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IHONINMIOMNCTVNYHA BOJIECT BYBPEI'A - AHAJIM3A
OBAYKIIMMTOHOT MATEPUJAJTIA U3 ITEPUOJA 1987-2007. TOOVIHE

Camwa PAIIOJEBU'R-IIKOJPURY, Jbumana BOI'JJAHOBIU'RY,
Munena JOBAHOBW'RL!, Misana BAPAJIVI'R?, Mapuna CABVIH3, Mapko KYKHMKY,
Camwa CIMI'h-OI'PMI3OBI'R3, l'opgana BACTA-JOBAHOBI'R!

IMHCTUTYT 32 MaTonOrujy, Mennuuackn dakynteT YHuBepsurera y beorpany, beorpan;
2,Benedapm” AJl Xonpuur komnanuja, beorpapn;
SVIHcTUTyT 3a Hedponorujy u yponorujy, Knuanaku nenrap Cpouje, beorpan

KPATAK CALIP?KA)J

YBopa lNMonuumctnuHa 6onect 6ybpera je HacnefHo obosbetbe Koje 3axBaTa 0ba 6ybpera v MOPHONOLLKM Ce OANMKYje Benu-
KiM 6pojem LucTa y TKuBy 6ybpera, LWTo BpeMeHOM BOAW Ka XPOHMYHO]j C/1aboCTL OBOT OpraHa.

Lium papa Lnmb paga je 61o fa ce aHanu3unpajy yuyectanoct noanuyucTnyHe 6onectr 6ybpera, KIMHUYKM nojauy UCUTaHu-
Ka 1 MOpbONOLWKM NapameTpu.

MeTop papa Y MHcTtutyTy 3a natonorujy MeguumHckor pakynteta YHuBepsuTeTta y beorpagy y nepunogy 1987-2007. roguHe
JMjarHOCTMKOBaHa Cy YKYMHO 33 cniyyaja nonuyuctuuHe 6onectn 6ybpera kog ogpacnux v 20 ciydajeBa Kog HoBopoheHuaaw.
Pesyntatu bonect nonnunctnuHmx 6ybpera je kog ogpacnmx 6una noajeAHako 3acTynbeHa Kog oba nona. MpoceyHa cTa-
pocT 6onecHuKka 6una je 52 roguHe. Y 20 cnydajeBa (66,7%) Huje 3abenexeHa yapy»eHOCT ca UMCTama y APYriM OpraHnma,
HWTW ca Apyrum BaHOybpexHUm MmaHndecTauujama. Kog octanux 13 ncnutaHuka (39,4%) ycTaHoB/bEHe Cy LMCTe Ha jeTpu (§;
61,5%) n naHkpeacy (5; 38,5%), AOK je y jeqHOM Cyyajy OTKpUBEHa AunaTaumja cemeHnx KaHanuha (7,7%). Kog Aa ncnutanu-
Ka, mopep LnCTU Ha jeTpy, 3abenexeHe cy aHeypusme apTepuja 6ase mo3ra (15,4%). Hajuewhu y3pok cmpTi ogpacnnx 6one-
CHMKa ca NONNUMUCTUYHIUM Bybpe3nma 6una je XpoHuuHa nHcyduumjeHunja bybpera (y 27 cnydajesa; 81,8%). MonuumctnyHa
6onect 6ybpera je 6una yewha Koa myLike HoBopoheHuaaun (70%). VicnutaHa HoBopoheHuag cy y npoceky 6una yspacTta o
Mecel AaHa. Y neT cnyyaja (40%) 3abenexeHa je dubposa jetpe. Hajuewhu y3pok cmpTu 6una je cnabocT ancajHmux opraHa
(75%), 3aTvm cenca n XpoHUYHa UHcyduLmjeHymja bybpera (25%).

3ak/byuak Pe3syntatyi aHanmse MopONOLWKMNX U KIMHUYKUX ofIMKa 06a 06n1Ka nonmumctuyHe 6onectn 6ybpera He pa3nu-
Kyjy ce MHOTO O MofaTtaka Apyrvx aytopa. lo3HaBarbe eTmonatoreHese nonuuncTyHe 6onectn 6ybpera omoryhuhe y y-
ayhHoCTM 605be MOPdONOLLKO 1 KNMHNYKO AMjarHOCTMKOBakbE OBe 60M1ecTy, a caMyM TUM 1 60Jbe ieuere 6onecHrKa 1 no-
60osbluarbe NPOrHo3e HIXOBOT CTakba.

