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KPATAK CAAPXA)J

YBop AnnoptoB cuHgpom (AC) n 6eHurHa damunujapHa xematypuja (BOX) knrHWuKKM ce Hajuewwhe rcnosbasajy xemaTypu-
joM ca npoTenHypwujom unu 6e3 ke, y3 MHOTe KIVHUYKE CUMNTOMe noBe3aHe ¢ damunujapHum nopemehajuma. Moctoje ja-
CHe KNMHM4YKe 1 mopdonoluke pasnvke nsmehy AC n bOX, HapounTo y KacHujum dpasama 6onectu. Matonowko-mopponoLuke
npomeHe Koje JOMUHMPajy Yy 06e 6onecT Cy ucTatbeHe rnomepynapHe MembpaHe 1 H1XoBa N3yBrjaHOCT, @ MOCcebHO cy 3Ha-
yajHe nesuje weHor cpefmer cnoja (lamina densa). MocToje MOPGONOLLKY 1 XUCTONOLWKMN efleMeHTY 3a npeno3HaBakbe AC 1
6eHUrHe pekypeHTHe xemaTypuje NoMohy CBETNIOCHOT MUKPOCKOMA, anu je 3a NocTaB/bakbe KOHauHe finjarHo3e HeonxoAHa
npUMeHa enekTPOHCKe MUKPOCKOMUje.

Lium papa Lums papa je 610 fa ce npriMeHOM CBETIOCHE MUKPOCKOMMje NCMNTajy MaTOXMCTONOLWKe NpoMeHe Kof 6onecHu-
Ka C xepeanTapHUm HedponaTrjama Kof Kojux je AnjarHo3a notBphHeHa enekpoHCKOMUKPOCKOMCKOM aHaM30M, Te fja ce Ha
Taj HauMH NPOLEHN AWjarHOCTNUKIM 3Hauaj cBeTnocHe mukpockonuje y AC n BOX, umajyhn y Bualy To fa eneKTpoHCKOMUKPO-
CKOIMCKa [jMjarHoCTuKa Huje yBeK AOCTYyMHa.

MeTtop papa AHanusmpaHo je 48 6uoncmjckrx y3opaka TKrea 6ybpera 6onecHuka ¢ xepeamtapHum HepponaTtujama npume-
HOM CBETIOCHE 1 eNeKTPOHCKe MUKpocKonuje. TK1BO je dukcrpaHo y nydpepursoBaHom napadopmangexugy, ykanyrnbeHo y
napaduH 1 60jeHo XxeMaToKCMANH-eo31MHOM, MejcoHoBUM Tprxpomom (Masson’s trichrome), PAS (periodic acid-Schiff) n cunsep-
MeTeHaM1HOM. TKMBO 3a TPAHCMWCMOHY eNeKTPOHCKY MUKPOCKOMMjy GrKCUPaHO je y 4eTBOPOMOCTOTHOM Nypepr3oBaHOM
riyTap-angexuay 1 noctGrkcMpaHo y jeqHONoCTOTHOM OCMUjyM-TeTpaoKcuay. locne aexuapatalyje yKanyrnbeHo je y ernoHy.
Pe3syntatn CBETNOCHOMUKPOCKONCKYM Hana3 ucnutaHmka ca AC nokasao je nctareHe rnomepynapHe 6asanHe membpaHe, cer-
MeHTHa UCTatberba NapujeTanHor nncta boymanose (Bowman) vaype, neHacte uHtepctuumjanHe henuje (exrn. foam cells), de-
TasnHe rnomepyne, TybynapHe ekTasuje, atpodujy Tybyna v nHTepcTuumjanHy ¢rnbposy. Hanasu 6uoncuje Tkusa bybpera uc-
nuTaHnka ca BOX oTkpunu cy yobuyajeHn MopdonoLwwKm nsrnes Ha CBETI0CHO] MKPOCKONWjW, 6e3 ynaasbuBMX NaTonoLWKmX
nesuja. omepynu Cy Manm HarnaweH me3saHrujaaHn MaTpuKc, a y BeRnHM y3opaka youeHu Cy 1 epuTpoLnTmn y cybkancynap-
HOM NpOCTOPY. YNTPaCcTPYKTypHa aHanu3a cBrx b1uoncyja je noTBpAUNa AnjarHo3y xepeantapHe Hepponatuje.

3akmyuak OBO 1CTPaxMBatbe je yKasano Ha To fja kog 6onecHnka ca AC n bOX Hana3s fobrjeH NPUMEHOM CBETIIOCHE MUKPO-
cKomnuje Moxe Aa byfie BeoMa KOpPKCTaH Ha My Ty OA Nperno3HaBatba XepeAnTapHe HedpponaTuje 10 NocTaB/batba KOHaYHe An-
jarHose, Koja Npynaga ynTpacTpyKTypHOM Hanasy.

