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KPATAK CAOPXA)J

YBop XepepuTtapHu HedpuTUC Ce jaBrba y BUAY HEMPOTPECMBHOT 1 MporpecBHor obnuka. Ha noueTky 6onectn npomeHe
KOje ce youaBajy CBETIOCHOM MUKPOCKOMIMjOM CY YeCTO BeoMa Masle, UMyHO)STyOpeCLEHTHI Hanas je HeraTrBaH, a AnjarHo-
3a Ce MO»e NoCTaBUTH CaMO Ha OCHOBY eNleKTPOHCKOMUKPOCKOMCKMX NPpOMeHa Koje cy cnelnduyHe. Y ciyyajeBuma 6onectu
TaHKe 6a3anHe membpaHe ekcrnpecuja [yanactypoBor (Goodpasture) aHTUreHa je u3paxeHa v He pasnnKyje ce ofj ekcnpecuje
3npaBux 6ybpera, Aok je y cyiyyajeBriMa ANIMOPTOBOT CMHAPOMA HEMA WM BEOMa CMakbeHa.

Lwmw papa Lnm papa je 61o pa ce Ha OCHOBY Ayroroguilkber nocmaTpata passoja 6onecty 6ybpera yTBpAM 3Hauaj OTKpU-
Batba [ynacTypoBor aHTUreHa y andepeHumjanHoj AnjarHoCTMLM NPOrPeCUBHOT 1 HEMPOrPeCUBHOT XepeAnTapHor Hedpu-
Trca Kafia cy Mop¢doroLKe NpoMeHe BeoOMa Marie.

MeTop papa AnanusvpaHu cy opabpaHu buoncujckn yzopum Tkrea 6ybpera 6onecHunka ca AnjarHo3om xepeAnTapHor He-
dpuTtnca og 1990. po 2005. rogurHe. NocmaTtpaHo je HanpepoBame 6onectn 6ybpera 14 6onecHMKa C NOYETHUM 065IMKOM An-
nopToBor CMHAPOMA, 10 6onecHMKa Kof Kojux je AujarHOCTKOBaHa 6onecT TaHKe 6a3anHe MembpaHe U WwecT 6onecHrnKa Kog
KOjuX je NocTaB/beHa AujarHo3a HeknacudprkoBaHor xepeanTapHor HeppuTca. Y CBUM CllyyajeBrMa NpUMerbeHa je UHAN-
peKTHa MMyHodnyopecLeHLja ca cepyMmom 6onecHuKa ca [yanacTypoBumM CMHAPOMOM KOZ Kojer je MeTofiom ELISA pokasaH
BUCOK TUTap lyanactypoBor aHTUTeNa.

Pesyntatu Kop 11 op 14 6onecHuKa C enekKTPOHCKOMUKPOCKOMNCKHM [JOKa3aHUM AnnopToBUM CUHAPOMOM, UMyHOdnyope-
CLIeHTHY Hanas ca [yanacTypoBuM aHTUTeNMMa 61O je HeraTmBaH, a Koj TPU NCMUTaHNKa eKCTPEMHO CMakbeH. Y caux 10 cny-
yajeBa Koju Cy AnjarHOCTMKOBAHY Kao 6onecT TaHKe 6a3anHe MembpaHe, iMyHodNyopecLeHTHM Hanas ca [yanacTypoBuMm aH-
TTenuma 6uo je nosntreaH. Koa ABa of WwecT 6onecHrKa ca HeKNacMPUKOBaHNM XxepeanTapHUM HedppuTcom nmyHodyo-
pecueHTHa ekcnpecuja [yanacTypoBor aHTureHa 6vna je jako U3pakeHa, KOA jeiHOT je 61a BeoMa CMakbeHa, a Ko Tpu 60-
NeCcHUKa je Huje 6uno.

3akrbyuak Pe3yntaTi uctpaxkmBarba Cy Nokasanv BeNMKM 3Hayaj oTKprBarba [yAnacTypoBor aHTUreHa y injarHoCTUKOBatkby
xepefuTapHor HepprTMCa, HAPOUMTO OHAA Kafla Ce Ha OCHOBY AOCTYMHOT MaTepujasia He MOXe Npeun3npaTyi Aa n je pey o
NPOrpecMBHOM VI HEMPOTrPECUBHOM TUMY XepeAnTapHOr HedpuTiCca.

