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OPUTUHAJTHU PA[L / ORIGINAL ARTICLE

TpaH3UTOPHU NCeyA0XUNoanaocTepoHn3am

Harawa Crajuh, JosaHa lMyTHuK, Anekcangpa Mapvnoswuh, PagosaH borgaHosuh
WMHcTuTyT 3a 30paBCcTBEHY 3alITUTY Majke 1 feteta Cpbuje ,[p Bykan Yynuh”, beorpaa, Cpbuja

KPATAK CALIPXKAJ

YBop Kop HoBopoheHuaau 1 04oj4aamn C aHomanmjama u MHGEeKLMjoM yprHapHOT TPaKTa MOXe ce pas-
BUTY MPOMa3HN 06SINK NCeyA0oXMMN0anfoCTEPOHN3MA — TPAH3UTOPHMW NCEY[OXUMNOangoCTePOHN3aM
Tn 1 (TIXAT).

Lium papa Linb papa je 6vo aa ce npukaxe rpyna 6onecHuka ca TINXA1 v anropvtam Koju ce npume-
tbyje 3a tbIIXOBO Jleyetbe.

Metope paga OnpehrBaHe cy KOHLEHTpaLje eneKTponnTa y cepymy 1 ypuHy, NpoLernBaH aLumao-
6a3Hu cTaTyC, HUBOW aNfOCTEPOHA y CEPYMY U PEHMHCKA aKTUBHOCT y nna3mu. O6aB/beHv Cy Py TUHCKN
1 6aKTEPUONOLIKN NPernes ypuHa 1 exocoHorpadcku npernes 6yopera, a no notpebu n yporpadcko
ncnuTrBame. NpenncaHo je MearkaMeHTHO, OLHOCHO XMPYPLLKO feyerse.

Pesyntatu XunoHatpemuja (120,9+ 5,8 mmol/l), xunepkanemuja (6,9+0,9 mmol/l), meTabonunyka ayngosa
(6ukap6oHaTh y nnasmu 11+1,4 mmol/l) n noBeharbe HMBOA KpeaTuHMHa y cepymy (145101 umol/l) Ha-
CTanwu cy y NCTO BPeMme C BUCOKUM BpefHOCTMa HaTpujyma (51,3+17,5 mmol/l) v Huckum BpegHoCTMMa
Kanujyma (14,1£5,9 mmol/l) y ypury. MoBuiueHe KoHLEeHTpaumje angoctepoHa (170,4+100,5 ng/dl) v no-
BehaH 0HOC KOHLEHTpaL1ja angocTepoHa U Kanujyma y nnasmm (25,2+15,6), Kao 1 CHUXKEHE BpefHO-
CTU OfiHOCa Kanujyma v HaTpujyma y ypuHy (0,31£0,19), ykasusanu cy Ha pesucteHuujy Tybyna 6ybpe-
ra Ha anpoctepoH. o yBohetrby MerKaMeHTHOT, OBHOCHO NOC/IEe XPYPLUIKOT fleYera HUBOV eNeKTPo-
NTa U KpeaTrHWHA y cepymy 1 aumpobasHm cTaTyc cy ce Hopmanusosanu. MujenoypetepHa oncTpyK-
upja je yTBpheHa Ko Tpu 6oNecHUKa, a ypeTepoBesnKanHa Ko ABa. Bansyne 3afe ypeTpe cy ycTa-
HOBJbeHe KOA TPV AieTeTa, JOK je HopMasnaH Hana3 61o KoA jeaHor 6onecHuKa. OBO je MPBM NpuKas 60-
necHuka ca TIMXA1 y Hawoj nuTepatypu.

3akrmpyuak Kop myLuke HoBopoheHuYaan 1 ofojuaam C XvnepKanemyjom, XMnoHaTpemMmmjom n metabo-
NINYKOM aLA030M HEOMXOAHO je N3BPLINTY Npernes yprHa n exocoHorpadcku npernep 6ybpera, fa
6v1 ce n3berny norpeLuHa AvjarHosa u Heoarosapajyhe neuetbe.

KrbyuHe peun: TpaH3MTOPHU NCceyAoXMNoanfoCcTePOH3aM; aHOManvje ypUHapPHOT TpaKTa; MHbeKLy-

ja yprHapHor TpakTa

yBOJ

[ceynoxunoangocteponnsam tum 1 (ITXA1)
je pemax opemehaj unje je ocHOBHO obenesxje
pesucTeHuyja TyOyna 6ybpera Ha ejcTBO ai-
[ocTepoHa. Y KIMHNYKO]j CIMIMN JOMUHUPA)jY
TyOMTAK COMY yPUHOM, XUIIepKa/ieMuja M MeTa-
6omuuKa aluo3a, yapys>kKeHn ca BUCOKUM KOH-
LieHTpalyjaMa peHIHA U a/IJOCTEePOHa Y IUIa-
3miu [1, 2, 3]. OBaj peak CMHAPOM Ce UCIIO/ba-
Ba Beh y y3pacty HoBopoheHueTa 1 opojue-
Ta, ¥ TO Kao IIPUMapHY OO/INK, KOjU je TeHeTCKI
YCIIOB/beH, WM Kao CeKYHIAPHM, KOji HacTaje
ycieq iejcTBa paKTopa Cro/balllibe CpefrHe.