KmbyuHe peun: xepegutapHa Hedpponatuja; Guoncuja; enekTpoHCKa MUKPOCKOMIja; naTonoruja

UDC: 616.61-008.6-076-056.7

VBOTI

XepenurapHe Heppomaruje Anmopros cuagpoM (AC)
u 6ennrna ¢pammwmjapaa xemarypuja (BPX), koja ce ge-
CTO HasuBa 1 60/IeCT TAHKKUX Oa3aTHUX MeMOpaHa, K-
HUYKM ce Hajuemhe 1CIO/baBajy XeMaTypUjoM ca IIpo-
TeI/IHypI/IjOM nnu 6e3 b€, y3 MHOI'€ K/IMHNYIKE CUMIITO-
Me noBesaHe ¢ ¢pammujapauM nopemehajuma. Kog AC
ce, y HEKOIMKO TeHepaluja, y3 IpOrpecuBHY XeMaTypuj-
cku He(PUTHCG, jaBjba U HeypanHo omTeheme cryxa. [Tpa-
tehe nesnje cy omrehema uyma Bupga, nepebpanHe guc-
byHKIMje, HOMMHEYPOIIaTHje, MXTIO033, TPOMOOLIUTOIIe-

H1je, mopemehaj dyHKIMje THpeOnHe M apaTHPEeOns-
He x1eszie u Apyro. AC u BOX ce mopdoomku mpero-
3Hajy II0 M3YBUjaHOCTH 1 MICTakbelby ITIOMepy/iapHe Oa-
samHe MeMbpane (I'bM). Vmak, mocroje jacHe KTMHNYKE
u mopdorouike pasmuke n3mehy AC u BOX, napounto
y KacHujuM dasama 6onecti. [TaTosorko-Mopdoonke
IIPOMeHe KOje JOMMHUPajy y 06e 6omecTu cy ncTameHe
I'BM. Kog B®X fomunanTHa ne3uja je ucramena [bM c
OYYBaHOM CTPYKTypoM, ok Koi AC ctpykrypa 'bM mno-
Kasyje 6pojHe maronomke npomere. [lopen ncramema,
yIag/buBa je \beHa U3YBUjaHOCT, 4 TOCeOHO Cy 3HAYajHe
nesuje cpenmer coja (lamina densa), kaxo je u ommca-
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HO Y MHOTUM PajIOBMMa O XepeAnuTapHUM Hedpomaruja-
Ma [1-9]. CmiraHe n1e3uje y I7TOMepyInMa jaBrbajy ce KOf
13B. nail-patella cunppoma, rmomepynonaruje tumna III Ko-
narena u Ilupconosor (Pierson) cunppoma. OBe nesuje
MOTY Ce IIPENO3HATH CAMO €/IEKTPOHCKOMUKPOCKOIICKOM
aHa/mM3oM TKmBa 6yb6pera [10, 11]. AC, win xepegurap-
HIL He()PUTYC, KIMHNYKI Ce MCIO0/baBa Kao MPOrPecuB-
Ha pammnjapha 6omect y3 ourreheme cyxa 1 nMa Ma-
mranju Tok of BOX, xoja MMa 3HATHO 60/bY IIPOTHO3Y.
ITocToje MOPOIOLIKY 1 XMCTOIOIKY €/IEMEHTI 32 TIpe-
HO3HaBakbe OBUX 0O/IECTH Ha CBETTIOCHOj MIUKPOCKOIINj U
(CM), anu je 3a mocTaB/barbe KOHAYHE [UjarHO3€ HEOI-
XOJIHA IPMMEHa eleKTPoHCKe MuKpockonuje (EM). Oso
je mOCe6HO 3HAYAjHO jep ce caMO IIPUMEHOM OBe T€XHN-
Ke MO>Ke 00jaCHITH [TOPEKJIO HepasjalllibeHe XeMaTypu-
je xox meme [12-15].

/b PAJTA

Llwp papa je 610 fa ce IPUMEHOM CBET/IOCHE MUKPO-
CKOIIMje MCINTAjy IaTOXNCTOIOLIKE IIPOMeHe Kofi 60-
JlecHUKA ¢ XepenuTapHnM Heppomatrjama (AC, BOX)
KOJI KOjMX je ijarHosa morspheHa eneKpoHCKOMMKPO-
CKOIICKOM aHa/IM30M, T€ /la C€ Ha Taj HaUMH IIPOLIeHN [~
jarHOCTMYKM 3Ha4aj CBeTI0CHe MUKpockommje y AC n
B®X, numajyhn y Buny na EM gujarHoctiika Huje yBek
TOCTYIIHA.

METOJ, PATIA

AHa/mM3MpaHo je 48 61ONICHjCKUX y30paKa TKuBa Oy-
Opera 6o/mecHuKa ¢ XeperuTapHNM Hedpormarujama. Tku-
BO je puKCHpaHo y mydeprusoBaHoM mapadopManmexmu-
Iy, YKaJIyIUbeHO y mapaduH n 60jeHO MeToAMMa: XeMa-
rokcunuu-eosuH (HE), Masson’s trichrome, PAS (periodic
acid-Schiff) u Jones’ methenamine silver. Tkuso 3a TpaH-
CMICHOHY €/IeKTPOHCKY MUKPOCKOINjY GUKCUPAHO je y
YeTBOPOIIPOLIEHTHOM ITy(hepI30BAHOM ITTy TAP-A/LEXVLY
U TOCT(UKCUPAHO Y jefHOIPOLIEHTHOM OCMIjyM-TeTpa-
okcupy. Ilocne pexupparanuje yKaayIbeHO je Y eloHy.
IToryTaHKM TKMBHU ITpecerin 60jeHN Cy MEeTOfIOM TOTyH-
IVH-IUIaBUM, @ YITPATaHKU IIpecelll ypaHWI-aleTaTOM.