KrmbyuHe peun: xepegutapHu Hedputic; ANMopToB CUHAPOM; 60NEeCT TaHKe 6a3anHe MembpaHe; xemaTypuja; fyanacTypos

UDC: 616.61-008.6-097

(Goodpasture) aHTureH

YBO[I

XepenurapHn HepUTIC, TOPOAUIHO HACTIEFHO 060-
Jbebe, MOXKe [Ia Ce PasBije y 0O/IKy IpOrpecuBHOT 060-
/berba OyOpera IIOSHATOT Kao AJIIIOPTOB CHHAPOM, KOJ
Kojer Mop¢oIoLIKe IpoMeHe FOBOE O XPOHNIHE MH-
cybuimjennuje 6yopera [1], mim HerporpecuBHOT 060-
jberba OyOpera MO3HATOT Kao 60/1eCT TaHKe OasaTHe MeM-
6pane (TBM), xop xojer Hema MOP(OTOUIKMX IPOMEHA
WIN Cy OHe BeoMa MaJie ¥ HMKaja He O3y O OLITe-
hema dynxuuje 6yopera. Mopdoromuike mpomeHe Ko-
je ce y pasBujeHoj dasu benexxe y 0ba momeHyTa 06mm-
Ka HaBefleHe cy y Tabemn 1. O6a o6/Ka xepefuTapHOr
He(pUTHCa KIMHNYKY Ce Y TOYETHO] (a3 MCIO/baBajy
Kao acHMMIITOMAaTCKa xemarypuja. KacHuje ce, kako 60-
7IeCT Harpefyje, y HeKMM CrTydajeBuMa Kof 60/mecHmKa
¢ AZIIOPTOBUM CHHAPOMOM, IIOPef, XeMaTypHje, jaB/bajy
u nporenHypuja u omrehemwa gpyrux opraua, mpe cBe-
ra 4yja CIyXa I BUAa, 4uje GasanHe MeMOpaHe campike
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VICTY TUII KOJIaTeHa 4 Kao 1 IIoMepy/iapHa 0a3aiHa MeM-
6pana ('BM).

Y nouetHoj pasu 6oecTn MOpHOIIOLIKE IPOMEHE KOje
ce OTKPUBajy cBeTI0CHOMMKpockorncky (CM) mwin He 1o-
CTOj€, WIN Cy BeOMa MaJie, Te je CaMO Ha OCHOBY OBOT BIJja
UCHNTHBAKA IOCTAB/bakbe IPeL3He AujarHose 60ecTn
Hemoryhe. ¥V 0Boj dasu 6omectn Hu nmyHOIIyOpecIeHT-
Ho (V@) ncnimtmBame, Koje pyTMHCKY 00yXBaTa OTKPUBa-
e flero3uTa nmyHornobyamHa A, G u M, ¢pubpunorena
u KomnorenTn Komiviemenra Cl u C3, uuje of momohn,
jep je n y Anmoprosom crHApomy u y 6omectu TBM Ha-
JIa3 yBeK HeraTusaH [2-4]. [lujarHosa ce Moxe I1OCTaBNU-
TV CaMO Ha OCHOBY (PMHMX ITpOMeHa Koje ce Ha I'BM mo-
Ty OTKPUTH e/IeKTPOHCKOMUKpockorckuM (EM) ncrru-
BameM. Ko HenporpecnBHOr XepennrapHor Hedputica
npuMeHoM EM ce oTKpuBa BeoMa u3paskeHo [udpy3Ho yc-
Tameme 'bM 4nTaBoM meHOM JJy>KMHOM, a OJHOCH Ce Ha
ucrameme mamuue gexse. Crpykrypa 6asante MeMOpa-
He KOja Ce IIPOolierhyje Ha OCHOBY IbeHe eIeKTPOHCKE Iy-
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TABEJIA 1. Mopdonoluke npomeHe y TKrBY Gybpera Koz NporpecyBHOr U HEMPOrpeCcMBHOT XepeanTapHoOr HedpuTrca.
TABLE 1. Morphological changes in renal tissue with nonprogressive and progressive type of hereditary nephritis.