KmbyuHe peun: nonvunctmuHa 6onect bybpera; 064yKLMOHM MaTepujas; ayTO30MHO AOMUHAHTHU O6MMK; ayTO30MHO peLie-

CUBHU 06NKK

YBO[I

IMonuuncruana 6omect 6y6bpera (ITBB) je nacmenHo
obospeme Koje 3axBara 0oba 6ybpera 1 MOp¢oIOLKY ce
OJIVKYyje BelMKuM OpojeM LucTa y TKUBY OBOT OpraHa
KOj€e 3aMelbYjy IberoB IaPEHXNM, IITO BPEMEHOM BOAM Ka
XPOHUYHO] MHCYprujeHnnju 6ybpera. Pasimnkyjy ce aBa
o6muka ITBB: ayrosomuo gomuuautau o6k (AITBB),
KOju Ce jaB/ba KOJ, OJpac/MX 0coba, 1 ayTO30MHO pelle-
cuBHE 061K (APIIBB), xoju ce jaB/ba Koj HOBOpoheH-
qanmm [1].

On AJITIBB, koja ce Hacnebyje ayT030MHO HOMMHAHT-
HO, 00071eBajy IOfjjefHAKO U MYIIKapLy 1 KeHe, a 60-
JIECHUIIM MMajy jemHoT obonernor poanTemba u 50% pu-
3MKa Jja [IPeHecy 000/bere Ha IIOTOMCTBO. Y4eCTaocT
AJIIBB je 1:1.000. Kox 10% 6omecHuka passuja ce Tep-
MMHATHA MHCyuunjeHnuja 6yopera, a 50% mux ,,yma-
3u” y TepMuHaNIHY MHCybunujeHnujy 6ybpera go 60. ro-
nuHe. CMatpa ce 1a 61U ce MPaKTUYHO KOJ| CBakKe 0coba
HOCHOLIA My TaI[yje KOja yClIoB/baBa 60/1eCT pasBusie Lu-
cre o 70. roguse [2]. Ob6onene ocobe cy xeTeposuro-
TU, Tj. IMAjy jeflaH MyTUPAH U jeflaH HOPMaJIaH aJIe]l, I1a,
mpeMa ToMe, nMajy pusuk of 50% na he 6omect npee-
T HA IIOTOMCTBO. MebyTI/IM, 3a HACTaHAaK OUCTU MHOI'
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MCTPKUBAYM CMATPajy [ia je HoTpebHa U [pyra, COMAT-
cka MyTanuja [3].

APIIBB, koja ce Hacnehyje ayTo30MHO perjecuBHO, ja-
Bba ce pebe og AIITIBB, ¢ yuecranouthy og 1:20.000 [4-
8]. Panujn Hasus ,MHQAHTIIHA TOMUINCTUIHA 6OTECT
Oy6pera” je HamywITeH, jep ce 60/IECT MOXKE MCIIO/BUTH
U TIOCIIe TIPBE TOAVHE IO pohemy, a ICTO TaKo U APYTH
o6y nomuuucrudre 6omectn 6ybpera Mory ce mpe-
3€HTOBAT! y HEOHATATHOM Vi Iepuopy ofojueta [9, 10].
O614HO ce jaB/ba y HEOHATATHOM IIEPHOJY M 4eCTO je
yApy>KeHa ca ¢pubposom jerpe. Hajueurhn yspok cmptn
je MHCyUIIMjeHIIMja AMCajHUX OpraHa 360r XMIIOIIa-
suje wiyha; creme cerca u XpoHMYHA MHCYQUIVjeHIN-
ja 6ybpera. Ko crapuje fele 1CIo/paBajy ce CUMIITO-
My oborienie jeTpe — Off aKyTHOT XONTAHTUTHUCA [0 IIUPO-
3e jerpe [11].