PE3YIITATI

XMCTOIATOIONIKY Ha/Ta3 CBET/IOCHE MUKPOCKOIIIje ¥
30 aHa/MM3MpaHUX OMONICHjCKUX y30paKa 6yOpera ca AC
MMA0 je c9aH MOPGOJIONIKY M3T/IeR. JJOMIHAHTaH Ha-
J1a3 Ha I7IOMepy/InMa 611a je ¢1abo fo yMepeHo uspaxe-
Ha MesaHrujanHa henmjcka mponudepannja, fOK ¢y gpy-
re HEHOPMA/THOCTH O117Ie Matbe U3PaXkKeHe, KA0 CEeTMEHT-
Ha npormdeparyja Me3aHIMjaTHIX U eHA0TeTHuX henn-
ja. TBM cy 6uste ncrameHe, KOJ, II0jefIHUX IJIOMepy/Ia
Cmabo BUA/BbUBE, IAYIMHACTOT U3I/IEAA, a OPOj IIoMepy-
napuux hemmja 6uo je cmamwen (Crnuka 1). Petku cy 6u-
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JIU TI0jeAMHAYHY [IOMEPY/IN ca IIOGATHOM CKIEPO3OM,
Kao J1 CerMeHTHe ernTenHe hopMalyje y BUAY ITOIyMe-
cenia (eHIVL. crescent), JOK Cy I/IOMepy/IapHO-KaIICy/lapHe
cunexuje u anxesuje derrhe subene (Cnuka 2). Yrephe-
Ha Cy U CETMEHTHA MCTambebha apujeTanHor mucTa boy-
MaHOBe (Bowman) 4aype. GeTanmHu II1I0Mepyu cy yode-
HIy 18 aHamusupanux 6uoncujcknx ysopaka (Cmka 3).
Yecre cy 6ue doxanna arpoduja TyOyma u MHTEPCTH-
1ujanHa Gropo3a c 0OuyBaHUM OKOTHUM MOPQOIOLUIKIM
usrinenom (Cnuke 4 n 5). Pokanna guaranuja Tybyna u

o e S e N A it .

CJIUKA 1. [nomepyn ca TaHKUM rOMepynapHUM 6asanHnm memopa-
Hama, OCKYAHUM Me3aHTUjanH1UM MaTPUKCOM 1 HOPManHOM Lenynap-
Howhy (HE, x350).

FIGURE 1. Abnormally thin and delicate glomerular basement mem-
branes associated with scanty mesangial matrix and normal cellularity
of the glomerulus (HE, x350).

CJINKA 2. [nomepyn HopmarHe x1CTonolke rpabe (neso); rnomepyn
3axsaheH ckneposom (necHo) (Jones methenamine silver, x250).
FIGURE 2. Normal glomerulus (left); complete glomerular sclerosis (ri-
ght) Jones methenamine silver, x250).

FIGURE 3. Foetal glomerulus (PAS, x250).
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TyOyIapHe eKTasnje cy Takohe youeHe y aHa/IU3MPAHOM
tkuBy (Cruxa 6). [Tenacre unrepcrunnjante hennje (en-
1. foam cells) cy 3abenexxeHe y 20 GMOICHjCKMX y30paKa
(Cnuka 7). Buomncuje pahene xop ncnurannka ca BOX Ha
CBET/IOCHOj MUKPOCKOIINj! MMasle cy Hajuernhe yobida-
jeHyt MOPGOTIOIIKY M3I/IEf, 6e3 YIIa//bIBIX IATOMTOMIKIX
nesuja. I'momepynu ¢y MMany HarlalleH Me3aHTUjaTHu
MaTpPMKC, a y BehuHy OnoIcnja youeHn cy epuTpoLnTi
y cyOKamncymapHoM mpocTopy, pebe y nymeny Ty6yna, y
(basama pacrnagarma Kao XeMOITIOOMHYPIjCKIL IIUTMEHT.

cTrumjanHom drbposom (PAS, x250).
FIGURE 4. Focal areas of minimal interstitial fibrosis and tubular atrop-
hy (PAS, x250).

i N W - o s T
CJIUKA 5. ATpoduja OCHOBHUX CTPYKTypa HedpoHa: rnomepya 1 Ty-
6ynapHor cuctema (HE, x150).

FIGURE 5. An unusual atrophy of nephrons, glomeruli and tubuli (HE,
x150).