Metop AnnopToB cMHAPOM Bonecr TaHKe 6asanHe memb6paHe

Method Alport’s syndrome Thin basement membrane disease
Me3saHrujanHa nponvrdepaumja, eTanHu rnomepynu, atpoduja noMepynv HenpomerseHn U 6nara

CaetnocHa Tybyna, egem v Grubpo3a NHTepPCTULMjyMa, NeHywase hennje v Me3aHrujanHa nponudepaumja, Tyoynm u

MVKPOCKONWja
Light microscopy

AMMOOLMTHO-MNA3MOLMTHI UHQUNTPATH Y UHTEPCTULM]YMY
Mesangial increase, foetal glomeruli, tubular atrophy, oedema
and interstitial fibrosis, presence of foam cells and infiltration of
interstitium by lymphocytes and plasma cells

MHTEPCTULMjyM 6e3 NpomeHa

Glomeruli appear normal or show minor
mesangial increase, tubules and interstitial are
normal

o npasuny, HeraTviBHa Ha CBe VIMyHOI’ﬂO6yﬂV]He N KOMIMOHEeHTe

o npaswiy, HeratBHa Ha CBe I/IM}/HOFJ'\O6>/J'H/IHG

MmyHodnyopecueHTHa . 1 KOMMOHEHTe KOMM/IEMEHTa; jako MO3WTVBHa Ha
! KoMMnemeHTa, Kao 1 Ha [yanacTypoBs aHTureH (Mm jako cMarbeHa)
MUKpOCKOMWja . . ; . [yAnacTypoB aHTUreH
Conventional immunofluorescence is usually negative; : i )
Immunofluorescent ; : Conventional immunofluorescence is usually
) immunofluorescence showed no expression of o ) )
microscopy - negative; immunofluorescence showed intensive,
Goodpasture antigen ) . . .
high expresssion with Goodpasture antigen
M3paxeHo, andysHo nctarberbe [bM Ha payyH
HenpasunHo cermeHTHO 3aaebsbatbe 1 ncTakberbe [bM ca P , Andy . padty
EnekTpoHcka namviHe AeH3e, Npy Yemy je reHa CTPyKTypa

MVKPOCKOMWja

pacnojasatbem amrHe AeHse (CTPYKTypa Yy Bray MPeXe Ha KoLuy)
Irregular and segmental thickening of the GBM, with splitting and

OuyBaHa (xomoreHa)

Electron microscopy

fragmenting of the lamina densa (basket-weave pattern)

Diffuse, widespread thinning of GBM, while
structure of lamina densa stays unchanged

[BM — rnomepynapHa 6a3anHa membpara / GBM — glomerular basement membrane

CTHHe je HerlpoMerbeHa. MeDyTum, ko 6onecHnka ¢ As-
LIOPTOBUM CYHIPOMOM, Tj. IIPOTPECUBHMM OOIUKOM Xe-
penurapuor Heppuruca, Ha TBM ce youaBajy cTpyKTyp-
He mpoMeHe. OHe ce OfIMKYjy CMEmbJBabeM CerMeHaTa
MCTamema ca CerMeHTNMa 3afieb/parba 6asamHe MeMopa-
He VI ’beHNM PacyI0jaBambeM, Te Ce M3IJIe], 0BAKO N3MeHe-
He 6asanHe MeMOpaHe yropebyje ¢ nsriegom ucrperie-
taHor npyha ua kopmu (t38. basket wave ctpykrypa) [5].