[Ipema focajalibuM Ca3HABUMA, IOCTOj€ TPU Pa3/In-
4MTa TeHa Koja Cy OAroBopHa 3a HacTaHak I1bb: PKD-1,
PKD-2 n PKD-3. Mytaumje rena PKD-1 ce Hanase KOf
85% 6onecuuxa ca AJITIBB, myTanuje PKD-2 xox 10-15%
obosenmnx 0coba, fox ce PKD-3 jaB/pa y 3aHEMap/bUBOM
6poj criygajeBa. [Jocap je onucano 200 MyTanyja resa
PKD-1n Byme o, 50 mytanuja rea PKD-2 [12-14]. Knn-
HMYKa C/IMKa 6OJIeCTH y Haue/ly He 3aBUCH Off TOTa KO-
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¥ je TeH My TMpaH, any ce MIaK cMarpa ga tun 2 AJITIIBb
uMa 6711 TOK ca TEPMIHATHOM MHCY(QUINjeHINjOM
6y6pera, koja HacTaje 10-12 rogmHa KacHMje HETO KOJ,
tuna 1 [15]. [TomuiuctuH 1, IpOTeNHCKY IPOU3BOJ Te-
Ha PKD-1, BeoMa je BeNVKH 1 €BOTyTUBHO Oo4yBaH. To je
IJIMKOIIPOTENH CacTaB/beH Off 4.302 aMUHOKICENIMHE, MO-
nexycke TexxuHe off 460 kDa. IlonuuycTus 2, IponsBof,
rera PKD-2, taxkobe je cacraBuu feo hemujcxe mem6pa-
He, ca LIIeCT TpaHCMeMOpaHCKux foMeHa. VsrpaheH je on
968 ammHOKuCcenmHa 1 nMa npubmokHo 110 kDa. Hosu-
ja McTpakmBama IOKasyjy Aa MomMIucTH 1 n 2 mebhy-
COOHO pearyjy IpeKo CBOjUX JOMEHA Y LUTOIIA3MI, Ka0
U Jja NO/IMIVICTYH 2 IIPeKO APYror OMeHa MOKe JIa XO-
MOJIMEPU3Y]e, Tj. la pearyje ca JpyTuM MOJIEKY/IOM I10-
mmuycTuaa 2. O6a MONMNINCTIHA YIeCTBY]Y Y CTBapamy
BEJIVIKOT ,, TO/INIIMCTUHCKOT KOMIUTIEKCA  , KOjU Pery/Iuiie
yHyTaphemujcke curnante myTese [16]. Excripecuja mo-
NULMCTVHA U3BaH Oybpera yKasyje Ha CUCTEMCKY IIpH-
pony 6ormecTi 1 Ha BIUXOBO JUPEKTHO yuemnrhe y pasBo-
jy yopyxenux nopemehaja xox I16b [17].

I1IBE je wecTo ynpyskeHa ca nucTamMa y IpyTUMM Opra-
Huma. Hajuemrhe je ynpyskena ca umcrama y jerpn (75%)
u Ha maHkpeacy (10%) [18]. Ocrane BanbybpexxHe Ma-
HudecTauyje Cy MHTpaKpaHUjalIHe ¥ eKCTpaKpaHMjasl-
He a"eypusMe (5-10%), I¥BEPTUKY/IM KOJIOHA I IIPOJIAIIC
MuTpanHe Bansyie (25%). CucreMcKa XuIepTeHsuja je
wecta kog AJIITBD u morabha 50-75% 6onecHnka mpe 1mo-
JeTKa XpOHMYHe MHCyunujeriuje 6yopera, a u ybpaa-
Ba HaIIpefjoBarbe 00/IeCTH 10 Kpajibe (hase.

Vb PATTA

Lwse pama je 6uo fa ce aHAIMBUPA]y YIECTATOCT
AJIIBB 1 APIIBB, knmHmdky mopamny 60IeCHUKA U MOP-
(oo mapamerpu 6OIECTIL.

METO]I PATA

OBa peTpocCIeKTUBHA CTyAMja je 06yxBaTuia 0OayK-
LUOHM MaTepujal VIHCTUTyTa 3a maronorujy Memnuuus-
cKor dakynreTa YHuBepautera y beorpany. Ananmusupa-
HI Cy crry4ajeBu ocoba obonenux o AITIBb u APITBB
Koju cy ob6mykoBaHn y mepnoxy 1987-2007. roguue. AHa-
NUSMPaHN Cy KIMHIYKM Hopary (cTapocT u 1mon 6ore-
CHIKA, Y3POK CMPTH, YAPYXKEHOCT ca APYTUM LCTaMa 1
Apyrum 6yOpesxHIM 1 BaHOYOpeskHIM MaHMdecTanuja-
Ma) u Mopdorotike opuke 6omectu (BenudanHa 6yopera,
U3ITIef, Be/MYMHA 1M CafipyKaj LCTa, M3IJIe]] apeHX1Ma
6y6pera). Ocnm y3poka CMpPTH, aHA/IUSUPAHE CY 1 IpyTe
CriennpUIHOCTI: €BEeHTya/IHa TPAHCIUIAaHTaIja OyOpe-
ra, ederbe fujanusama, Moryhn passoj KapiHoMa Ia-
penxuma 6ybpera 1 TpaH3NUIMOLETY/IAPHOT KAPLIVHO-
Ma u3 mucra'y oksupy I1bb.

Kapa cy y nuramy cay4ajesu ca APIIBD, ko mux je,
HopeJi ITapaMeTapa Koju Cy HaBe[leH! y LM/bY Pajia, Ha-
pounTa maXka 611/1a ycMepeHa Ha y3pOK CMPTH U IIO-

crojame pubpose jeTpe, Koja je decta KOf 60/IeCHNKa ca
APIIBb.