CNUKA 6. DokanHa frnatauwja Tybyna nctareHmnx 6asanHux MemobpaHa
C aTpodunuHUM enutenHum henvjama — TybynapHa ektasuja (PAS, x250).
FIGURE 6. The tubules are dilated with patchy marked attenuation of
the epithelial cells — tubular ectasia (PAS, x250).

VmyHodayopecuenTtra anamusa (VD) je ypabera xop
32 6onecHuKa, Ifie je IocTojano oprosapajyhe Tkuso 3a
oBy anamm3y. Op 20 6uoncuja Tkusa ncnmrannka ca AC,
y 12 cy orkpuBenu c1abo uspaxkeHu rpaHy/IapHu JeIo-
sutu C3 y Me3aHIujymy riomepyna, a y 10 y3opaka Ou-
TN Cy YAPYKeHM ca IgA memosuTyMa MCTe TOKanmM3aIm-
je. Y tpu 6uoncuje youenu cy IgG fmerno3ntu Ha Kamnu-
napyMa rnomepyna. IgM nemnosuTy UCTOr MHTEH3UTETa

CNUKA 7. iHTepcTrumjante neHacte henuje (Masson’s trichrome, X300).
FIGURE 7. The clusters of interstitial foam cells (Masson'’s Trichrome,
x300).

CJINKA 8. ANnNopToB CUHAPOM: HejeAHAKO UCTakbeHa 1 13yBijaHa [bM
ca npekuanmMa cpeautber cnoja (lamina densa), nonyT MpexuLe Ko-
wa (EM, x1600).

FIGURE 8. Alport’s nephropathy: focal splitting and fragmentation of
the glomerular basement membrane, basket weaving (EM, x1600).

CJIMKA 9. beHurHa pekypeHTHa xemaTypuja: UcTarbeHe 6azanHe Mem-
6paHe rnomMepyna ca MECTUMUYHYM FyOUTKOM LMTOMIA3MaTCKIX HacTa-
Baka enutenHunx hennja (EM, x8000).

FIGURE 9. Benign recurrent haematuria: the glomerular capillary shows
widespread thinning of the glomerular basement membrane with fo-
cal effacement of foot processes (EM, x8000).
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yTBpheHu cy y Me3aHImjyMy y cefam OMONCHjCKUX Y30-
paka. VI® ananmmsa je ypabena u kox 12 ncnmranuka ca
BDX, u camo y Tpu 6uorcuje je OTKpuBeHa cmabo nspa-
>KeHa yryopeciieHImja.

EnexrpoHncka Mukpockomyja (EM) je mpumemeHa Ko
48 ncnuranuka (30 ca AC n 18 ca b®X), rie cy Hajyou-
puBHje nesuje sabenexxere Ha I'BM. Hajuernhe nudysHo,
pebe doxanHo, nspaxena ucramena u usysnujana I'bM
OuIa je JOMMHAHTAH Ha/la3 y CBUM Omoricujama TkvBa 6y-
6pera 6onecHnka ca AC. YoueHa ncramera Cy Ouia pas-
JIMYNTE [y>KIHE, MCIIPeK1IaHa 3a/je6/batbliMa, TaKo Ja je
I'BM ca 0Bako HelpaBWIHNM KOHTypaMa nMasna ge6mpu-
Hy 80-120 nm. Y 10jefHIM fie/IoBMMa youeHe cy nepgo-
parmje 'EM xoje cy muanne Ha Mpexuify Komra (Crmka
8). Hajueuthe je uamemen cpentsu cnoj (lamina densa), ca
TpeKnMa, 6e3 jacCHOT KOHTVHYNTETa, Ca CBET/IMM 30Ha-
Ma VIV TPaHy/TapHMM eIeKTPOHCKO TYCTVM 30HaMa Ha-
JIVIK Ha [lelioBe MeMOpaHe, pevnnka 20-60 nm. Y HeKum

menosuMa I'bM meH cpenmbu ¢1oj je u yaBocTpydeH. Ha
Mectuma pynrype I'BM Hamasnne cy ce enjioTenne u enu-
TeHe henuje xoje yuecTByjy y eHoj pernapanyju. Ilopen
TOra,y TUM [I€JIOBMIMA YOU€H je n I'y6I/ITaK OUTOIIa3MaT-
CKVX HacTaBaka ennrenHux hemmja (eHri. foot processes).
Yecto cy 3abenexenn ysehame Me3aHIMjaTHOT MaTpUKCa
u nponudepanyja mesanrujanuux hennja. Engorenne he-
nuje Cy 61te HajMame MaTonoWKy n3Memere. Y EM Ha-
nagy ncnuranrka ca BOX rakobe cy gomunmpase mpo-
mene Ha [BM, anu cu 6ue ganeko Marbe U3pakxeHe He-
roy ysopumnma TknBa ucnnrtanuka ca AC. Y ceum 6uomn-
cujcknMm ysopruma IBM je 6mia HejeHaKo NCTambeHa,
a Ty>KM CETMEHTU MCTaibeba Cy C€ HaCTaB/baIl KpahI/IM
menoByMa 3a/ie67/barba MM HOPMATHOT M3ITIeia. YT/IaB-
HOM Cy OM/IM 3aCTYIUbeHU ¥ O4yBaHM CBU cnojeBu [BM
(cmompammy, cpensy U yHyTpaiumn). 3agebmparwa [TBM
cy 6una Hajuemha y mepuMesaHImjasHoj TOKaIU3aLji,
IOK Cy Y APYTUM [lefloBMMa KamuiapHor suzga [BM 6u-

TABEJIA 1. Mopdonoluke npomeHe TkiBa bybpera bonecHnka ¢ ANMOpPTOBKM CYHAPOMOM.
TABLE 1. Morphological changes in the renal tissue in patients with Alport’s syndrome.