[Tocnepmux nenennja fBafeceTor BeKa MaXKiba MHO-
TUX NCTpaKBa4da 6I/UIa je yCMeEpEHa Ha CINTNBAbLE aH-
TUTeHCKuX cBojcTaBa [BM kop 6ormecHuKa ¢ Xepennurap-
HUM HedpurtucoM [6-8]. VicimTrBama cy mokasasa jja ce
IbeHa aHTHUTeHA CBOjCTBA Membajy ¢ yspactoM [9-11]. [o-
KasaHo je a 'bM HOBOpOheHuanm He Besyje anTu-I'bM
aHTHTeNa cepyMa 6onecHrka ca I'yamactyposum (Good-
pasture) cuaEpoMoM [12], y yspacTy of Tpu Mecela [o
Tpu rogune VI® Hamas je Beoma JUCKPETaH, a Of tpehe
TOIVHE U 'y OJ[Pac/iOM 1106y OTKpUBa ce MHTeH3UBHO V1D
60jerbe, IIITO 3HAYM /1A je MIMYHOJIOMIKA PeaKIyja BesnBa-
wa auTu-I'BM antnrena ca npupopuum I'yamactyposum
aaTnreHoM ['BM Ha NCI TepMMHATHOM HEeKOJIaT€HOM Jie-
JTy MOJIEKy/Ia Ko/lareHa tuma 4 fo6po uspaxena [13-16].
cnmryjyhu osaj Hanmas, Mexoj (McCoy) n capagHumm
[17,18] cy objaBuam fa KOf LIeCT MCIIUTAHMKA C AJIIIOp-
TOBMM CHHIPOMOM Y BbIXOBOM UCTPAKMBAY HItje 61I0
Be3uBama aHTU-I'BM anTuTena sa anrturene 'bM. Cre-
[VIa je YUTaBa peBUja CIMYHMX Halasa [19-26] y cryda-
jeBuma Anmoprosor cuapgpoma. ObjaB/beH Cy pesyniTaTn
MCTpaXKuBama ekcrpecuje ['ymacTypoBor aHTUreHa Kog,
HEIIPOrPeCUBHOT XepefuTapHor Hedpuruca, Kog 6ose-
crut TBM, rfie je yTBpheHa MHTeH3MBHA IO3UTUBHOCT Ay
I'BM koja ogrosapa npesenrayuju ['yamacryposor aH-
THUTeHA VI HeroBoj (PYHKIMOHAIHO] aKTUBHOCTH [27, 28].

Vb PATTA

LIwsb papa je 610 f1a ce Ha OCHOBY [YTOTOUIIIESET 10-
cMarpama pasBoja 6omectu 6yOpera yTBpAM 3Ha4aj OT-

KpuBama ['yracTypoBor aHTUTeHa y JudepeHIjalTHoj
[VjarHOCTUIIY IPOIPECUBHOT ¥ HEIPOTPECUBHOT Xepe-
fuTapHOT HeppuTHCa y MOoYeTHNM asama 60omecT, Ka-
fia cy MopdoJIoLIKe TPOMEHe BeoMa Masle, Te ce Ha OCHO-
By IbUX HE MOJKE IIPEIBUIETI TUII, OMHOCHO IIpOrpecn-
ja 6omectu 6ybpera.