PE3YIITATIN

Y MHcTuTyTy 3a maronorujy MeanmuHckor dakynTe-
Ta YHuBepsurera y beorpany cy y nepuony 1987-2007.
rofuHe oyjarHocTukosana 33 crygaja AJIIBD un 20 cy-
yajeBa APIIbBB.

AJITIBB je 6una mopjesHako 3acTyI/beHa Kop, o6a
norna. I[Tpoceuna crapoct 6oecHuka 6mia je 52 ropu-
He (pacmoH 40-74 roguse). Y 20 ciry4ajeBa (66,7%) Hu-
je 3abenexxena ynpysxxenoct AJITIBB ca mucrama y apy-
TUM OPTaHMMa, HUTH Ca APYTUM BaHOYOPEKHUM MaHN-
decranmjama. Y mpeoctamux 13 crmydajeBa (39,4%) mo-
CTOjajie Cy LMCTe, M TO: KO, 0caM 6OJIeCHNKa Ha jeTpu
(61,5%), xox et Ha maHKpeacy (38,5%), JOK je KOT, jen-
HOT 60JIeCHIKa, IIOpPe]] LIMCTa Ha NTaHKpeacy, 3abeexe-
Ha U AyiaTanyja ceMeHux kananuha (7,7%). Kox gBa 60-
JIECHMKa, TIOpeJ] IIMCTH Ha jeTPH, IIOCTOjasie Cy U aHey-
pusme aprepuja 6aze mosra (15,4%). Kop gBa 6omecun-
ka ca AJITIBB ypabena je rpancmmanranuja 6y6pera, on
KOjuX jepHa KapaBepyuHa. Hajuemthu yspok cmptu 60-
necunka ca AJITIBB 6ma je TepMyHaniHa MHCYyUIMjeH-
nuja 6y6pera (xox 27 6omecHuxa; 81,8%). [Isa 6omecun-
Ka (6%) ca AIIIBD cy ympia ycien KpBapema y MO3Ly
360r pynType aHeypu3Mu KPBHIUX Cy[oBa 6ase M03ra, a
getnpu 6omecHuka (12%) ycnen nngapkra cpua. Hu y
jeTHOM aHa/IM3MPAHOM CITy4ajy HMje OTKPMBEH MajIur-
HI TyMOp Oy6pera.

Maxpockorcku usriern Oybpera je y CBUM aHa/IU3M-
paHuM ciy4ajeByMa 6110 TOTOBO UEHTUYAH; jemMHO ce
BenunHa GyOpera pasimKoBaja of CIydaja o CIydaja,
a 6ura je msmeby 700 rpama u 2 kmtorpama 1o 6y6pery.
Kop cBux ncnmTaHmka youdeHe cy fudysHo pacyTe LucTe,
pasmmunTe BemuanHe (Off HEKOIMKO MUIVIMETApa 10 He-
KOJIMKO L[eHTI/IMeTapa) " UCITYIbE€HE Pa3/ININTUM Callp-
KajeM (cepo3aH, THOjHI, XeMOpParn4daH UTH. ), 1 arpoduja
napenxuma 6ybpera ycen Tix 6pOjHIX LUCTIL.

APIIBB je 6wa uerrtha xop fewaka (70%). Viconranu-
uu ca APITBB cy y mpocexy 6umn y3pacra of Mecer] fa-
Ha. Kop meT HoBOpobhenwanu (40%) anjarHocTnKoBaHa je
¢ubposa jerpe. Hajuemrthn yspox cmpry 61ta je nucydu-
IVjeHIja AMcajHuX oprasa (75%), a 3aTVM ceTica u Tep-
MMHaTHA MHCYpunmjeHnnja 6ybpera (25%).

Maxkpockorncku, 6y6pesu cy 6unu ysehanu u fo 10
HyTa y OGHOCY Ha HOpMajHe 6ybpere, 1 nmam 6pojHe
LIICTE Koje ¢y Audy3HO IpoXKuMaje mapeHxnM 6yope-
ra. CBe 1jyICTe, IIPEYHIKA OF OKO 2 i, O1Ie CY UCITybe-
He 61cTpoM ceposHoM Teunouthy. Buie cy nokanmsosa-
He y KOpTeKCy 1 Memynu Oybpera. XucTomaronomuKom
C/IMKOM aHAIM3UPAHNUX CIy4ajeBa JOMUHIPaIe Cy LICTe
OKpY>KeHe KOIIKaCTVM eIIUTEIOM. Y TI0jeJTHIM LIJiCTaMa
youeHa je poKaTHa XuIepIUIa3yja enutena. Bemmke nucre
Cy 0614HO Oute TOKaIN30BaHe CYyOKAIICyTapHO U MMaje
jaxo 3ajie6/baH 31, CAaCTaB/beH Off 3PE/IOT BE3UBHOT TKI-
Ba. OcTaTak IIapeHxMa je IOKa3uBao 3HaKe aTpoduje.