MeTtopn Mopdonouike npomeHe

Bpoj 6uoncuja

N
Method Morphological changes Number of biopsies
Me3aHr|4JanHa npomcbe_paumja henvja 30 (100%)
Mesangial cell proliferation
[nomepynapHo-KancynapHe crvHexuje 1 agxesnje o
Glomerular capsular adhesions and sinechiae 20 (66.67%)
MeTanHu rnomepynun
X ; 18 (60%
CBeTioCHa MMKpOCKonyja 30 Foetal-like glomeruli (60%)
Light microscopy (DokanHa atpoduja Tydyna v MHTepCcTLMjanHa Gprbposa 22 (73.34%)
Focal tubular atrophy and interstitial fibrosis 2T
(MokanHa Annatalvja Tybyna o
Focal tubular dilatation 12 (40%)
HeHach MHTEpPCTULMjanHe hennje 20 (66.67%)
Interstitial foam cells
[enosutn C3 'y Me3aHrnjymy rnomepyna o
Mesangial C3 deposits 12 (60%)
[lenosntu IgA y me3saHrujymy rnomepyna
VimyHodnyopectienTHa Mesangial IgA deposits 10 (50%)
MUKpPOCKOMMja 20 -
Immunofluorescence ,ﬂeﬂomm lgM'y Me3aHrujymy rioMepyna 7 (35%)
Mesangial IgM deposits
[enosntn IgG y 3uay kanvunapa rnomepyna 3(15%)
IgG deposits along the glomerular capillary wall 0
HenpasunHo cermeHTHO 3afebrbarbe 1 ncTarberbe [bM ca pacnojaBarbem
EnekTpoHcka mykpockonuja 30 NamuHe AeHse (CTPyKTypa NonyT MpexKLie 3a KOLL) 30 (100%)

Electron microscopy

Irregular and segmental thickening of the GBM with splitting of the

lamina densa (basket weave pattern)

N = yKynaH 6poj aHanmaunpaHux oroncuja; 'bM — rnomepynapHa 6azanHa membpaHa
N — the number of analysed biopsies; GBM — glomerular basement membrane

TABEJIA 2. Mopdonolke npomeHe y TkuBy bybpera 6bonecHnka ca 6eH1rHom GamumjapHoM XeMaTypujom.
TABLE 2. Morphological changes in the renal tissue in patients with benign familial haematuria.

Metopn Mopdonouike npomeHe

Bpoj 6uoncuja

N . e

Method Morphological changes Number of biopsies
C.BeTﬂO;Ha*MMKpOCKOHMJa 18 Harnawen ME3aHTVjasTHI MATPIKC 5 (27.78%)
Light microscopy Increased mesangial matrix

Hanas je 6vio HeraTuBaH 1 HecneundryaH 3a cse
MmyHodnyopecueHTHa

! VIMYHOTOOYIMHE U KOMMIEMEHT

MUKpOCKOMWja 12 - . ) ) -

The finding was negative for immunoglobulins and
Immunofluorescence : o .

complement fractions or showed nonspecific fluorescent signals
ENeKTOOHCKE MAKDOCKONMIA HejeaHako ncTarberbe 'lbM ¢ ouyBaHOM NaMUHOM [JeH30M

P P ) 18 Irregular diffuse thinning of the GBM, while structure of lamina densa 18 (100%)

Electron microscopy remains unchanged

N - yKynaH 6poj aHanu3nparux broncuja; 'bM — rnomepynapHa 6asanHa membpaHa
N - the number of analysed biopsies; GBM — glomerular basement membrane
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e usyBujare u ucramwere (Cmka 9). Camo y tpu 6morm-
CMjCcKa y30pKa YOUeHN Cy Mamy POKYCH HheHe PYNType.
ITojenuHavYHM ePUTPOLUTH Y CYOKAIICY/TAPHOM IIPOCTO-
py 3abenexxenn cy y Behunn ysopaka tkusa. Ennrenne
hernmje, kaKko mapujeTamHOT, TAKO U BUCI[EPATHOT JIMCTA,
6ute cy HOpMajIHe BeMYNHE, IOK Cy peTKe O1Ie oHe ca
CMaib€HMM BOTTYMEHOM, Y3 CMaibebe UUTOIUIa3MeE, I Ma-
B1M 6pojem opranena. PokanHo crabo uspaxeno yseha-
b€ ME3aHTVja/IHOT MaTPUKCA YOUIEHO je y YeTUPY aHa/IN-
3upaHa 6MoICcHjcka y3opka. VIHTepcTUIjym u TyOyu cy
61t yobudajeHor Usriefia, a y IyMeHy Mamer 6poja Ty-
Oyr1a Ha/lasuIu Cy ce OCTAIM PaCIafHY TUX ePUTPOLINTA.
3HavajHe MaTONOIIKO-MOPQOIOIIKe ITPOMEHe OTKpPHBe-
He Ha CM, VI® n EM y ysopuuMa TKMBa MCIIMTAHMKA Ca
AC npuxasane cy y Tabermn 1, ok je y Tabemu 2 gat mpu-
Ka3 OBUX IpoMeHa Kop 6omecHnka ca BOX.

