MPNKA3N

BIBLID 0370-8179, 130(2002) 9-10 p. 323-328

UDC: 616.155: 616.61-002

KOPTUKOCTEPOMI-CEH3UTUBHN HEOPOTCKU CMHAPOM KO/]

JELUE CA CMHIPOMOM MUJEJTOANCITIA3SH]JE

Pagosan BOIZTAHOBIR!, Munomr KY3AMAHOBITR!,

Jacmuna MAPKOBUh-JTMTTKOBCKI?, Musion OTEhbAHOBITR!, Iparan MIThIUR!,

WMeuma CTAHKOBUW'R!, Harama CTAJITR!, Becua HUKOJILTR!,
Topmana BYHEBAYKIA!

1. VlactutyT 3a 3apaBcTBeHy 3amrtuty majke u aerera Cpowuje ,,/Ip Bykan Yynuh“, Beorpaz; 2. Mucturyt 3a

narosiorujy Menuiunckor dakyrera Yausep3utera, beorpan

KPATAK CALPXAJ: Kop onpacnunx ocoba obonenvx on cCUHApPOMa Mujenoamcnnasmnje onmcaHu cy pasHu obnuum 6one-
CTW rnomepyna. Y nutepaTypu He MOCTOje CMYHN ONucK Ko fAeue. Y OBOM pagy npvikasyjemo ABoje Aele obonene of
CYHAPOMa Mujenoamcnnasnje ¢ NpuapyXeHuM KopTUKOCTEPOUO-CEH3UTUBHUM HedpoTcKUM cuHapomom. Kon npeor
obonenor geTeTa, ca CMHAPOMOM Mujenogmucnnasvje n mmnjenocbnbposom, 6oNecT ce nNprkasana xenaTocrnaeHoMeranu-
JOM, NMaHUMTOMNEHNOM, XPOHUYHUM XenaTUTUCOM, YMEPEHOM MPOTENHYPUjOM, XUMOKOMMNEMEHTEMM]OM 1 noBehaHnM
TUTPOM aHTUHYKEYCHUX aHTUTena. Y ToKy MHULMjanHe Tepanuje KOPTUKOCTEPOUAHUM NIEKOBMMA ja4nHa NPOTENHYpUje
Ce 3HaTHO CMakbWma U MOCTUIHYTO je AeNMMUYHO, Majda Nposia3Ho XxeMaToNowKo noborsluakee. Peunams, koju je yop3o
yCNeamno, UCnosbno ce KOMMAETHUM HePOTCKUM CUHAPOMOM W MaHUMTONEeHWjoM. Benvkum goszama MeTuanpeaHnso-
JIOHA NMOCTUIrHYTa je pemucurja HedpOTCKOr CMHAPOMA, ann je n3ocTana xemaTosowka pemucuja. Y cnefneke age rogw-
He Kop 6onecHuKa je cTanHa naHuMToneHvja npakeHa NoHaBmbaHUM UHGEKLMjaMa, a TepMUHanHu gorakaju cy 6unu cen-
ca, peuname 6onectn Bybpera n xenatopeHanHu cuHapom. Kog apyror obonenor aeteta ¢ pedpakTepHOM aHEMUOM C
KNOHCKOM MOHO30oMujoM 19, BonecT ce npukasana XPOHWYHOM MHMNamMaumMjom LpeBa, XenaTocrnieHoMeraanjom, aHe-
MUWjOM 1 opraH-HecneunduyHnM ayToaHTUTeNnMMa. Tepanuja NnpedHM30HOM OOBeNa je A0 KIIMHUYKE N XeMaTONoLWKe pe-
mucuje. lNocne roanHy faHa je ycneamo XemaTosoWKN peunane, KOMe Cy ce NpuapyXxune jaka npotevHypuja n bnara
aszotemuja. KopTmkocteponaHom Tepanunjom cy MHAyKoBaHe AyroTpajHe pemMucuje Koje ce ogpxkasajy NoMoky Manumx ao-
3a npegHnsoHa. Kog oba bonecHuka, Hanasw 6ruoncuje Gybpera oaroBapanu cy npoMeHama koje ce cpehy y namonat-
CKOM HedpoTCcKoM cuHapomy. [peTpaxuBarbeM enekTpoHcke 6ubnuoteke ,MennajH” npoHalwnn cMo M3BeLLTaje O
rnomMepynonaTtunjama y Toky MujenoamcnnasHor cuHapoma kog 16 ogpacnmx ocoba. KnuHuuke manudecTtaumje cy oby-
xBaTane HedpoTCKN CMHAPOM, 0OMYHO npakeH nHcydbuumjeHumjom Bybpera, akyTHU UM XPOHUYHM MW panuaHO-Npo-
rpecuBHU rnomepynoHedpuTnc. broncujom cy HaheHe NpoMeHe MeMOpaHCKOor, ekcTpakanuiapHor 1 Me3aHrMonposu-
depaumoHor rnomepynoHedpuTuca unu AL-amunonaose. 3akibyunnn cmo fa: 1) 6onect rmomepyna Moxe Aa nocToju
Kon ocoba obonenvx of cCMHOpPOMa MujenoamMcnnasmje n 3a koM Tpeba fa ce Tpara; 2) CUHAPOM Mujenoamcnniasnje Tpe-
6a [a ce yK/by4n y crnincak cTakba Koja Kof felle Mory aa Oyay KOMMMKOBaHa KOPTUKOCTEPOUA-CEH3UTUBHUM HedpoT-
CKUM CUHIPOMOM.

K/bque pe4un. CMHOPOM MMjenogmcnnawje, KOPTUKOCTEPOUNA-CEH3UTUBHN He(lprTCKl/I CUHOPOM, UMYHOJTOLLKK nopeme-

kaju, 6onect rnomepyna, feua. (CPIM APX LLEJTOK JIEK).