295



CPMCKW APXWB 3A LLEENOKYMHO JIEKAPCTBO

IVICKYCUJA

ITosnaro je ga ce gujarnosa AJIITIBB Mmoxxe mocrasuTn
caMo Kajia ce 60/1eCT K/IMHIYKM VICIIO/BbY 1 Kajia je IIopo-
IMIHa aHaMHe3a jacHa. Tox 6omecTu Huje 1aKko mpaTuTy,
jep oH mpoTnde Hajuemrhe 6€3 KIIMHNYKUX CUMITOMA: TO-
KOM XXJMBOTHOT BeKa OTKpJje ce Maibe Off II0/I0BUHE 000-
nemux ocoba [19,20]. AIITIBB je y ananusupaHoM mare-
pujary 611a IIO/IjefHAKO 3aCTYI/bEeHA U KO MyLIKapara
U KOJJ XK€Ha, LIITO je y CaIJTaCHOCTY C IIOfaliMa U3 JIUTe-
parype [1, 2]. IIpoceuna crapoct 6omecHnka 6mna je 52
TOIMHeE, IITO je TaKoDe y car/lacHOCTH ca IoJaluMa Apy-
rux ayropa [1, 2]. Hajueurhu yspok cmpri 6ua je tep-
MMHaTHA MHCy$unnjernuja 6yopera (81,8%); cene nH-
¢apxr cpia (12%) n MHTpaKpaHyjanrHo KpBapemwe (6,2%).
IMoparu us nuTepaType MOKasyjy Aa oKo 6% 6GomecHnka
yMpe Off UHTPAaKpaHMja/IHUX Y eKCTPaKPaHMjaTHUX KPBa-
pemba, LITO je, KAKO Cce BUJY, TaKoDe y caI/lacHOCTH ¢ pe-
3y/ITaTOM KOjU je HOoOVjeH y HallleM MCTpakuBamy [21].
IIpeBanennyja MHTPaKpaHUjaTHUX AHEYPUSMHI Y HEKMM
cryanjama je 6% wiyu ZBOCTPYKO BHIE KOJ, O0/MecHNUKa
C IOPOUYHOM II0jaBOM aHeypusmyu [22]. Bansynapau
nopemehaju cy veuthn xop 6omecunka ca A[IITBB nero
KOJI 37paBux ocoba. [Ipema pesyarartiMa HeKMX CTy[U-
ja, xop aK 26% 6omecHMKa Geexxu ce pOoJIaTc MUTPA-
He BajBye [23]. Y HameM ncrpaxusamy, MehyTim, Hu-
je 3abermexxeH HIjejaH CIy4aj BaAByIapHUX mopemehaja.
Y nmurepaTypu ce Kao 4ecTa KOMIUIMKaIlMja Takohe 1mo-
MUbe IUBEPTUKYIUTHUC ca epdopanyjom 1 paTagHIM
ucxozoM [19]. Y Halem aHanM3MpaHOM MaTepujany Hi-
je 6o McnMTaHMKA ca IMBEPTMKYIaMa KolIoHa. Jlocap
je IpMjaB/beHO HEKOIMKO CIy4ajeBa KapLMHOMa ITapeH-
xuMa 6y6pera, Kao U TPaH3MLMOLETYNTapPHOT KapLIMHO-
Ma Oy6pera xoju ce passno n3 nucta AJITIBB [24]. Y Ha-
HIEM aHA/IM3MPAHOM MaTepUjaly Hije AMjarHOCTMKOBAH
HIjefjaH Ma/lUrHy TymMop 6y6pera. 3a iBa ciyd4aja je 1o-
6ujen mogaTak fa je ypabewna tpancmmanranuja 6yope-
ra, off KOjUX KOJI jeflHOT GOJIeCHMKA Off IPeMUHYJIOT fia-
Baola, a/I O OBUM C/Iy4ajeBuMa He MOXKEMO JleTa/bHuje
AVICKYTOBATH C 063I/IPOM Ha OCKyIHE KJIMHUWYKE ITOAAaT-
Ke KOjI Cy IOCTaB/beHM. JeINHO IITO Cé MOXKE KOHCTATO-
BaTyU Ha OOYKIMOHOM MaTepujajry jecTe Aa ce OBM IIO-
mmyctTidHN 6y6pesn MOpQOIOUIKY HICY Pas3/INKOBa-
7M1 OJ OCTA/IMX CIy4ajeBa y KOjuMa Hyje JOILIIO IO TPaH-
crtanranuje 6ybpera.