METOJ, PATIA

Ananusupanu cy ogabpany OMOIICHjCKY Y30PLI TKI-
Ba OyOpera 60/1eCHIKa Ca IMjarHO30M XePEeAUTAPHOT He-
¢dpuruca op 1990. fo 2005. rogmue. ITocmarpano je Ha-
npegoBare 6omectr 6ybpera 14 60/1ecHIKA € TOYETHIM
06/mKOM AJIIIOPTOBOT CHHAPOMA (LIECT MCIUTAHNKA U
IleBeT MCIUTAHNIIA, y3pacTa 4-32 roguHe), 10 60/1eCHN-
Ka KOJf KOjuX je sujarHocTukosana 6onect TBM (o mer
ucnuTaHuka oba mosa, yapacra 8-47 roguHa) u urect 60-
JIeCHMKa (IBa MYIIKOT M YeTUPU >KEHCKOT II0JIa, y3pa-
cTa 15-29 ropmHa) KO KOjUX je IOCTaB/beHa JVjarHo-
3a XepelUTapHOT HeppUTNCa, AN TUI Huje feduHICcaH
360r HeafekBaTHOT Martepujana 3a EM ananusy. Y cBum
CIy4ajeBrMa MPVIMEbEHa je MHANPEKTHA NMYHO(IyO-
peciieHIja ca cepyMoM GorecHnka ca ['yamactyposum
CHHJIPOMOM, Y KojeM je MeTofoM ELISA oxasan BUCOK
turap I'ygmacryposor anrurena. Kog 11 of 14 60omecun-
Ka ca EM pokasanum AnnoprosuM cunjgpomom V@ na-
na3 ca ['yamactypoByuM aHTHTeMMA 610 je HeraTUBAH, a
Y TpU CIy4aja eKCTPEMHO cMarbeH. Y cBux 10 cimydajeBa
y kojuma je momohy EM oTkpyBeHO 1udy3HO UCTambembe
I'BM, e je mocTaB/peHa gujarHosa 6onect TBM, VIO ua-
na3 ca I'ygmactypoBuM aHTUTeNMMMA 6MO je MO3UTHBAH.
Kop iBa of mect 60/1ecHMKa ca HEKTaCUPUKOBAHUM Xe-
penuTapHUM HeppUTICOM UMYHO(IYOPECeHTHA eKC-
npecuja I'yamacTypoBor aHTureHa 61a je Beoma nspa-
JKeHa, KOJj je[fHOT je O1Ia BeoMa CMarbeHa, JOK KOJ| TpU
6ornecHuKa Huje 3abemexxena. Y meprogy 1990-2005. ro-
[VHEe KIMHUYKY je IOCMAaTPAHO HAIpefoBame 60IecTn
Oy6pera ncruTaHmKa, a Koy ocam of 14 6omecunka ¢ As-
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HOPTOBUM CUHIPOMOM I 1IecT 60JIeCHMKaA Ca HeK/Tacu-
¢duxoBaHUM XepeguTapHNM HeppUTICOM 06aB/beHA je I
[IOHOBHA 6uoIcuja.

PE3YJITATIN

JIabopaTopmjCKy HAIA3u ¥ KIMHUYKY IIPErIen Io-
Kasajm cy Aa je pyHkuuja 6ybpera ocrtama ouyBaHa KOJ
cBux 10 6osecHNKa KOJ| KOJUX je IOCTaB/beHA AMjarHO3a
6onectu TBM 1 kof Kojux je excrpecuja I'yamactypo-
BOT aHTUTeHa Owia mosutusHa. Op 14 6omecHnKa ¢ An-
TOPTOBMM CHHPOMOM (KO KOjuX je ekcripecuja ['yama-
CTYpOBOT aHTUTeHa 61171a HeTaTMBHa) IOC/Ie CeflaM, 0CaM
U jefaHaecT rOAMHA Of IpBe OGuorcuje Tpy MyIuka 60-
7ecHMKa cy ynyheHa Ha #ujanusy, a moropurame QyHK-
nuje 6ybpera pasnIn4nuTor CTereHa 3a0e/Ie)XeHo je KOf
cBUX 6OJIECHUIKA.

Kop fgBa op nrect 6omecHuKa ca HeKmacu(puKOBaHUM
XepefuTapHIM HepPUTICOM, KO KOjUX je y IIpBoj 61o1I-
cuju npumeHoM V@ oTKpyuBeHa MHTEH3MBHA eKCITpecja
I'ypmactypoBor aHTHUreHa, GyHKIMja Oybpera je ocTasa
HeomTeheHa TOKOM YMTABOT IIETHACCTOTOAUIIILET IIEPU -
ona. I[TonosHa 6noricuja, koja je pahena mpunnkom jegue
TI0jaBe MaKpoXeMaTypuje, KO jeffHoT 60/IecHMKa IoKa-
3ama je EM npomene nmndysHor ncramema I'BM, miro je
ykasarno Ha 6oect TBM. Kog sipyror 6oecHnka y mare-
pujary 3a EM aHanusy Huje 6m1o rioMepyia, Te je sHada-
jaH 610 caMo KIMHMYKI Ha/las HellpoMereHe (PyHKIN-
je 6ybpera y nepuopy og, 12 ropuHa of mpBe I10jaBe Ma-
Kkpoxemarypuje. Koz jennor on Tpu 6osecHmKa ca Hera-
TUBHOM eKcipecujoM ['ymacTypoBor aHTUreHa Hije pa-
hena monosHa 6noricuja (60ecHuK je yOp30 mOCTIe IpBe
6uorncuje ersauTIpao), a Kof fBa 6OIeCHNKa Ca HeraTuB-
HOM U KOJI je[JHOT Ca BeOMa CMarbeHOM eKcripecujom ['yn-
IIacTypOBOI aHTUTE€HA KIIMHMYIKN je yTpreHO IIoCTeIe-
HO moropiuame ¢yHkuuje 6ydpera. [loHoBHa Ouomcuja
je KOJI CBa TpM MCIIMTaHMKa Imokasana EM npomene I'bM
KOje Cy TUIIMYHe 32 AJIIOPTOB CMHPOM, oK ¢y CM Ha-
a3 MesaHrujanHe nposdeparyje, arpoduje kanamha
u Gubpo3e MHTEPCTULMjyMaA Y KOjeM Cy OM/IN U3paXKeHN
TUMQPOLMTHO-IIa3MOLUTHY MHPUITPATH 6unMm mokas
nporpecusHe 6orectu 6yOpera.