YBOI

CungpoM MmujesofucIuia3uje 00yxBaTa IpyIy XeTepore-
HUX KJIOHCKUX nopemehaja matnune henuje xemaronon-
€3e, W OJUIMKYyje Ce HEHOPMATHUM AnU(EPEHTOBAMEM U
MaTyparIyjoM KOCTHE CP3KH, LIUTONEHH]jOM C HOPMATHOM
i ioehanom yenynaprouthy Koctre cpsku, Mopdosto-
KA U (PYHKIMOHO U3MEHEHUM MIPOTEHUTOPCKUM heu-
jaMa ¥ BapujaGWIHUM PU3MKOM 34 €BOJYLH]Y Y aKyTHY
neykemujy [1]. Maga o6uduno 06osneBajy oxgpacie ocobe,
0Baj cuHApOM ce cBe uemthe jaBba u kox gene [2]. Kia-
cudukanpja CHHIPOMA y TIeT KaTeropuja, Kojy IMpejjia-
sxe @pamniycko-amepuyko-opurancka rpyna (FAB), mo-
JKe ce IpUMeHHUTH U Kox BehuHe o6omenux ocoba y med-
jem y3pacry [3].

Kop ocoba obonenux of CHHIPOMA MHUjETOSUCILIA3H-
je cBe uemhe ce Tpeno3Hajy MMyHOIONIKE HEHOPMAJIHO-
cru: nopemehaju dyukimja henuja B, T u NK, xunepra-
MamIOOyIMHEMHU]a WK XAIIOraMarIoOylIuHeMuja, pa3Ho-
JIMKA ayTOAHTUTENA (M HecnenuduaHa u crienududna 3a
nojequHe oprate) u nopemehaju cucrema KoMmruieMeHTa

[4-9]. O6jaBmenn mpukasu MOjeAMHAYHUX OGOIECHUKA
WIM MaJUX Tpymna obosnenux ocoba omoryhum cy ma ce
KOJI CHH/IPOMA MU]€eIOANCIVIA3Hj€ KIMHIUIKH UIeHTU(DY-
Kyjy mopemehaju y umynurery, koju 06yxBarajy Backy-
JIUTHCE, XPOHUYHE WIN BPEMEHCKHU OrPaHUYEHE ayTOH-
MYHCKe II0jaBe U KJIaCH4YHE OOJIeCTH Be3UBHOT TKHBA, a
cBakM 0f] 0BUX mopemMehaja MoXke /1a ce UCITOBY IIHPO-
KUM KIHHAHYKUM criekTpom [6—10]. Ocum Tora, Kox oco-
6a o6osenmuX Ol CHHAPOMA MU]jeIOJUCIIIA3Hje MOTY OH-
TH HEHOPMAJTHOCTH Y UMYHHTETY KOje Ce OTKPHBAjy ca-
MO IpH 1abOpPaTOPUjCKUM HUCIUTHUBABMMA A Ja HUCY
npahene knuanukum nopemehajuma [4-6].

Y manom 6pojy ny6nukanuja o nojeJuHaYHuM GoJie-
CHUIIMMA WK O MajiM rpynama GOJeCHHKA OMUCAHH CY
KOJI, OAPACINX 0c0o0a pasHU OOIUIN GOTIECTH INIOMEpYIIa
YApPY>XeHe ca CHHIPOMOM Mujesoguciiasuje [6, 8,
11-14]. Ilpema HameM ca3Hamwy, He IIOCTOje U3BEIITAjU
y JIITEPaTypPH O TAKBOj YAPYKEHOCTU KOJ Aelie, C U3y-
3eTKOM je/IHOT IIpUMepa MyOIUKOBAHOT Y OGIHMKY pe3u-
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Mea [15]. Y oBoM pajgy npukasyjeMo KIMHHUKE, 1a60pa-
TOpHjCKe ¥ MOP(OIIOIIKE TTOJATKE O BOje Jelie Koja Cy,
o1 26 obosnerne fiele ca CHHAPOMOM MHUjeIOANCIUTA3Hje Y
HOC/IEIHUX 11T TOAMHA, OONOBAIA U Off KJIMHUYKU 3Ha-
4gajue 6onectu rmomepyaa. OBa aBa GOMECHUKA CY MIPBU
ONMCAHU MPUMEPH YAPYKEHOCTH CHHIPOMA MHU]EIO/H-
criasuje u 6oJIecT IIOMepy/a y AedjeM y3pacty [16].

Ipuxas 6osecnuxa

ITpeu 6onecrux. JKeHncko pere, y 0cMOj roauHu KUBOTA yiiyhe-
HO y HAIlly YCTAHOBY 300r XEMaTOCIUIEHOMErauje, reHepatu-
30BaHe JMMdaeHONaTHje U NAHUMUTOIIEHH]E, KOje Cy OTKpUBE-
He Mecel] JaHa IIpe IpujeMa y GOMHHILy. Y acupaTy KOCTHE Cp-
ki HabeHu cy camo Moyt U peTke, AUCIUIA3UYHe Ipore-
Huropcke henuje upsere ose. Takobe cy nHabene nporennypu-
ja yMepeHe jaurHe, XeMaTypuja U CTEPUIHA MUYPHja, & Y3 TO U
BeoMa cHKeHH HUBOM KomiuiemeHata C3 u C4 y cepymy (0,01
g/L, omnocuo 0,02 g/L). Tlpurncak KpBu U KOHLEHTpauuje
ypeje 1 KpeaTHHUHA y cepyMy 6unu cy Hopmanau. Ocranu K-
HHUYKY 1 1a60paTOPHjCKHU TTOAAL HABEJCHH Cy y Tabesmn 1.