Koz 61,5% ananmsnpaHnx NCOMTAHUKA CY, HOPE, IiM-
cTuuHux Oy6Opera, youene u uucre Ha jerpu. OBaj mpo-
eHar je 613y mogarka o, 75%, Koju je 06jaB/beH y pa-
IoBMMa Apyrux ayropa [18]. MebyTnm, passoj nucra y
jerpu He foBozau o cmabocru jerpe. Oba oprana, u jerpe
u OyOper, 1IMajy ceKpeTOPHO-PeaIcopILjcKy GpyHKI-
jy, anm, 3a pasnuKy of jerpe, 6ybper uma u ¢puaTparo-
Hy ¢yuknujy. OmrrehemeM MHTEPCTUIIYMA FOTA3U KO
omrrehema u ¢pwrrpanyone GyHKIMje, JOK CEKPELjcKa
U pearcopIImjcKa MOry O6MTI 04yBaHe JOK IOfl je Liup-
Kynauuja agexsarHa. OBuM ce objalimbaBa Ofip)KaBaibe
¢dyHKIUje jeTpe U IOpes pasBoja LVCTa. 3aHUM/bUB je
nopaTak o yapyxenoctu AJIIIBB ca uucrama y mankpe-
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acy, Koja ce, IpeMa IoflaljyiMa 13 JINTePaType, jaB/ba KOJ
0K0 10% 6onechuka [18]. OHa je y HallleM HCTPaXXUBatbY
3abernexxeHa Kof, 38% MCINTAHNKA, IIITO je CKOPO YeTupu
nyTa denrhe Hero y pafoByuMa IpyIuUX ayTopa. Y jefHOM
CITy4ajy, IOpeJ, MCTa Ha TAHKpeacy, yo4eHa je 1 fyiaTa-
IVja ceMeHMX KaHannha y Buly QUCTHYHUX popManyja,
IITO 3aCaf Y IUTePaTypu Hiije 06jaB/beHO.

Kop cBux ncriurannka napenxum 6yopera je 6uo jako
arpodyvaH 1 jefiBa yOUWbUB yC/Ie BEMKOT Opoja L1CTa.
C 0631poM Ha TO fia je ped 0 06AYKIMOHOM MaTepyjaLy,
Tj. ogMaKIoj a3y 60/ecTy, OBaKaB U3ITe], ApEeHXIMa
ce 1 o4ekuBao. CaMo y paHoj a3y 60mecTyt mapeHxnm
Oy6pera je yr/laBHOM OYyBaH I Tajia e OOMIHO KIMHIY-
KU JMjarHOCTHKYje CaMO XUIIePTeH31ja, a MOP(OIOLIKI
3ame6parbe 3mia neBe Komope [25].

APIIBB je y HaieMm ucTpakusamy Oua dernha Kop
MYIIKe HOBopobquamA, HITO je CyIPOTHO NOJALMMa U3
nUTepaType, y KojuiMa ce HaBOJM jeIHaKa pacnojena 1o
nony [9]. CBu McMTaHUIM Cy OMIM y3pacTa Off Mecel]
JaHa; HAPABHO, NMa 1 GOJIECHVKA KOjI [IPEXXUBE U fy)Ke
ox Mmecer; gana. Hajomaxku o6/mmiu 6omecTn Mory aa ce
OTKPMjy TOKOM IIPBE FO/IMHE WM KacHMj€ y NEeTUILCTBY.
Kop crapuje gete 6o/ect ce MCII0/baBa KIVMHIUYKIM 3Ha-
I[Ma NopTHe xurneprensyje. OMIITe je MPaBMIIO fia fieTia
ca cmkoM APTIBE y panujeM y3pacTy MMajy Texu 06/ImK
oBe 6ostect, a TeXXe 000/berbe jeTpe ZOMUHMPA KOJ, Je-
I1e ca KacHIjoM rpeseHTanyjom 6omectn [12]. Hajuenthn
y3poK cMpTu Koj ucnnranuka ca APTIBB 6ua je uncy-
¢uunjennnja gucajuux oprana (75%), wro je y cxmagy
¢ mofanuMa n3 aureparype [26, 27]. Ha gpyrom mecty
Y3pOKa CMPTU 1 Y JINTEPATYPU U 'Y aHAIM3VIPAHUM CITy-
JajeBMMa HaJlase ce Cerca M TepMUHaTHA MHCYULIMjeH-
ija 6ybpera. Hanme, 56% obornene felie Koja JOKUBE
npBu poheHaH HIje Y TePMIHATHOj MHCYPUIIMjeHIVjI
Oy6pera un y 15. ropuem [28].