IVICKYCUJA

OtkpuBeHn ynrpactpykrypun nopemehaju I'BM u
Kox/eapHe 6asanHe MeMbOpaHe 60MeCHNKA C AIOPTO-
BIUM CHMHJIPOMOM, Ka0 ¥ C/INYHe HEHOPMa/IHOCTH 6asa-
He MeMOpaHe OYHOT COYMBA I YHY TPalllibe MeMOpaHe pe-
THHe, TOBOpe y npuinor Cnuposoj (Spear) xumoresu ja
je moryhe fia cy renetrcku nopemehaju xog AnmopToBor
CHHJIPOMA ITOC/IENIIa AHOMa/INje CTPYKTYPHOT I'e€Ha KOjI
oznpebyje u KoHTpOINIIIE CTPYKTYPY HOMEHYTHUX basas-
Hux MeM6pana [29]. [IpernocraBky fa je ped o mopeme-
hajy konarena moTKpemnmIu cy pesynraTi 610XeMIjcKux
MCTPaXXMBalba Koja Cy OTKpM/IA Jia je KOJ 60/IecHMKa 3a-
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CTYIJb€H CMamheHM CaflpKaj XUPOKCUIIPO/IMHA Y OIHOCY
Ha 0cobe ca HOpMaTHOM, HerpoMereroM I BM. TTnonup-
CKM IIOKyIIaju Aa ce pasjacHn nopemehaj crpykrype TBM
Kof, 60/1ecHMKa ¢ AJIIIOPTOBUM CHHPOMOM 00yXBaTajy
pazoBe y KojuMa je ob6jaB/peHo fa ce ant-I'BM aHTHTeIA
KOJ] 0BMX O0JIecHMKa He Be3yjy 3a [BM, 1mTo yKkasyje wim
Ha HEJOCTAaTaK onpebeme ayTOAHTUTEHA, VIV Ha IbIXO0-
By muchyHkuujy [18-21]. Jaba ncrpaxknBara IoKasasa
cy usocraHak ayroanturesa I'bM na cermenty NCI Ko-
JlareHa TuIla 4, Koju ce He Besyje C aHTUTEe/IMMa U3 Cepy-
ma 6oecunka ca l'ygmacryposum cuagpomom [13, 30].