Buornicujom Gy6pera nahen je 6naro ysehan matpukc me3as-
rujyma y Behunu momepyina, a y sHekuma u 6;1aro nosehan 6poj
henuja mesanrujyma. Hanas umynoduyopecienuujom 6uo je
HeraTuBaH, ¢ autucepymuma 3a IgG, IgA, IgM, C3 u Clg.

Buorncujom jerpe HabeHe cy npoMeHe XpOHUYHOT XETATHTH-
ca, CIMYHe rHraHtouenyrapHoM. Y Toky ciegehux roguny na-
Ha GOJICCHUIIA je JiedeHA Y OPYyroj OOMHUIM ITOJ, JHjarHOo3amMa
CHCTEMCKH €PUTEMCKH JIITYC, ayTOMMYHCKA XEMOIU3HA aHEMHU-
ja ¥ OUTOMETaJIOBUPYCHU XENaTUTHC. lepamuja IpeaHH30HOM
(1,5 mglkg/24h) nosena je KO NEMMMHUYHOL, Maja MPOJIA3HOT
XEMAaTOJIOIKOT obosbiIama. [ IpuTrcak KpBU 1 KOHLIEHTpAIU-
je ypeje 1 KpeaTHHHHA y CEpyMy OCTaIX Cy HOPMAJIHHU, IPOTe-
MHypHja ce CMambuIa 0 6Jaror CTereHa WM je HecTana (y Tpa-
Iy, 10 »jedaH riyc, noMohy WHAMKATOpPA HA MANMPY), AJH Cy
3a0CTa/IM XeMaTypuja, JICYKOLUTYPUja ¥ XUIIOKOMILIEMEHTe-
muja.

DBonecHuIia je IOHOBO XOCIUTAIN30BAHA Y HAIIO] GOIHULM
y [€BETOj TOAWHH JKMBOTA 300T apTepHjCKe XHUIEPTECH3Hje U
enema niepuopbure: BucuHa tena 120 cm, maca Tena 23 kg,
npurucak kpsu 164/106 mmHg, koxa 6nena u egemMarosHa,
jerpa u cnesuna yBehane 3a 9 cm opsocHo 10,5 ¢m ucnog ox-
rosapajyhux pe6apuux nykosa. Kpsua ciuka: Hb 62 g/L, epu-
tpouwmu 2,3 X 10'%/L, neykoumru 0,9 X 10°/L, tpomGonmTn
60 X 10°/L. Bonecr 6y6pera je 6una 3acTyrubeHa HehpOTCKUM
curapomom (niporeunypuja 2250 mg/24h, nporennu y cepymy
43 g/L, anGymunu 22 g/L), asoremujom (ypeja y cepymy 13,4
mmol/L, kpeatunun y cepymy 202 pmol/L) u xemartypujom (8-
10 epurporura y BuaHoM nosmy). Huso kommiemenra C3 y ce-
pymy 6uo je Husak (0,26 g/L), TuTap aHTUHYK/ICYCHUX aHTHTE-
na nosehan (1:320), a pesynrrar Kymmcosor Tecra nosutusas.
buorncujom KocTHe cpyku OCTaB/beHA je JjarHo3a CHHIPOMa
MUjeNofucIUIauje ¢ Mujenogpubpo3om, Kareropuje Koja 3a ca-
Ia Huje yKibydeHa y knacuduxanujy FAB [1, 3]. Kapuorun he-
JMja KOCTHe Cpyku HopMasaH. [lomrro amorena TpaHciuiaHra-
Mja KOCTHE CpKu Huje 6una Moryha, mokymaHo je sedeme cy-
npagapMaKoIOIKIM £03aMa METHIINIPEJHU30JI0HA, HHTPABEH-
CKH, LIECT-MEPKAIITOITy PUHOM U IPErapaToM HMyHOIIOOYIMHA
3a MHTpaBeHCKy mpuMeHy. [Ipuricak KpBU ce HOPMalIU30BaO
(100/64 mmHg), Hactynuna je pemucuja HePOTCKOT CHHIPO-
Ma, y3 6/1ary 3a0ocTaiy IpOTeHHYpHjy (MPOTenHN/KPeaTUHUH y
jyrapmem ypuny 43 mg/immol), a koHueHTpauuje ypeje u Kpe-
aTuHMHA Cy ce HOopMmaym3oBane (6,1 mmol/L, onnocuo 57
wmol/L) y poky o aBa meceua. Ipu oTycty us 6onHuIe U fa-
Jbe je MOCTOjasia MAHIUTOIEHUja, 4 JICUCHhe HACTAB/bEHO IIECT-
-MEPKANTOIyPUHOM M KOTPUMOKCA30JIOM.

Y y3pacry oz 9,5 roguHa OHOBO Ce jaB/bajy apTEPHjCKa XH-
neprensuja (130/100 mmHg) u nedpporcku cunapom npahen
aHACapKOM, ajli y3 HOpMaJlHe KOHIIEHTpAIyje ypeje U KpeaTu-
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HUHA Y cepyMy. XOCIIUTAIN30BaHA je y Jpyroj OOIHULH, TAE je
HACTYIINO CMPTHHU KCXOZ. 3aBpIIHE [JHjarHo3e Cy OHIe cerca u
XeMaTOPEHAIHU CHHAPOM.

TABEJIA 1. KnuHunyke n nabopaTopujcke oaIMKe ekCcTpapeHanHe
6onecTn Ha No4eTKy 1 y TOKy Haasopa.

TABLE 1. Patients’ non-renal clinical and laboratory findings at
onset and during follow-up.