OUCKYCUJA

Anmopros cungpom (AC) n 6ennraa pamminjapaa
xemarypuja (BOX) cy Hacnenue 6oectn 6ybpera koje ce
jaB/bajy y medjeM o6y, a mpaheHe cy cuMnToMmMa Koju
Cy 3acTyIbeHM n 'y gpyrum 6omectnma 6y6pera [10, 13].
3a IocTaB/bame IMjarHo3e OBUX XepeiuTapHNUX Hedpo-
[aTyja HEOIIXOJHO je yunHuTH 6uorcujy Tkusa Oyope-
ra, Ifie 1oceOHy BpeJHOCT MMa yATPACTPYKTYPHY Haja3.
Kop mcnmranuka Haller NCTpaXknBama, yspacTa 1o 23
FOZVHE, IPBYU KIVHUYKI CUMIITOM OMIa je MUKPOCKOII-
CKa XeMaTypuja ca MpOTeMHYpUjoM Wi 6e3 be, Hajde-
mhe OTKpUBeHa TOKOM PyTHHCKe aHanuse Mokpahe 60-
necHuka [6, 16-19].

CM nanas He OTKpMBa MOPQOIOIIKE e7leMeHTe 3a Io-
CTaBjbalbe IMjarHo3e XepeguTapHe HedpomaTuje, IIa je
3aro HeonxopHa EM ananusa. OcHoBHe MopoioniKe 1
maTojIolKe mpomeHe Kox 6onecunka ca AC u BOX mo-
croje n Ha I'BM, a Mory ce younTy jefuHo momohy ernex-
TPOHCKOT MUKpPOCKoIa. 30T Tora je y/ora yATpacTpyk-
TyPHOT Hajlasa y 6uorcuju OyOpera Koj OBUX, a U IPYTHUX
6orecTy, 3afipyKajia CBOj 3Ha4aj, 3a Pas/IMKy Off TYMOPCKe
IIaTO/IOTHje, Tfie Cy IPUMAT IPEey3en MMYHOXUCTOXEeMMj-
CKO ¥ MOJIEKY/TApHOTIATO/IOIIKO MCIIUTHBame [8, 20-23].

KIMHMYKM M DaTOXMCTONOUIKY Hajlas, HOTOTOBO y
CM, cimyaH je kog MHOrMX 6omectn 6y6pera. [ToueTHa
¢asa MHOTUX TTIOMepPYTOHeDPUTHCA UMA CIVITHE CUMII-
TOMe 1 JIe3uje y TKUBY 6yOpera, HApOUUTO aKO je ped O
IpBMM cTagyjymMuMa IgA Hedpomartuje u ymmyc Hedppu-
TiCa [6,24, 25]. [IpenosHaBame OBUX MOPOIOLIKIX JIe-
3Mja MMa Be/IMKM 3HAa4aj y IPUMeHM HajOo/ber HaumMHa
Jledyerba TepMUHAIHE MHCYpuIjeHInje OyOpera TpaH-
crutaHTanujoM 6ybpera. OBO je BaKHO y IIaTOXUCTOJIO-
IIKOj aHA/IM3M TK1BA OyOpera u KOf aBaola 1 KOJ Ipu-
Mmaora oprana. BOX je xepeanrapuo-¢pammmjapaa 60-
JIECT Ca ITIOMEePY/IaPHOM XeMaTyPujoM I cTamberbeM I'BM,
IOK cy octase cTpykType npasunHe. AC je 6omecT Ko-
ja MMa IporpecuBaH TOK, KAKO KIMHIYKI, TAaKO ¥ MOp-
donomkn. Cramwewe [BM opnukyje obe 6omectn, oK
ce omrreheme cpepmer cnoja I'BM jasmpa xop AC, rie ce

Hajase usysnjane ['BM ca xepHujaunjama, pynrypama u
IpYTuM IIpoMeHaMma [6, 24, 26, 27].

Haxanoct, EM ananmusy Hmje moryhe yBex ypagutu;
360r TOra CMO IIYHY Ha)Kiby ITOCBETIIN MOP(OTOMKIM
IIpoMeHaMa Koje Ce jaBibajy Kof XepeauTapHux Hedpo-
naruja Koje ce mory Bupiet Ha CM, a amjarsosa je 1mo-
TBpheHa KIMHNIKUM ucnuTuBameM n EM [2].