IMTocmarpame HampegoBama bomectu 6ybpera TokoM
15 ropuHa Kop; 60/mecHmKa ca ANIOPTOBUM CUHIPOMOM,
6oreuthy TBM n xepegnrapaum HeppuTucoM (4nju THUII
Huje fepuHMCaH 360T HeafleKBaTHOT MaTepujaia 3a EM
aHa/IM3y) IIOKA3aJIO0 je [ia je OTKpuBame [yamacTypoBor
aHTHUTreHa 6110 BeoMa fobap IOKasaTe/b passBoja Ooite-
ctu 6y6pera. IToropurame (yHKIMje OBOT OpraHa ycra-
HOBJBEHO je KOJ CBUX 00/IeCHMKa C AJIIIOPTOBUM CUHPO-
MOM, IIITO Ce ¥ OYeKNMBaIo. 3HAYAjHO je [a je eKcIpecuja
ryﬂHaCTypOBOI‘ AHTUTE€Ha Yy TPEHYTKY IOCTaB/batba A1~
jarHO3e y OBVIM CrTydajeByMa Outa HeraTuBHA VN [ipa-
CTUYHO CMarb€Ha y O4HOCY Ha MTHTE€H3VIBHY IO3UTUBHOCT
KOja je ZoKasaHa y 3ppaBuM OyOpesnma. Pyunkuuja Oy-
Opera je ocrasa o4yBaHa Kof cBux 10 60/mecHmKa Koj KO-
jUX je mocraB/beHa fujarnosa 6onectu TBM u xop Kojux
je excripecuja I'yamactypoBor aHTHIeHa 611a IIO3UTHBHA.

3Hauvaj oTKpuBama ['yamacTypoBor anTUreHa y ande-
PEHLMjaTHOj AMjarHOCTULIM IIPOTPECHMBHOT U HETIPOTpe-
CUBHOT XepeJUTapHOT HehPUTHCA HAPOUNTO CE jaCHO BI-
[V IIPY [IOCMATpalby CTarba 60/IeCHNKa ca HeKITacuUKo-
BaHUM xepeanTapHuM Heppurucom. Kox gBa 6onecHnka
KOJI KOjUX je y pBoj 61oncuju npumenom VP sabee-
JK€Ha MHTEH3MBHA eKcipecuja 'yamacTypoBor anTureHa
¢byHkimja 6ybpera je ocrana Heowrehena TokoM unra-
BOT IIETHAECCTOTOANIIIHET IIEPMOJA, a IOHOBHA 6I/IOHCI/Ija
je mokasana 6omect TBM. Kop Ba 6ormecHuKa ca Hera-
TUBHOM U jeJHOT Ca BeOMa CMambeHOM eKcrpecujom I'yp-
IMacTypOBOT aHTUT'€HA, KITNHWIKN je yTpreHO IIOoCTEIIe-
HO moropiname ¢yHkuuje 6ydpera. [loHoBHa 6uoncuja
je KofI cBa TpM MCIIMTaHMKa IToKasana EM npomene I'bM
Koje Cy TUIINYHE 3a AJIIIOPTOB CMH/IPOM, IOK je CM Ha-
a3 MesaHrujcke nponmdepanuje, arpoduje Kanamrnha
1 Gubpose MHTEPCTULIMjyMa, Y KOjeM Cy OV M3paxe-
HI TMMQOIUTHO-IA3MOINTHY HHMITpaTH, 6110 T0Ka3
nporpecusHe 6ojectu 6ybpera.

3AK/bYYAK

PesynTati oBOT MCTpa)kyBama Cy IIOKa3asn Ja je oT-
KpuBame ['yIIacTypoBor aHTUT€HA Y JVIjaTHOCTUKOBAIby
xepepuTapHor Hedputuca 3HadajHO. Kako je excrpecuja
T'ypmacryposor anTnreHa Ko 6omecti TBM nnTensnsHa
U He Pas/IiKYyje Ce Off eKCIIpecuje y 3gpaBuM OyOpesnma,
TOK KOZ AJIIOPTOBOT CMHAPOMA IPAKTUYHO He ITOCTO-
ju, OBaj METOJI IMa OTPOMHY BPEJHOCT KaJia Cé Ha OCHO-
BY JOCTYIIHOT MaTepMjajia He MOKe IIPOLIeHUTH fia JII je
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pe4 0 IpOrpeCMBHOM WIN HENIPOTPECMBHOM TUITY X€pe-
puTapHOTr Hedpuruca (HIp. y Ho4eTHUM da3ama Xepe-
puTapHOr Hedpuruca, Kaga CM IIpoMeHe jomr HICY U3-
paxeHe,a EM ananmsy, Koja jefiuHa faje IpenyusaH Ofiro-
BOp, 13 O1/I0 Kojer passora Hije Moryhe nsBectn).