Mpsu Apyrv
bonecHuk bon1ecHuK
Patient 1 Patient 2
KeHcku Mytukn
Female Male

lMon
Gender

Y3pacT Ha noyeTky / y Bpeme au-
jarHocTuke
Age at onset / diagnosis of MDS

7,5/9 roga.
7.5/9yrs

11 /24 mec.
11/ 24 months

Twn 6onectun

MZAC ¢ mujeno-
durbposom

PedpakTopHa
aHemuja

MDS with
myelofibrosis
26 (ympna)
26 (dead)

Type of MDS Refractory
anaemia
58 (y xuBoTy)

58 (alive)

MpexvBbaBarbe (Meceum)
Survival (months)
XemaTonoLkn Hanasu
Haematological findings

XemornobuH

Hb (g/L)

NeykounTn

WBC (x 10%L)

TpombouunTn

Platelets (X 10° /L)

Kapwvotun
Karyotype
EkcTpapeHanHe knvMHuyke onnvike
Non-renal clinical characteristics
XenaTutuc
Hepatitis
NHdnamaumnoHa 6onecT Lpesa
Inflammatory bowel disease
Oanuke crvyHe nynycHum
Lupus-like features
IMyHonoLwkn Hanasu
Immunological findings
MonuknoHcka ramonaTuja
Polyclonal gammopathy
MoHoknoHcka ramonatuja
Monoclonal gammopathy
AyToaHTUTENA .
Autoantibodies
AHTUHYKNeapHa
Antinuclear (ANA)
AHTUMUTOXOHAPW]CKA
Anti-mitochondrial (AMA)
AHTUrNaTkoMuLLMkHa
Anti-smooth muscle (ASMA)
AHTUEPUTPOLMTHA
Anti-RBC
CHuxxeHe koHueHTpauuje C3/C4
Reduced C3/C4 levels
Kpuornobynuxn
Cryoglobulins
NHdekumnje
Infections
XenaTtutuc B
HBV
LinTomeranosupyc
CMV
CenTukemuja
Bacterial septicaemia
MHeyMoHwja
Pneumonia
Ancuecu
Abscesses
* OpHOC KOHUEHTpaLMja NPOTENHW/KPEaTUHUH Y NMPBOM jyTapHeM y30pKy
ypuHa (mg/mmol): <20 = HopmanHo; 20-50 = 6nara npoTtenHypuja; 50-200
= ymepeHa npoTenHypuja; >200 = jaka NpoTenHypwja; + = NOCToju; - = He
nocToju.
* First morning urine protein/creatinine concentrations ratio (mg/mmol):
<20 normal, 20-50 mild, 50-200 moderate; > 200 heavy proteinuria; + =
present, - = absent

60 79

2.8 6.8

30 140

46, XX/

46, XX 45,XX(-19)

+ +

- +
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pytu 6osecnux. XKencko omojue, yzpacra 11 mecerm, xo-
CIIUTAIM30BAHO 300T MPOAYIKEHE Jujapeje ¥ H30CTAJIOT Hampe-
JoBama y pacry. buoncujom cnysauue TaHkor upesa Habena je
arpoduja Buityca, ¢ nosehanum 6pojem mumdonura y ermreny
M TIOCTaB/bEHA je aujarHo3a ueiawjayne Gosectu. lujera Ges
[JIyTeHa JIOBeJa je [0 HECTAHKA CHMIITOMA, KOju Cy ce, Meby-
THM, TIOHOBO jaBWJIM KaJia je qujera npekuHyTa. [IoHOBO je xo-
CHIUTAIM30BAHA IIOC/IE LIECT Mecel 300r XeMOparujcke auja-
peje u 6nequna. Hahena je u xenarocrienomeranuja, y3 nose-
hany axrtuBHOCT Tpancammnasza y cepymy (ASAT 115 J/L,
ALAT 122 J/L). Ocranu 1a6opaTopujcKu HaJa3u HaBEJCHH CY
y tabenu 1. Buoncujom jetpe je yrBpheH XpOHUUHM aKTUBHU
XEIMATUTHC, 4 KOJIOHOCKOIIMjOM ¥ GHOIICHjOM CJIy3HHIIE IOCTa-
BJ/bEHA je [UjarHosa yiueposHor konutuca. Ilocymmano ce Ha
CHHZIPOM MU]jeIOAUCIUIA3HY]je, /I je AUjarHO3a OCTAB/beHA TEK
JIeceT Mecely KacHuje, Kafa je y aClupary KOCTHE CPIKU OTKPH-
BeHa AMCIUIa3uja CBe TPH Jiode henuja, y3 HOPMOLETYIapHOCT.
Hujarnosa pedpakrepre anemuje motTBphena je 6UONCHjOM KO-
CTHE Cp3KH, Kazia je HaheH kapuotun 46,XX/45,XX(-19). Tepa-
nyja IPEeAHH30HOM JOBeIa je [JO XEMATOJIOLIKE peMHCHje U
cMarberba jeTpe 3a 3 ¢m, a ciesune 3a 2 cm. [pekup tepanuje,
[IBa Mecelja KacHuje, y3pOKOBAO je IIOHOBO aHEMH]y M XeIaTo-
CIZIEHOMETAJTH] Y.

V tpehoj rogunu JKUBOTA TIOHOBO j€ XOCITUTAIM30BaHA 360T
MaKpPOCKOIICKE XeMaTypHje, Koja ce jaBuia y TOKy uH(eKiuje
ropmux JucajHux myrtesa. Ilpu mpujemy y GOnHUIY: BHCHHA
tena 81 ¢m, maca tena 10,2 kg (06a mapamerpa ucnox tpeher
nepreHTIa), npurucak kpsu 100/66 mmHg, jerpa u cie3uHa
ysehane. Pesynratu naGoparopujckux anamusa: Hb 59 g/L,
epurpouutu 2,98 X 10'%/L, neykouuru 7,5 X 10°/L, pom6o-
uuta 400 X 10°/L; mporennypuja HedpoTcka 1o Tuity (OZHOC
npoTerHu/KpeatuHut y ypudy 609 mg/mmol), a y cenumenty
ypHHA EpUTPOLMTH U JIEYKOLWTH; KpeaTHMHHH y cepymy 97
umol/L, a KoHUEHTpalLWje IpOTenHa, aJ6yMHUHA, XOIeCTePOa
U KOMIUIEMEHTA y CepyMy HOpPMaJIHe.

