKaTu.

BonecHuma je 61ua cpefme pasBujeHa U yXpamweHa,
ca TUIIMYHMM IPOMeHaMa Ha KOXKI 32 Ty6epO3Hy CKile-
po3y (Ha nuiyy cebarje03Hu afileHOMI y OO/IUKY eNTHpa,

CJINKA 1. CT Hana3 abgomeHa npukasyje Tymop oba bybpera koju aa-
jy cnvky myntunanx umcta (1997. rogunHa).

FIGURE 1. CT scan of the abdomen showing tumours in both kidneys,
which shows multiple cystic lesions (from 1997).
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OpojHe IIpOMeHe Pa3HUX BEINYIHA, HAPOUUTO HA BPATy
U TPYILy, OpOjHe IMCTONMNKe XUIIONUTMEHTalllje, HEeKO-
JINKO OXKM/BHUX IIPOMEHA Ha Yesy, JomeM fieny neba n
OyrrnHama). JleBa momoBnHa abgomeHa 6uia je mpomu-
HEHTHa I Ty Ce MaJINpao BelMKI, OBAJIaH, MajIo IIOMM-
YaH U JIAKO OCET/BUB TYMOP, KOjU ce I'y61o Moj 1eBUM
pebapuum nmykom. Ocranu Hamasyu 6unm cy 6e3 3Havaj-
HUX npoMeHa. JlabopaTopujcku Hanasu, ykpydyjyhn n
HUBO ypeje 1 KpeaTMHNHA, OWIN Cy y TpaHuIiaMa Hop-
MaJIHX BpE€AHOCTU.

YnTpacoHorpadcKuM MperiefoM YOueHo je fia je, mo-
4eB Of] eNUTaCTPUjyMa, LIeo IEBU XUTIOXOHPUjyM 3ay-
31IMajIa XeTeporeHa COMMHA TYMOPCKa Maca IIpevHnKa
ox oko 30 ¢m, y K0joj ce Hanmasmo u nesu 6ybper, Koju
ce HUje M3IBajao 13 Te Mace. TyMopcKa Maca je Ha yiI-
TPasBYYHOM Hajasy uMasna obejexja MacCHOT TKUBA U
y 10j Cy 3a0e/Ie)XeHN CIIOPY YHAYTAHTHY IIPOTOLY Op-
suHe 10-16 cm/s. 'y mpepeny gecHor 6ybpera yrephe-
Ha je CO/IU/IHA TYMOPCKa Maca MCTUX oOesiexja, ann yo-
na Mama (153x100 mm). Mana (cera 67 mm) fyra jo-
OynupaHa clesuHa HeIpaBUIHOT 06/11Ka 6ua je moTu-
CHYTa TOM B€JINKOM TYMOPCKOM MacCOM. ACI_U/[Ta HI/Ije
6uno. Hanmas CT je nokasao pasiuky 30He I'yCTHHE Ma-
CHOT TKVBA J aHTMOMAaTO3He IPOMeHe Y TYMOPY 7IeBOT
Oy6pera. Vicrion crie3nHe neBy xeMnabj0MeH NCITY BbaBa-
J1a je BelMKa TyMOpcKa opmanuja nesor 6ybpera Koja
ce CIyIITaza Ka OTBOPY Kap/ulle, a iecHu 6yoper je Ta-
kobe 61o Tymoposan (Cnuka 2). Huje 6umo ysehannx
[1apaaOPTHNUX U IapaKaBHYUX TMMQHUX XKJIe3]a.