[TosHaro je fa cy deTanHy rmoMepym, meHacre hemuje
MHTEPCTUIVjyMa U APYTUX CTPYKTYpa YeCTO IPUKaA3Ba-
HI Y IUTepaTypy 0 XepeiuTapHUM Hedpomnaryujama. ITpo-
MeHe Koje Cy Takobe youeHe 6uiut Cy IIOMepy/I IIPO3up-
HX (mayunHacTux) 6asanrHnx MeMbpana, cmabo uspaxe-
HOT Me3aHIMja/THOT MaTPUKCA U ca MatbuM OpojeM I7oMe-
pynapuux hennja cmamenor Bonymena. Tybycke nesuje,
Kao 1ITo Cy (oKanHe gwiaTanyje tyoyma (TyOymapHe ex-
Tasyje) Win Mame n3ooBaHe poxanHe arpoduje ca pu-
6po30M MHTepCTUIIMjyMa HeOOMIHOT U3TTIeNia, Takohe cy
yodeHe y aHaIU3MPaHUM OMOICHjCKUM Y30pLMa TKIU-
Ba 6y6pera [1, 3, 12, 28]. Cmarpamo fa 361p CBUX OBUX
IIpOMeHa Koje ce Mory BupieTu npumenomM CM 4uue Mo-
3alMK KOju, 110 CBOM U3ITIefy, yiyhyje Ha To #a cy oBe j1e-
3Mje HacTajie TOKOM Pa3sBOjHOT IIEPUOJA, Te f1a CY Kao Ta-
KBe [JOCTa 3Ha4ajHe Jla ce II0CyMiba Ha Hac/lIeHy 6omect
Koja ce jaBjpa y fedjeM yspacty [12]. OBe nesnmje ce moje-
IMHAYHO MOTY pasBNUTH Y 6pOjHNM HeHacmegHnM Hoe-
cruma 6ybpera, anu UCTO TAKO, AKO Ce HOjaB/bYjy YAPY-
XeHo, yryhyjy Ha mopemehaj crpykrype 'bM, mmiTo je Ta-
kobe 3abenesxeHo y 0BoM pagy. CUTYpHO je 1a y 0BOM pa-
Iy Ma elleMeHTa KOjJ1, IpeMa CaBpeMeHNM Ca3HamIMa O
XepenuTapHIUM HedppomaTijaMa, IpefcTaB/bajy UCTOPHU]Y,
MmebyTum, npukasanu cy pesynratu CM xoju ce cpehyy
CBaKOJHEBHOM pajly, KOj Cy JOCTYITHV CBVM IIaTONIO3M-
Ma LIMPOM CBeTa M CTBapajy MoryhHOCT fia ce mocraBu
MOPQOJIOLIKa CyMIba 3a II0CTOjarbe 0BMX Oomectn. Kako
ce CBaKMM JJaHOM OTBapajy HoBe MOTyhHOCTHM 3a KOMY-
HMKauujy Meby marTonosuma, OfHOCHO LieHTpUMa y KO-
juMa mocroje 60/bY YCIOBH Pajia, IOCTaB/beHa [iUjarHo-
3a MOXKe Jja ce MOTBPAM WM UCK/by4n [2, 15, 19,27, 29].

ITpumapuo omrreheme je Ha [BM, y weHUM Kojare-
HJM J HEKOJIareHMM ITIMKOIPOTEeNHNMA 6a3aiHe MeM-
OpaHe, 1ITO 0bjallbaBa MOPEKIO Je3uja y 6ybpery u om-
TUYKOAKYCTUIHOM cuctemy. Ilpomene na I'BM nsassa-
He aHTUTeMMMa cepyMa boecHuKa ca 'ypmactyposum
(Goodpasture) cuagpomom oTkpuBeHe ¢y u Ha I'BM 60-
necHuka ca AC [23, 26].

Pannje mmynodyopecuentre (JIP) Mukpockorncke
CTyAmje yKasyjy Ha HecrenuduyaH Haja3 ca rpaHynap-
HIIM, HejelTHaKO M3PAKEHNM JIeTIO3UTVIMa NMYHOT/I00Y-
TMHA ¥ KOMIIIEMEHTa y Me3aHTHjyMy, BACKy/TapHOM ITO-
Iy ¥ fy>K KalTuaapHOT 3upa raoMepyna. CImaHn pesyn-
tartu ¢y gobujenn n VI® ananmusom tkusa 6ybpera ncmn-
TaHMKa Haller ucTpaxmpama. Y bOX ucrameme I'bM je
OCHOBHY [IaTOXMCTO/MONIKY Hama3. C/IMdaH Hajas je 3abe-
JIeXXeH U Kop uctmranuka ca AC, anu camo y paHoj pasn
6orecty, Ifie je yAPY>KEeH Ca CIIOPAafUIHOM U C1abo us-
PaKeHOM XeMaTypujoM 1 IpoTennypujom [21, 22, 26].