Buornicujom Gy6pera HabeH je 61aro 10 yMepeHO U3paskeHO
ysehan MaTpukc Me3anrujyma u nosehaun 6poj henuja mesanru-
jyMa y CKOpPO CBHUM ITIOMEPY/IMMA; y HEKOJIHMKO ITIOMepy/ia Ou-
JIO je TOYeTHe CKJIepPO3e Me3aHrujyMa, a y Hekuma cy Habene
azxesuje Karcyna. MectumuuHo je 6110 u uHGUITpATa cacra-
BIbCHUX OJf MOHOHYKJIeapHuX henmja, pacnopebennx oko mio-
Mepyna u y unarepcrunujymy (Cimuka 1). Ilpernegom umyno-
(brryopecueHTHIM MHUKPOCKOIIOM HaheHu cy cermMeHTHH Aero-
sutn IgM y Me3aHrujymy.

CIMMKA 1. CHMaK CBETIOCHUM MUKPOCKOMOM pPenpe3eHTaTUBHOr
rnomepyna kog apyror 6onechuka. MNoctoju nosehaH 6poj henw-
ja N KonnyMHe mMaTpukca y Me3aHrujymy. VHduntpat nHtepctun-
uvjyma cagpxu CD4+ n CD8+ moHoumTe-makpodarHe henvje
[17] (opurnHanHo yeseharse x 400).

FIGURE 1. Light microscopy of a representative glomerulus
from patient 2. There is increased mesangial prominence due to
increased cellularity and matrix. Interstitial infiltrate contains
CD4+ and CD8+ lymphocytes and very rare CD68+ monocytes-
macrophages [17] (original magnification x 400).

Tepanuja npeguuzonom (15 mg/24h) nosena je u o xema-
TOJIOLIKE U O ypHHAPHE pemucuje (IPOTEeHHU/KPeaTHHHUH y
yputy Hwku of 20 mglmmol) y poky of Tpu OZHOCHO ocam
Hene/ba. Pemucuje GomecTu ce OApiKaBajy CBE O IOCTEIEET
mperaesa, y3 Tepamnujy MpeJHU3OHOM, y go3u ox 15 mg, Ha
apyru gaH. Y Toky ciesehe roayse HaCTao je penuuB KOIUTH-
ca, KOMIUIMKOBAH IEPUPEKTYMHHUM arcuecuma u Gucryaama
anyca. XUpypLIKUM U MeJUKaMeHTHUM (cyndacanasuH, S-ASA,
METPOHHA30) JIeYEHEeM OCTUTHYTO je 3HATHO MOGOJbIIAE.

Hamnasu u pesynratu nmocienmer KOHTPOIHOTL MIPErIefa: BH-
cuna tena 93 cm, maca Tena 13 kg, jerpa u cine3uHa Hopmai-
HUX BEJIMYMHA, IPUTHCAK KpBU HOpMauaH (94/56 mmHg). Kps-
Ha cnuka: xemornobun 132 g/L, epurpouutu 4,58 X 10'%/L,
neykouuru 5,9 X 10°/L, perukynouuru 0,012, tpomGouuTtu
160 X 10°/L. Acnmpar KOCTHE CPXKH MTOKA3a0 je HOPMOLEIY-
JIAPHOCT, C HOPMAJIHHAM MHU]jEIOUAHO-CPUTPOUTHIM OIHOCOM,
6e3 3HAKOBA AUCIUIA3Mje, M je y ABeMa MUTO3aMa HaheHa Mo-
Hoszomuja 19. Hopmasnnu cy 6unu Hamasu pyTHHCKOT Iperiesia
ypHHA U KOHLEHTpalje IPOTEeHHA, aI0yMUHA, ypeje, KpeaTu-
HUHA U KOMIUIEMEHTA y CepyMy, AOK Cy KOHLeHTpaiuje IgA
(6,54 g/L) u IgM (4,12 g/L) 6une nosehane.

[naBHe kamHEYKe ¥ 1aGOPATOPHUjCKE OAIMKE OOsecTH Oy-
Opera KoJ, HAIIUX OOJIECHUKA MPUKa3aHe Cy y Tabenu 2.

O6a obonena gerera HUCY OMJIa U3JIOXKEHA JIjCTBY areHca
KOjH Cy MOIVIM Jia IOBeAy A0 I0jaBe CHHAPOMA MHUjeIOANCILIA-
3mje, Kao IITO Cy pafujalyja, IUTOTOKCUYHY JIEKOBU, OPraHCKa
jenumbema u Temku metanu [1-3].

TABEJTA 2. Mepuna 3a 6onectn 6ybpera Ha No4YeTKy W Yy TOKy
Hapa3opa.