Kpos neBy cybkocranny namaporomujy ypabena je
HedpexToMuja nesor 6ybpera. Tymop texax 5.300 rpa-
Ma OfICTparbeH je 6e3 moBpefe 61110 KOT APYTror OpraHa.
Iecuu 6y6per je 61o takohe 3axBaheH MakpocKomckn
MOTITYHO VICTUM, /) MalbJIM TYMOPOM OIVCaHNUX ITPO-
Mmepa. ExcriupiupaHe cy u iBe KOXKHe IIPOMeHe pajint X1-
CTOJIOMIKOT IIperiefa. IlocTomnepannonn ToK je nmpore-
Kao HOPMaJTHO, OCUM LITO Ce Ha IpeH jaBy/Ia OOMIHA ce-
Kpeuuja muMde 6oraTe MacTuMa, Te je GOTHUIKO Jiede-
b€ PO Y>KEHO NOK CeKpellyja Ha IpeH Hje IOTIIYHO
npectaia. bomecHuna je mymrena kyhm 25. gaHa of orte-
paumje y cacBUM 0OPOM CTamby, C HOpPMATHOM JUype-
30M 1 HOPMa/IHMM /1a00paTOPMjCKIM Ha/IasnMa, YK/by-
gyyjyhu HuBoO ypeje n kpeatunHuHa. CaBeTOBaHO joj je
na ce obpatu Ypornomkoj kananiy KIC pagn HLA tu-

CJIMKA 2. CT Hana3 abaomeHa nprikasyje 3HavajHo yeeharbe oba Ty-
MOpa, HapouunTo nesor (2004. rogrHa).

FIGURE 2. CT scan of the abdomen showing a significant enlarge-
ment of both tumours, paticularly the left one (from 2004).
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nusanuje u npahema gyHnkiuje mpeocramor 6ybpera u
0/1arOBpeMeHOT [Ipefiy3Matba yjannse, OfHOCHO TpaH-
crraHTanuje n HedpekToMuje, Kax pyHkiuja 6ybpera
6yze mocrasa HeOBOJbHA.

Jako yBehan, gedopmucan, TYMOPO3HO M3MetbeH Oy-
Oper BenmmunHe 320x170x165 mm (Cnuka 3) 610 je mako
nobynupane, cuBo-cMebhe rpabe Ha mopuran. Ha npe-
celyMa cy yo4eH! ocTany fieopMyUCaHOT IHje/IOKaTNK-
CHOT CHCTeMa ca IIPOKCYMa/IHUM YPeTepOM IY>KIHe Off
0KO0 60 mm 1 Ipe4yHNKa of, 6 mm, Kao U JeIMMUYIHO U3-
Bal)eHOM MaKpOCKOIICKY HEeIIPOMEEeHOM JIeBOM Haj0y-
OpexXHOM X/1e3[J0M MPKOXXyTe Ooje BenndmHe 55x20x8
mm. Ha TyMopy je yodueHa yecTa MUKCOM[HA JleTeHepa-
Iuja, anm Cy ce Hajuenrhe Bujena mojba Off CUBO-XXyTe
IO CUBO-pyX14acTe 60je, Cpefiibe YBPCTUHE ¥ SKMUTABO-
enacTnyHe koHsucreHuuje (Cnuxa 4). Ha muxpockorn-
CKMM Hajla3MMa Ha TYMOPY Ce youaBajia MelllaBiHa afji-
HOLINTA, Hespeux rmaTkomuinnhaux hemmja u ymuoxe-
HJIX KPBHUX CyZOBa feOennx 3ufosa. Bugenu cy ce Mu-
OTeHI eJIeMEHTH YIIPaBO Y IIepUBACKy/TapHOM pacIope-
Iy, Hajuenrhe BpeTeHacTHUX, 6/1ar0 3a06/beHMX 00/IMKA.
Yucre enurenongne opranusanuje, mehytnm, Huje 6u-
7o. Iluromnnasma je yrmaBHOM O1/Ia CBeT/Ia, BAKYO/IICa-
Ha 1 MECTVMMYHO je MOTUCKMBAIA jefpa Ka repudepu-
ju 1 00JIVIKe [IeYaTHOT IPCTEHA, a BUJIE/N CY Ce U JINIIO-
6mactan o6y hennja (Cruka 5).