3AK/bYYAK

Mopdoromke 1 KIMHNYKE OJJIMKE MCIUTAHMKA Ca
AJITIBb n APIIBD He opcTymajy MHOTO Off mojaraka y
nmutepatypu. IlosnaBame eTnomnarorenese I1bb omory-
huhe y 6ynyhuocTn 60/be MOpQoIOLIKO ¥ KITMHIYKO AH-
jarHOCTMKOBatbe OBe 60JIeCTH, @ CAMUM TUM I BeHO 60-
Jbe Jiederbe 1 II000/bIlIarbe IPOTHO3€ CTaba 00TeCHNKA.

HAIIOMEHA

Pap je memmmudHo ypaben y okBupy mpojexra 6poj
145046 MuHMCTapCTBa 3a HAYKy M 3alITUTY KMBOTHE
cpenune Perry6nnke Cpouje.

JIUTEPATYPA

1. Liapis H, Winyar P. Polycystic kidney disease. In: Jennette JC,
Olson JL, Schwartz MM, Silva FG, editors. Heptinstall’s Pathology
of the Kidney. Philadelphia: Lippincott Williams & Wilkins; 2007.



CPMCKW APXIB 3A LIENTOKYMHO JIEKAPCTBO

p.1259-1300.

2. Sessa A, Ghiggeri GM, Turco AE. Autosomal dominant polycys-
tic kidney disease: clinical and genetic aspects. ] Nephrol 1997;
10:295-310.

3. Koptides M, Deltas CC. Autosomal dominant polycystic kidney dis-
ease: molecular genetics and molecular pathogenesis. Hum Genet
20005 107:115-6.

4. Guay-Woodford LM, Desmond RA. Autosomal recessive poly-
cystic kidney disease: The clinical experience in North America.
Pediatrics 2003; 111(Pt 1):1072-80.

5. Roy S, Dillon MJ, Trompeter RS, Barratt TM. Autosomal recessive
polycystic kidney disease: Long-term outcome of neonatal survi-
vors. Pediatr Nephrol 1997; 11:302-6.

6. Harris PC, Rossetti S. Molecular genetics of autosomal recessive
polycystic kidney disease. Mol Genet Metab 2004; 81:75-85.

7. Bergmann C, Senderek J, Schneider F, et al. PKHD1 mutations in
families requesting prenatal diagnosis for autosomal recessive poly-
cystic kidney disease (ARPKD). Hum Mutat 2004; 23:487-95.

8. Fonck C, Chauveau D, Gagnadoux MF, et al. Autosomal recessive
polycystic kidney disease in adulthood. Nephrol Dial Transplant
2001; 16:1648-52.

9. McDonald RA, Watkins SL, Avner ED. Polycystic kidney disease. In:
Barrat TM, Avner ED, Harmon WE, editors. Pediatric Nephrology.
Baltimore: Lippincott Williams & Wilkins; 1999. p.459-474.

10. Gagnadoux ME Broyer M. Polycystic kidney disease in children.
In: Davision AM, Cameron JS, Grunfeld JP, Kerr DNS, Ritz E,
Winearls CG, editors. Oxford Textbook of Clinical Nephrology.
Oxford: Oxford University Press; 1998. p.2385-2393.

11. Parfrey PS. Autosomal-recessive polycystic kidney disease. Kidney
Int 2005; 67:1638-48.

12. Gabow PA. Autosomal dominant polycystic kidney disease. N Engl
J Med 1993; 29:329-32.

13. Johnson AM, Gabow PA. Identification of patients with autosomal
dominant polycystic kidney disease at highest risk for end-stage
renal disease. ] Am Soc Nephrol 1997; 8:1560-7.

14. Ong AC, Harris PC. Molecular pathogenesis of ADPKD: The poly-
cystin complex gets complex. Kidney Int 2005; 67:1234-47.

15. Hateboer N, van Dijk MA, Bogdanova N, et al. Comparison of phe-
notypes of polycystic kidney diseases types 1 and 2. Lancet 1999;
353:103-7.

16. Sweeney WE Jr, Avner ED. New insights into the molecular
pathophysiology of polycystic kidney disease. Kidney Int 1999;
55:1187-97.

17. Harris P. Autosomal polycystic kidney disease: clues to pathogen-
esis. Hum Mol Genet 1999; 8:1861-6.

18. Chatha RK, Johnson AM, Rothberg PG, et al. Von Hippel-Lindau
disease masquerading as autosomal dominant polycystic kidney
disease. Am J Kidney Dis 2001; 37:852-8.