TABLE 2. Patients’ renal disease characteristics at onset and du-
ring follow-up.

lpsu 6onecHuk | [pyru 6onecHuk
Patient 1 Patient 2
[Movetak / Hapsop | [Noyetak / Haa30p
Onset / follow-up | Onset / follow-up
Yapacr (ron,) 7.5/10 3/5
Age, yrs )
Enem
Oedema I -/-
ApTepujcka xunepTeHauja 4 /-
Hypertension
XemaTypuja e V-
Haematuria
EDOT‘?”HYpra >200 / 200 >200 / <20
roteinuria
MpoTtenHun y cepymy (g/L) 60/30 59/79
Total serum protein (g/L)
AnbymuH y cepymy (g/L)
Serum albumin (g/L) 2515 29137
KpeaTuHuH y cepymy (umol/L) 58/33 97/31
Serum creatinine (umol/L)
* BupeTn tabeny 1.
* See Table 1.
JIMCKYCHJA

IMocne pedunMcama CHHAPOMA MUjeNOAUCIUIA3UjE, KAO
noce6re rpyne nopemehaja [3] cse wemrhe ce npenosHajy
HEHOPMAJTHOCTU MMYHHUTETA KOI THX OosnecHuka [4-10].
IMopemehaju y umyHMTETY [OBOJE 1O TP TUIIMYHE MAHU-
decranmje: (1) mosehana ocermuBoct npema unbekuja-
Ma, (2) nojaBa ayroumynoctu u (3) nosehana unyumen-
[{ja MaJIUTHUX Heorutasmu [7].

AyTtoumyncke manudecranmje Koj 0coba 060Ienux
OJl CHHAPOMA MUjEIONUCILIA3H]je MOXK/A Cy denrthe HEro
to ce panuje mucauio [6-8]. One mory ja ce jaBe mpe
HEro IITO Ce TIOCTABH JUjarHO3a CHHAPOMA, Y UCTO Bpe-
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me wum nocsie tora [7]. Knunnuke manudecranuje o6y-
XBaTajy MIMPOK CIEKTAp aKyTHUX BacKyiuruca [6-8],
XPOHUYHE WIA BPEMEHCKH OTpPaHHUYEHE ayTOUMYHCKE
nopemehaje, ykbyuyjyhu nndmamaumone 6osectu upe-
Ba, AyTOUMYHCKY XCMOJIM3HY aHEMH]Y, KAO M KJIACHYHE
6onecru Be3uBa [6—10]. Yecro ce Hamase ¥ acUMIITOM-
CKe HEHOPMAJIHOCTH MMYHHUTETA: XHIIEPraMariooyinHe-
MHja WIM XUIIOraMarIo0yIMHEMHja, KPUOIOOYINHEMH-
ja, IUpeKTHO no3uTuBaH pesyarar Kymrcosor tecra, pe-
ymarouinu (pakTop, ayTOAHTHUTENA, KAKO crerpduyuHa
3a II0jelMHe OpTaHe TAKO U HeCrelu(pUIHA, ¥ CHIKCHE
KOHIeHTpanwje Tpehe u 4eTBpTE KOMIIOHEHTE KOMILIE-
menTa [4-8].

[Topemehaju y momepynuma otkpusajy ce pehe mehy
KJIMHUYKUM CHHIPOMHUMA KOjHU yKa3yjy Ha mopemeheny
UMYHCKy perynanujy. IlpeTpaskuBameM elIeKTpOHCKe
oubmmoreke ,, Memmaju® 3a mepuoz 1986-2000. roxaute,
MPOHAILTM CMO U3BelITaje 0 camo 16 oppaciaux ocoba
ca CHHAPOMOM MH]EJIOJHUCIUIA3HjE U IPHUIPYIKEHOM IJIO-
MEPYJIONIATHjOM, U TO Y BU/Y OITHCA MOjeANHAYHUX BoJte-
cumka [11, 13] wim manux rpymna 6onecHuka [6, 12, 14].
Knuunuku 3HavajHa 6osecT mioMepysa OMucaHa je KOf,
uetupu of 895 [12], xon nBa ox 221 [6] u Kop meT of,
125 [14] 6omecHrka ca CHHAPOMOM MU)ETOANCIUIA3H]E
de novo. bonect momepyna ce KIMHUYKA HCIIO/HABAIA
He(pPOTCKUM CHHAPOMOM, YeCTO YAPYKEHUM C UHCYDU-
uujernnujoM 6yopera [6, 11, 12, 14], akyTHUM win xXpo-
HUYHUM, WM PANHUIHO MPOrPECHBHHM IVIOMEPY/IOHE-
dputucom [6, 12]. Kog obomnenmnx ocoba KoOf KOjUX je
yuumbeHa Guoricuja 6y6pera, Hahena je MmemGpancka He-
¢dpomartuja (kox aBa Gonecnuka) [6, 11], me3anrmonpo-
madepanuonu rinomMepynonedpuruc, 6uwio audysHu
(xop jenuor) [14], 6uno GOKyCHO-CErMeHTHH, C JIeNO3u-
tuma IgA, IgG u xommutementom C3 y Me3aHrujymy
(kom jemuor) [16] u AL-amunongosa (koj jegHor Goste-
cumka) [12].

[Touerak Gomectn GybOpera Koj HAIUX OOTECHHUKA
61O je O3HAYEH I10JaBOM MPOTEHHYpPHje U XeMaTypHje.
Koz npBor 6onecHuka nmporenHypuja je y HoueTKy Gmia
ocpelbe jauynHe, Ay ce JOIHMje Mojayaia ¥ JOBeIa IO
nojase HedpoTrckor cunapoma. [lpeauusonom (1,5
mglkg/24h) v MeTunnpeaHU30I0HOM (y cynpadapma-
KOJIOIIKKM ,,60IycuMa ), MOCTUTHYTA je pemucuja Goie-
ctu OyoOpera, anmu 6e3 OGUTHOT XeMaTOJIOIIKOT ITOO0IbIIA-
wa. Kon gpyror 6omnecanka, ocpefimbe 103€ MPpeIHU30HA
Cy MHIyKOBaJe JyrOTpajHe ¥ KOMIUICTHE PEMUCHje U Xe-
Marosonike U 6yopeskHe 00IecTH, Koje Cy IIOTOM OfpiKa-
BaHe MajuM jAo3ama tora jeka. [Ipema Tome, moxe ce
3aKJ/BYUNTH [ Cy Hallla [Ba OOIeCHNKA 6OI0BaIa 0f] KOp-
THKOCTEPOH/I-CEH3UTUBHOT HedpoTckor cunapoma [18,
19]. Mopdorouke npomene, Hahene 6uoricujom G6yope-
ra, OAroBapase Cy IpoMeHaMa y UIHOIATCKOM HedpOoT-
CKOM CHHAPOMY, Tj. MUHUMAJIHAM IIPOMEHaMa (KOJ Ip-
BOT GOJIECHUKA) MK GIIATO] IO CPeihbenu3paskeHo] audy-
3HO] mposmdepanuju Me3aHrujyma (Kon Apyror Goie-
CHHUKA), MaJid a/ixe3nje Karcysa KoJ TOr GOIeCHIKA MO-
Iy Ja NpeCTaB/bajy 3HAK MHIMIHjeHTHe (DOKYCHE IIO-
mepyrockiepose [18, 19].