CaBpemeHa UCTpaKMBalba Cy [TOKa3asa fja ce Kof, Al-
IIOPTOBOT CHHAIPOMA Hamase fo6po neduHmcaHe abHOP-
MaJHOCTH y eKcIpecuju ofpebennx manara xomareHa 4
(al-a6). OTKpMBambeM OBUX KOMIIOHEHTH MOXe ce II0-
CTaBUTH NpENM3HA JUjarH03a AJIOPTOBOT CYHAPOMA I
y Clly4ajeBMMa C IIOYETHUM, jOUI HEIOBO/bHO pa3Buje-
HUM Mop¢oIomKNM IpoMeHaMma. Hamra ncnuruBama
Cy IOKa3asa Jja TOTOBO JICTY BPEHOCT MIMa U OTKpMBa-
we ['yamacTypoBor aHTureHa, MeToJ| y KojeM ce KOpu-
cTu cepyM bormecHnKa ca ['yamacTypoBUM CHHPOMOM Y
KojeM je sabenmexkeHa BUCOKa KOHIleHTparuja ['ygmacTy-
poBor aHTHUTeHa. Y nopebemy ca cKynum MeTogyuMa OT-
KpuBame anda-naHana konareHa V@, orkpusame I'yxn-
IIaCTypPOBOT AaHTUTEHA Ce II0Ka3a/10 Ka0 BeOMa KOPUCTAaH
U IOY3[jaH METOJ Y KOjeM Ce KOPUCTe IPAKTUIHO Oec-
IUIaTHA AHTUTEA.

HAIIOMEHA

Pap je penumudno ypabeH y oxBupy mpojexra 6poj
145046 MuHMCTapCTBA 32 HAYKy U 3aIITUTY >KMBOTHE
cpennne Penry6rmke Cpbuje.
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THE SIGNIFICANCE OF GOODPASTURE ANTIGEN IN HEREDITARY NEPHRITIS
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INTRODUCTION Two types of hereditary nephritis, nonpro-
gressive and progressive, clinically present as asymptomatic
haematuria, sometimes combined with proteinuria. At the
onset, in both types, light microscopic changes are minimal,
immunofluorescence findings are negative, and diagnosis can
be made only upon electron microscopic findings that are
considered to be specific.

OBJECTIVE The aim of this study was to determine the sig-
nificance of Goodpasture antigen detection in diagnosis of
progressive and nonprogressive hereditary nephritis in its
early phase.

METHOD Analysis of renal biopsy specimens was done in
patients with hereditary nephritis that were followed from
1990 to 2005. Progression of renal disease was examined
in 14 patients with Alport’s syndrome, 10 patients with thin
basement membrane disease, and 6 patients with unclassi-
fied hereditary nephritis diagnosed. For all these cases, indi-
rect immunofluorescence study with serum from a patient
with high titer of Goodpasture autoantibodies that recognize
the antigenic determinants in human glomerular and tubu-
lar basement membrane was performed.

RESULTS In 11 out of 14 cases diagnosed as Alport’s syn-
drome, there was negative staining with Goodpasture serum,
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and in 3 additional cases with Alport’s syndrome, expression
of Goodpasture antigen in glomerular basement membrane
and thin basement membrane was highly reduced. In all 10
patients with thin basement membrane disease, immuno-
fluorescence showed intensive, bright linear staining with
Goodpasture serum along glomerular and tubular basement
membrane. In 2 out of 6 patients with unclassified hereditary
nephritis, Goodpasture antigen expression was very strong,
in one patient it was very reduced, and in 3 patients it was
negative.

CONCLUSION The results of our study show that Goodpasture
antigen detection plays a very important role in differen-
tial diagnosis of progressive and nonpregressive hereditary
nephritis, particularly in early phases of the disease.

Key words: Alport’s syndrome; hereditary nephritis; thin ba-
sement membrane disease; haematuria; Goodpasture antigen

Gordana BASTA-JOVANOVIC

Jase Prodanovic¢a 32, 11000 Beograd
Tel.: 011 2769 027

E-mail: jovanovicOl@yahoo.com