19. Parfrey PS, Bear JC, Morgan J, et al. The diagnosis and progno-
sis of autosomal polycystic kidney disease. N Engl ] Med 1990;
323:1085-90.

20. Gabow PA, Johnson AM, Kaehny WD. Factors affecting the prog-
nosis of renal disease in autosomal-dominant polycystic kidney dis-
ease. Kidney Int 1992; 41:1311-9.

21. Fick GM, Johnson AM, Hammond WS, Gabow PA. Causes of
death in autosomal dominant polycystic kidney disease. ] Am Soc
Nephrol 1995; 5:2048-56.

22. Ruggieri P, Poulos N, Masaryk T, Ross J, Obuchowski N,
Awad TA. Occult intracranial aneurysms in polycystic kidney
disease:screening with MR angiography. Radiology 1994; 191:33-9.

23. Schievink WI, Torres VE, Piepgras DG, Wiebers DO. Saccular
intracranial aneurysms in autosomal polycystic kidney disease. ]
Am Soc Nephrol 1992; 3:88-95.

24. Bernstein J, Evan AP, Gardner KD Jr. Epithelial hyperplasia in
human polycystic kidney diseases. Its role in pathogenesis and risk
of neoplasia. Am J Pathol 1987; 129:92.

25. Zeier M, Geberth S, Schmidt KC, Mandelbaum A, Ritz E. Elevated
blood pressure profile and left ventricular mass in children and
young adults with autosomal polycystic kidney disease. ] Am Soc
Nephrol 1993; 3:1451-7.

26. Zerres K, Rudnik-Schoneborn S, Deget E et al. Autosomal rece-
sive polycystic kidney disease in 115 children: clinical presentation,
course and influence of gender. Arbeitgemeinschaft fur Pediatische
Nephrologie. Acta Pediatr 1996; 85:437-45.

27. Roy S, Dillon MJ, Trompeter RS, Barrat TM. Autosomal recessive
polycystic kidney disease:long term outcome of neonatal survivors.
Pediatr Nephrol 1997; 11:302-6.

28. Gagnadouch MF, Habib R, Levy M, Brunelle E Broyer M. Cystic
renal diseases in children. Adv Nephrol 1989; 18:33-58.

POLYCYSTIC KIDNEY DISEASE — AUTOPSY REVIEW FROM THE PERIOD 1987-2007

Sanja RADOJEVIC-SKODRICY, Ljiliana BOGDANOVIC?, Milena JOVANOVIC!,
Ivana BARALIC2, Marina SAVIN3, Gordana BASTA-JOVANOVIC!

TInstitute of Pathology, School of Medicine, University of Belgrade, Belgrade;
2Velefarm AD Holding company, Belgrade; 3Institute for Nephrology and Urology, Clinical Centre of Serbia, Belgrade

INTRODUCTION Polycystic kidney disease is an inherited kid-
ney disease that affects both kidneys and it is characterized
by diffuse replacement of renal parenchyma by thousands
of microcysts. In time, renal insufficiency develops. There are
two forms of PKD: ADPKD, which is detected in adults (chil-
dren are rarely affected), and ARPKD, which is detected in neo-
nates (later presentations do occur, but rarely).

OBJECTIVE The aim of this study was to analyse frequency
of polycystic kidney disease, clinical data and morphologi-
cal characteristics.

METHOD At the Institute of Pathology, School of Medicine,
Belgrade, there were detected 33 cases of ADPKD and 20
cases of ARPKD between 1987 and 2007.

RESULTS There were no differences between incidence of
ADPKD in males and females. Average age of patients with
ADPKD was 52 years. In 20 (66.7%) cases of ADPKD there
were neither extrarenal cysts nor extrarenal manifestations
detected. In other 13 cases, we detected extrarenal cysts:
hepatic cysts in 8 cases, pancreatic cysts in 5 cases. In two
cases, hepatic cysts were associated with intracranial (arach-
noid cysts) and extracranial aneurysms. The most frequent

cause of death in patients with ADPKD was end-stage dis-
ease. ARPKD affects more often male children compared to
female. 70% of children with ARPKD were male. The mean
age of patients with ARPKD was 1 month. 5 patients (40%)
had hepatic fibrosis. The most frequent cause of death was
respiratory insufficiency (75%). In 25% of patients, the cause
of death was sepsis and renal insufficiency.

CONCLUSION Morphological and clinical manifestations of
the analysed cases of both types of PKD are fairly consistent
with literature data. Better knowing of aethiopathogenesis
of PKD will facilitate early diagnosis, based on clinical and
morphological characteristics and better management of the
disease.

Key words: polycystic kidney disease; autopsy material;
ADPKD; ARPKD
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