Hako je npuonarcku He(pOTCKU CHHAPOM, MO Aedu-
HULUjH, TpUMapHa Gosiect, Kao Moryhu ysporwm Gosectn
4YeCTo Ce HaBOJE, HAPOUHMTO KO OfpacInxX ocoba, 6poj-
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HU PETKH YHUHHOLM, KAO0 IUTO Cy MH(EKTUBHE GOJIECTH,
HEKH JIEKOBH, ajepruja u Heorurazmarcke 6osectu [18,
19]. Beoma peTka yApy>KEHOCT UOMOMATCKOT HedPOT-
CKOT CHHZPOMAa C MaJIWTHUM HeolutazmMama BehuHOM ce
omucyje Koj 0coba obosenux of auM¢poMa U JIeyKeMu-
ja, a Hajuenrha sie3uja rIOMepysa jecy MUHMMAJHE MIPO-
mene [18, 19]. Behuna nmpumepa nedporckor cuapoma
C MHHHUMAJHHAM [IPOMEHaMa M KO OApaCiuX 0coba u
KOJI, IeIie OTHCaHa je KoJ 60JecCHUKA Off XOYKUHOBE 6O-
JIeCTH, a KOJ JICTE je BeoMa peTKa mojaBa GOIeCTH I70-
Mepyia y Toky seykemuja [20]. Hedporcku cunmpom,
10 TIPABHUITY, [IOBJIAYH CE YIOPEAO C YCIEIIHUM JICUYCHEM
OCHOBHE 6OJIECTH, AT CE MOXKE CPECTH W Jcouujanyja
Y €BOJIyLIMj¥ MaJIMTHE HEOITa3Me U HePOTCKOT CHH/PO-
a [18]. ducouujaruja y eBOIyLHju, KOja ce BUAU U Ha
[IpHUMepy HALIET IPBOT 6oIecHuKa, Takohe ce cpehe n y
CHH[POMY MHUjelogucIIasuje. lepanmja MMyHOCYIpe-
CHBHHMM W/WIM UTOTOKCHYHKM JIEKOBHMA JIOBENA je /10
mobosbIama Wik pesoaynuje Goaectu 6yGpera Kop mo-
jemHUX OOJIECHHMKA Ca CHHAPOMOM MHMjeIOANCILIA3HT]je,
aJv je caMo KOJI, HEKOJIHIHE GosteCHrKa TO Guito nipahe-
HO ¥ XEMATOJIOIIKKUM mmobospinamemM [11, 12, 14].
[TaTo(hu3HOIOIKN OCHOB HACTAHKA [TIOMEPYIONATH-
ja Kox 6oecHUKA Off CHHIPOMA MU)eTOANCIUIA3Hje HIje
[TO3HAT ¥ BEPOBATHO HUje KOJ cBuX mcroBeraH. [larore-
HETCKa yJIOTa C€ MPHUIHCYje ,,AUCPETyIaliji UMyHHTE-
Ta“, Koja y3poOKyje unTas criekrap nopemehaja y ¢ynk-
uuju MoHorwra/Makpodaruux hemja, mumdormra T u
B [6-8, 12-14]. lllupoxk crekTap HEHOPMATHOCTU UMY-
HUTETA, KOje Hauses Hucy y MehycoGHOj Besu Koz 060-
JIEUX Off CHHAPOMA MU]jeNTOAUCIUIa3uje, oTexkaBa (Hop-
MyJIHMCatbe MaTo(pu3nONOUKOr objammemna [6, 8]. Kox
ofpacianx GOJeCHUKA ca CHHAPOMOM MH]eIOLUCIIIA3H]e
HepOTCKU CUHAPOM ce Yerrhe OTKPUBA KOZ OHUX KOjH
60J1yjy O XpOHHYHE MUJETIOMOHOLIUTHE JIyKEMHUje HEro
KOJZl OHHX C JIPyTHM KaTeropujama oBor cuHapoma [12,
14]. Kao unHwmian Koju y3poKyje MpOTeNHYPHjy KO THUX
6OJIECHNKA, WHKPUMHUHUCAH je (aKTOp HEKPO3€ TyMO-
pa-anda, HaKo XeTeporeHoCT Jie3nja roMepyia, HaheHa
y OBOj KaTerOpHjH, TOBOPH IIPOTUB JUPEKTHE ITOBE3aHO-
ctu [12, 14]. Hama gBa 6osecHrka BeoMa MHOTO JIYe
Ha GOJIECHUKE Of MIMOMATCKOT He(PPOTCKOT CHHIPOMA,
KaKO IpeMa PearoBamy Ha KOPTHKOCTEPOWIHE JIEKOBE,
TAKO W TIpeMa Jie3njama HaheHHM NpWIMKOM GHoIICH]e
6y6pera [18, 19]. Mazga cy kiuHHYKe ¥ MOPQOIOIIKE
omymke Oosmectu OyOpera Kon mUX Owie ciuyHe, Tpeba
[ia ce HAITIACH Jia Mehy BHMa mocToje pasinke Uy Criek-
TPy HaheHMX MMyHCKHX HEHOPMATHOCTH U y HejeqHa-
KAM €BOJIyLHjaMa He(ppOTCKOT CHHAPOMA U CHHAPOMA
Mujenoauciiasuje. Te pasiuke MOXKAa OfpaXkaBajy xe-
TeporeHocT nopemehaja cabpaHux y OKBUPY eHTHTETA
cuaapom mujenopucnasuje [1-3]. Ipe ckopo 30 ropu-
Ha dopmynucana je xunoresa o gUchyHKUMU TUMPO-
mura Ty objauimery maroreHese He(pOTCKOT CHHAPO-
Ma [21]. Mehytum, dakrop(u) koju y3pokyje npotenty-
pujy jour Huje moysaano yrephen [18, 19, 22, 23]. T1pe-
Ma TOoMe, y3pouHa Be3a m3meby cHHApOMa MujeIomuc-
iasuje ¥ HepOTCKOT CHMHIPOMA OCTaje y JOMEHY Clie-
KyJIanyja.
Y 3axkspyuky Baba ucrahm ga Gosmect miomepyna Mo-
K€ TOCTOjaT! KOJ 0coba 00O0IeNuX Of CHHIpOMA MHje-
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CORTICOSTEROID-RESPONSIVE NEPHROTIC SYNDROME IN CHILDREN WITH
MYELODYSPLASTIC SYNDROMES