LlemynapHocT je 61Ia BenMKa, HyK/IeyCHa aHaIlTa31-
ja Mana u 6e3 IeoMopdusMa, a MUTOTCKM MHJIEKC je
6uo 0/50 hpf. Hexpose Huje 6mmo. CrpoMma je gemom 6u-
JTa MyKOM[HA 11 iereHepucaHa. Tymop je 6110 jacHo orpa-
HUYeH, a/ln je TKNBO 6ybpera OMI0 caMO MECTUMMIYHO
0YyBaHO, I TO IIPETEXKHO IpeMa MIje/I0KaTMKCHOM CH-
cremy n xuycy. C pyre cTpaHe, Tj. IpeMa KaICyIama,
TyMOp Huje 6110 jacHO orpaHnveH. [IaToXncTomomKa au-
jarHosa 6ua je Angiomyolipoma renis. [IBe mpoMeHe Ha
KOXI Cy 6uite BenndmHe 16xX12x6 mm u 13x8x7 mm, y
LIe/IOCTH Cy Ce Hajlasuie M3HaJ enuyiepma, Ouie cy Bepy-
KO3HOT MI3I/Iefja, YBPCTE KOH3NUCTEHIIMje U ieioM pparmi-
He. [TokasuBase cy HeByCHY TyMOPCKY nponudepanujy
MHTpafIePMHO, HEIIOCPeIHO MCIIOf, MICTA b EHOT 11 jaKO I1a-
IMIM30BAHOT XUIepKepaToTuyaHor enujepma (Camka
6). Y enupepmy je 61710 MHOTO KEPATMHCKMX Y€IIOBA, Ha-
POYNTO Yy A€My MHBAarMHMpaHNX eNUAEePMHUX IIPEIKN
npema fy6unn. Hucy yodenn mneomopdusam mmm atu-
IIMja jeflapa, HUTY 3HAYajHMje PeaKliyje CTpoMa y OKO-

CJINKA 3. OncTparbeHn Tymop BennymHe 320x170x165 mm v TexviHe
o4 5.300 rpama.

FIGURE 3. Removed tumour, 320x170x165 mm in diameter, and
weighing 5300 grams.

nuHK TyMopa. Hucy npumehene Murtose Hu Ha jeHOM
Off TIperelaHuX MUKPOCKOIICKUX I107ba. Y OCKY/IHOj Cy-
nepduuMjanHOj CTpoMU yodeHU cy MenaHodaru. Ila-
TOXMCTOIOLIKY Hajas je rimacuo: Naevi naevocellulares
intradermales papillomatosi cutis (No II).

CJINKA 4. Mpecek oacTparbeHor Tymopa.
FIGURE 4. Coss section of tumour.

CJINKA 5. TvnnyHa X1MCTonoWKa opraH13aumja xamapTomaTosHe ne-
3rje C PazNMUUTIM YAeNOM MAaCHOT TKMBA, YMHOXEHUM KPBHUM Cy0-
BMMa ebennx 31ao8a v MuwrhHuM enemeHTma (H&E, 13X).

FIGURE 5. Hamartomatous lesion consisting of mature fat tissue, hy-
perplastic thick-walloed blood vessels and myogenic elements in
varying proportions (H&E, 13x).

S S i :
CNINKA 6. Tymopcka nponudepalnja paspacta TKMBO Oybpera, nokasy-
jyP1 MeLlaBMHY TYMOPCKOT TKMBA M 30HE XMCTOMOLWKM HEMNpPOMEHEHOT,
KOMMPUMOBAHOT UM aTPOGUUHOT peHanHor napeHxmMma (H&E, 13X).
FIGURE 6. Proliferation of tumourous mass throughout renal tissue, re-
vealing a mixture of angiomyolipoma and remnants of atrophic or com-
pressed, but otherwise histologically normal, renal parenchyma (H&E,
13x%).
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OVCKYCUJA

Anrnomunonunomu 6ybpera cy 4ecTu 6eHUTHM TYMO-
pu. IIpema HekuM nmofanMa, Kofi 0Ko 10 MUIMOHA /by
y CBeTY AVjarHOCTMKOBAaHA je OBa BPCTa TYMOPA, a KO
10% myx OBaj TyMOP Ce jaB/ba y CK/IOIYy KOMIIJIEKCA Ty-
6eposne cknepose [9]. OBU TyMOpY, y IPUHIUITY, CIOPO
eBOIyupajy. PeTko ce jaB/bajy Kof fielie, TOce6HO TIpe fe-
cere ropuHe [10]. 3axBaheHocT 6yOpera TyMOpOM y KOM-
IIeKCy Tybepo3He CKIepose uecTo je obocTpana [9, 11].
AHTHOMMONIUIIOM MOXe 0TI MMOTIYHO 6e3 CUMIITOMa
u 6e3omacaH [9, 11], anu n npahen 60mom n maxpockor-
ckoM xemarypujom [10]. Ko Hatue 6omecHuie Tymop je
Iyro 610 6e3 cMMIITOMA, a/1u je u3resa 607 y 1eBOj II07I0-
BMHM TPOYXa HACTAO YC/Ieli KOMITpeCHje Ha CyceiHe opra-
He U IbUXOBE IAVCIOKALMje BEIKOM TYMOPCKOM MacOM.