Baxxno je mamomenyTu ga je I'BM, HapounTto meH
Cpefiib) CI10j, KOJ, fielle Tamby Hero Kop ocoba crapu-
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je xxusoTHe nob6u. ¥ AC omrehema I'BM cy ymapmpusa
- OHa je M3yBUjaHa, UCTambEHA, ca mepdoparmjama. Ka-
KO [TIOMepy/apHa, Tako u TybynapHa 6asaaHa MemOpa-
Ha nMa cnrdHa omTehema. CBe 0BO JOBOMM /10 TTOpeMe-
haja ¢pyuxuuje Heppona y dpwrrpanmju u peancopum-
ju BOzme M MosteKyna [16-18].

Y xepegnrapanm Hedpponarujama (AC 1 bPX) ny mo-
mmuucTraHNM 6y6pesnma Mmopdoromka ourrehera 6a-
3a/HNX MeMbpaHa y HepOHY cy yApy>KeHa ¢ mopemeha-
jMMa IPOTENHA IT0jeIMHNX TUIIOBA KOJIare€Ha, TAMJHIHA,
¢dubponexrnna u np. HajHoBuja ncrpaxxmBama yKasyjy
Ha Be/IMKM 3Ha4aj carnefaBama Komarena tumna IV y mo-
CTaB/barby MOPQONOIKE IUjaTHO3e XepefUTAPHUX He-
¢dpomatuja, a paoBu 06jaB/beHY IOC/IEAHYIX TOVIHA II0-
Kasyjy [a je Hep3lcTeHTHa paMiyIjapHa XeMaTypuja de-
CTO yIpy>KeHa C MyTallijaMa Ha TeHy KOju KOJMpa Koja-
ren tun [V [25, 30-33].

3AK/bYYAK

JIucra xepepurapHux Hedpomarnja ca omrehemwnma
I'BM ca gocap 06jaB/beHUM pe3yiTaTiMa UCTPaXKIBatba
Huje 3aBpuieHa. OBa CTyfiuja ykasyje Ha TO Ha Kof 60-
necunka ca AC u BPX Hamas f00ujeH IPUMEHOM CBe-
T/IOCHe MUKDPOCKOIIMje MOXe fia Oyfie BeoMa KOPMCTaH
Ha ITyTy Off IIPeTIo3HaBama XepefuTapHe Heppomnaruje
10 KOHA4YHe JIMjarHose, Koja MpuIlajia yATpacTPyKTyp-
HOM Hajasy.

HAIIOMEHA
PesynraTu maToXmcTONMOMKNX aHANM3a Cy JI€O TOK-

TopcKux amcepranuja mpod. gp 3opana Kosauesuha,
npod. np Hoke Makcuha 1 npod. np Pajka Xpsauesnha.
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ALPORT’S SYNDROME AND BENIGN FAMILIAL HAEMATURIA:
LIGHT AND ELECTRON MICROSCOPIC STUDIES OF THE KIDNEY
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INTRODUCTION Hereditary nephropathy is clinically char-
acterized by the familial occurrence in successive genera-
tions of progressive haematuric nephritis and neural hear-
ing loss. Hereditary nephropathy of Alport’s syndrome (AS)
and benign familial (recurrent) haematuria (BFH) are morpho-
logically characterized by specific and diagnostically impor-
tant thickening and splitting of lamina densa of the glomer-
ular basement membranes. Those lesions can be recognized
only by electron microscopy. Hereditary nephritis is usually
present clinically with haematuria, and new mutations with-
out a family history of haematuria. It is therefore important
to differentiate hereditary nephritis from BFH and no famil-
ial haematuria. Thus, electron microscopy is essential in diag-
nosis of haematuria.

OBJECTIVE The aim of this study was to describe, by light
microscopy, constellation of renal alterations by which hered-
itary nephropathy can be recognized with high probability
as well as to compare the diagnostic validity of the findings
observed by light and electron microscopy in AS and BFH.
METHOD We examined 48 renal biopsies of the patients with
hereditary nephoropathies by light and electron microscopy.
Tissue samples were fixed in buffered paraformaldehyde and
embedded in paraffin for long-term preservation. For the
electron microscopy analysis, the following fixation in 4%
glutaraldehyde tissue was postfixed in 1% osmium tetroxide.

Thereafter, the following dehydration procedure tissue slices
were embedded in epon.

RESULTS Our results demonstrated that the interstitial foam
cells, foetal-like glomeruli, minimal glomerular abnormalities
with stain less intense in basement membranes, mild irreg-
ular mesangial widening, focal thickening of Bowman'’s cap-
sule, foci of dilatation tubules, tubular ectasia and atrophy,
erythrocyte tubules casts were present in hereditary nephri-
tis. Additionally, light microscopic biopsy findings in patients
with BFH were either normal or revealed minor changes (e.g.
increased mesangial matrix). All biopsies were reevaluated by
electron microscopy and ultrastructural findings confirmed
the diagnosis of hereditary nephropathies.

CONCLUSION The findings observed by light microscopy
represent an important step that leads to a definitive diagno-
sis of AS and BFH. The definitive diagnosis, however, depends
on electron microscopy.

Key words: hereditary nephropathy; biopsy; electron micros-
copy; pathology
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