R. BOGDANOQVITSH', M. KUZMANOVITSH', J. MARKOVITSH-LIPKOVSKI?, M. OGNJANOVITSH?,
D. MITSHITSH?!, I. STANKOVITSH', N. STAJITSH!, V. NIKOLITSH', G. BUNJEVACHK]'
1. Dr. Vukan Chupitsh Institute of Mother and Child Health Care of Serbia, Belgrade; 2. Institute of Pathology,
University Medical School, Belgrade

Several reports have documented various forms of glomeru-
lar diseases in adults with myelodysplastic syndromes (MDS),
but similar reports in children are lacking. We describe two
children with MDS-associated with steroid-responsive ne-
phrotic syndrome (NS). Patient 1, who had MDS with
myelofibrosis, presented also hepatosplenomegaly, pancy-
topenia, chronic hepatitis, moderate proteinuria, hypocom-
plementemia and elevated ANA titer. During initial pred-
nisone treatment proteinuria markedly diminished and partial
but transient haematological improvement occurred.
Relapse subsequently occurred that was manifested by
overt NS and pancytopenia. High doses of prednisolone led
to remission of the renal disease but haematological remis-
sion did not occur. Persisting pancytopenia and repeated
infections terminated in sepsis, two years after the onset of
MDS. Patient 2, who had refractory anaemia with clonal
monosomy 19, manifested bowel disease, hepatospleno-
megaly, anaemia and non-organic specific autoantibodies.
Prednisone led to both clinical and haematological remis-

sion. Haematologic disease relapsed 12 months later, when
nephrotic-range proteinuria, haematuria and mild azotaemia
were also found. Corticosteroid treatment led to long-lasting
renal and haematologic remission, maintained by a small
dosage of prednisone. In both patients, renal biopsy findings
were consistent with those seen in idiopathic NS. A Medline
search disclosed 16 cases of glomerulopathy in the course
of MDS in adult patients. Clinical features included NS, usu-
ally accompanied by renal insufficiency with either acute,
chronic, or rapidly progressive glomerulonephritis. On biop-
sy, membranous nephropathy, crescentic or mesangial pro-
liferative glomerulonephritis and AL amyloidosis, were fo-
und. We conclude: (1) that glomerular disease may be pres-
ent and should be searched for in patients with MDS; (2) that
MDS can be added to the list of rare conditions associated
with corticosteroid-responsive NS in children.

Key words: Myelodysplastic syndromes, steroid-responsive
nephrotic syndrome, immunological disorders, glomerular
disease, children. (SRP ARH CELOK LEK).

JIoAMCIUIA3Nje U 3a HOM Tpeba /a ce Tpara, HapO4YHUTO
KOZ 6OJeCHUKA C MPUAPYKEHUM HEHOPMATHOCTUMA Yy
umynwurery. OBaj paj mokasyje a KOPTUKOCTEPOU/I-CeH-
3UTHBHM HE(PPOTCKU CHHAPOM MOJXKE [1a TIOCTOjU KO/, Jie-
1e ca CHHIPOMOM MH]EeJIOJUCIUIA3H]E U 1a OBA] CHHIPOM
Tpeba Ja ce AOoAa CIMCKY PETKUX IMOTCHI[HjaIHUX y3PO-
Ka WMOMATCKOT HE(PPOTCKOT CHHAPOMA.

3axearnuya
Buoncuje xocmue cpacu npezaedara je npog. op Becra Josaro-
euhi, Uncmumym 3a namonaozujy Meduyurckoez paxysmema Ynu-
eepsumema y beozpady. buoncuja kocmue cpicu npeoz Goaecru-
ka npeeredarna je u y Cayncbu 3a namonozujy Ospedale San
Gerardo, Monza, Umaauja. Hcypnue xaunuuxe nodamke 3a
ucmoz 6oaecnuxa 0ocmasura Ham je op Mapuja Kaca, /leuje 0o0e-
werwe Meduyunckoz yenmpa y Cy6omuyu. bpanxuya Kpcemano-
euhi u Jlejarn Padomuposuh, uz Cayucbe coyujarne meduyune HUn-
cmumyma, u3eanpeoHo ¢y nOMOzAU 'y npunpemu pyKonuca 080z

paoa.
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