ITopen aHrnomMmonunoma Ha 6ybpery ce MOry jaBUTH
M LJCTe, HOMUITUCTUYHA 60mecT 1 KapuuHoM [12]. [u-
cre 6ybpera ce mory popmuparyu u 3ato mro tybye 6y-
Opera 6/10KMpajy MajIy peHaTHu aurroMuonumomu [12].
I[Tpareha monunuuncTrana 6omect 6ybpera KIMHIIKMA IO~
4ibe PaHO a IIOC/IeANLIA je BE/IMKe Jeieljyje Ha XpPOMO-
30My 16, koja moraha xako ren kommiekca TybeposHe
CKJIepo3e 2, TaKO U TeH 3a ayTO30MHO JOMMHAHTHY I10-
NULMCTUYHY OOMECT, KOjI Ce Hala3! HEIIOCPETHO IO kbe-
ra [12-14]. Msriena ga mocroju yapysxeHoct usMebhy pe-
Ha/THOT aHTMOMMO/INIIOMA Y TyOepO3HOj CKIIepO3I 1 Te-
mkoha y yuemy, anu Meby m1mMa He IOCTOju alICOMyTHA
Kopemnanyja [12], urto je 3abeme>xeHo u Kop, Haiue H6ose-
CHIUIIE, KOja jé OCMOTOAMILIEGY IIKOJTy 3aBPIINJIA Ca BPJIO
IOOPMM yCIIeXOM 1 KOja Huje IMasia HApOYUTUX IPoOIte-
Ma y y4emy, aln je fjajbe MIKOJIO0Bambe NpeKnHya 360r
YeCTUX Iperyiefia, UCIIUTIBAbA I Ollepaluja.

IMaxo ce Koj OBOT THIA TYMOpa He IT0Ka3yje capKo-
MAaTO3HO METaCTa3NParbe, TYMOP Ce MOXKe IINPUTH Y CH-
CTE€M pE€Ha/THNX BE€Ha MJIN }II/IM(baTI/IKa, Y OKOJIHE JINM-
(hHe HORYCe, 1A M y CrIe3uHY. 3aTO je MHpUITpanuja Ty-
MOPCKIM TKMBOM MMMGHIX HOAYCA Y XMIYCy Hajuenthe
HOCTIeA 1A KOHTHHYMPAHOT M petba TyMopa anmM¢ore-
HVIM, OJHOCHO BaCKy/IapHUM ITyTeM. 360T OeHurHe mpu-
pOofie OBMX TyMOpa, IJIaBHU LIWJb /lederha je Aa ce cadyBa
TKIBO 6y6pera, Ta ce 3aT0, y IPUHIUITY, OBJ TYMOPHU He
Jlede HY MapljaTHOM HM TOTATHOM He(ppPEeKTOMUjOM,
HUTH eMOOIM3anujoM oK rof ¢pyHkuuja Oybpera He
6yne yrposkeHa, OrOTOBO Kajja Cy TyMOpY 060CTpaHu,
IITO HUje PETKO KOJ KOMIIIeKca Tybepo3He cKiepose [9,
11]. Ko naute 6onecuntie ypahena je nedpexromnja e-
Bor 6yOpera, Ipe cBera jep 6y6per yoriure Huje QyHKI[U-
OHICA0, a/mu 1 360r 60710Ba U IPYTUX CMETIBH KOje je TY-
Mop usaspao. [lecHu 6y6per, xoju je Takohe 6uo 3axBa-
hen TymopoMm, Huje fupaH jep je mwerosa ¢pyHKIMja OU-
J1a O4yBaHa, IITO CY IOTBPAYIIE ¥ HOPMa/IHe BPeTHOCTH
ypeje u kpearununa. Mebyrum, Hema cymme fja he ce
BPEMEHOM I Ca JleCHIM OyOperom AecuTi UCTO LITO 1 ca
nesuM. ¥ on he mocreneno ryburu cBojy dyHkuujy u y
jemHOM TpeHyTKy he 6MTH Heonxo HA XeMOAMja/IN3a, Ofi-
HOCHO TpaHCIUIAaHTaI[}ja, TOKOM Koje he BepoBaTHO Ou-
i ypahena u Hedpexkromuja ykonuko He 6yne Mmopaa
6uru ypabena u panuje. 3ato cy 60/1eCHUIIY CaBeTOBA-
Hu HLA tunusanuja u pegosHo npaheme QpyHK1uje 6y-
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Opera, Kako 61 ce 61aroBpeMeHO IIPMMEHMIA HeKa Off TO-
peHaBeJIeHNX TePaNMjCKIX MPOLIEypa MK, Ak, CBe.

3AK/bYYAK

AnrnonunoMmn cy dectu OGeHUrHM Tymopu 6y6pe-
ra, HApOYUTO KoJ| 60/IecCHUKa Koju 60myjy of Tybepo-
3He CKJIepO3e, KOJj KOjUX Cy 4eCTO IpUMapHO 060CTpa-
HU WIM MOTY IIOCTaTy 060CcTpaHu. XMPYyPIIKO /lederbe
je MH[IMKOBAaHO caMo Kajia je TyMOp HOBeO JiO MOTITy-
He adyHK1Mje 6yOpera, Kajja Ty GYHKI[M)Y TEIIKO yTPo-
’KaBa U KaJla [jaje jaKo TeHIKe CUMIITOMeE. Y3IPXKaHOCT y
XVMPYPIIKOM JIeYerby je HApOUUTO HEOIXO[HA KOJ 060-
crpaHux Tymopa. IlpukasaHa je 6omecHura ca Tybepo-
3HOM CKJIEpO30M M 000CTPaHMM aHIMONUIOMUMA Oy-
Opera kof Koje je ypahena HeppekTOMMja camo Ha cTpa-
HI Tfie je TYMOD JOBeo [i0 MOTHyHe abyHKIMje OyOpe-
ra. ®yHk1uja gpyror 6ybpera ocTeneHo cnabm, anm je
u fasbe 3afjoBo/baBajyha. Imak, odexyje ce ga he Tokom
BpeMeHa OMTHU HeolXofH! HedppekToMUja U TOT 6ybpe-
ra ¥ TpaHCIIaHTaluja.
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BILATERAL ANGIOMYOLIPOMA OF THE KIDNEY
IN PATIENT WITH TUBEROUS SCLEROSIS
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ABSTRACT

Angiomyolipomas are relatively frequent tumours of the
kidney. It is believed that about 10 million people worldwide
have such a tumour. About 1/10 of these 10 million are patients
who suffer from tuberous sclerosis. The tumours are frequent-
ly bilateral, slow growing, and usually asymptomatic, as well
as being rare in children. Due to the benign nature of angi-
omyolipomas, surgical treatment and embolisation of the
tumours are generally not recommended, unless renal func-
tion is endangered, the symptoms are severe, or the kidney
in question becomes completely dysfunctional. This is par-
ticularly the case in patients with tuberous sclerosis in whom
these tumours are either already bilateral or may become so.
We present a 24-year-old woman with tuberous sclerosis in
whom bilateral kidney tumours were diagnosed 7 years ear-
lier and in whom we carried out a left nephrectomy of a 5300
gram angiomyolipoma, which caused pain and complete loss

of function. Although tumourous, the right kidney was func-
tional, so it was left untouched. After an uneventful recovery, a
close follow-up was recommended, as well as HLA typing, as it
is highly probable that the right kidney will gradually become
inadequate or completely dysfunctional, so that haemodialy-
sis and/or kidney transplantation along with nephrectomy will
become necessary.
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