[Tpumapuu I[IXA1 je mpoy3pokoBaH ayTo-
30MHO JJOMIHAHTHOM MYTAII}jOM y TeHY 3a M-
HepaoKopTUKOoUAHN penentop (MP) y Ty6y-
niMa OyOpera, a MCII0/baBa ce IyOUTKOM COMU
yPUHOM [4], W1 ayTO30MHO PelleCUBHOM MY-
TAI[MjOM y TeHy 3a HeKy Off TPU IOfjjefiIHNULIe
emuTenHOT KaHana 3a Hatpujym (ENaC), xoju
ce Hamasu y 6ybpery, KOJIOHY, 3HOJHUM U II/bY-
BaYHIMM XJIe3JaMa, KaJja ce o ry6u mpeko 1mo-
MeHYTux oprasa [1, 2].

Cexynpapunu [IXA1 3axBata camo 6y6bper, a
M3a3BaH je W MeAMKaMeHTIMa Koju 6/1oKmpa-
jy MP (crimpononakron), ogaocHo ENaC (amu-
JIOPUJI, TPUAMTEPEH, TPUMETOIIPYM, IEHTaMI-

IuH), i 60ecTMA TYOYIOMHTePCTULIMjYMa
[3, 5]. Cexynpapuu [IXA 1 ce onmcyje Ko HO-
BopobeHuazy 1 MIage ofojuamy u Hajuemhe je
YIOPY>KeH ¢ MHQEeKIWjOM MIIM aHOMAIVjOM YPU-
HapHor TpakTa. [locap je ommcaHo 68 ciyyaje-
Ba, OI KOjUX je Y HeKMMa ped O1Ia O OICTPYK-
TUBHOj aHOMaJIMj}i YPMHAPHOT TpaKTa 6es MH-
dekiyje, y apyruma o nHdeKuuju ypuHapHOT
TpakTa 6e3 MpONpaTHUX aHOMasINja, a HajBU-
11e 60/IeCHNKa je OUIIO ¢ yAPY>KeHUM IopeMe-
hajuma [6, 7]. ITocre MefuKaMEeHTHOT MU XN-
PYPLIKOT JIeuersa CBY 61oxeMujckm mopemeha-
U HeCTajy, M3y3eB IYOUTKA HATPUjyMa, KOjI ce
MO>Ke YOUUTH U Y PAHOM IIOCTOIIEPALIMOHOM ITe-
prony [8, 9]. Octane 6omectyt TyOyIOMHTEPCTH-
IMjyMa, Ko LITO Cy TyOyTOMHTEPCTULIN]YMCKI
HepPUTIUC, CUCTEMCKY epUTEMCKI TYIIYC, Of0a-
nuBatbe npecabhenor 6ybpera, HeppomnaTuja mo-
CJle Mefiy/lapHe HeKpo3e 1 je[fHOCTpaHe TPOM-
603e peHasTHe BeHe KO, HOBOpOoheHYa [y, MHOTO
cy pebu ysporu cexyumapuor ITXAL.

Y panmy cy mpuKasaHa Hallla UCKYCTBA C IIPO-
nasHuM obmkom [TXA1 (tpansuropuu I1XA1
- TTIXA1) y ckony nH}peKI1je, OFTHOCHO aHO-
MaJlnje ypUHapHOT TPaKTa Kojj 60/IecHMKa Jie-
YeHMX Y TOKY HOCTIefbuX ocaM roguHa. OBo
je mpBu mpukas 6onecunka ca TIIXAl y Ha-
110j INTEePaTyPu.

Correspondence to:

Natasa STAJIC

Institut za zdravstvenu zastitu majke
i deteta Srbije ,Dr Vukan Cupic¢”
Radoja Dakic¢a 6-8

11070 Novi Beograd, Srbija
jelenast@beotel.rs



38

LIU/b PAAA

LIwp paja je 610 ma ce IPUKaXy KIMHUYKA U Taboparo-
pujcka obenexxja TIIXA1 kox HoBOopobendyanu u ogojua-
iU C aHOMa/IMjaMa 1 MH(EKIVjOM YPUHAPHOT TPAKTa, Te
alropUTaM KOjy Ce KOPUCTY 3a IIOCTaB/balbe JyjarHose
oborperba I nedere 60eCHNKa.

METOAE PAAA

PeTpocnekTHBHO je aHaIM3MPAHO OCMOPO MYILKE Off0j4a-
JIYI C OIICTPYKTUBHOM YPOIIATHjOM U MH(EKIINjOM ypUHap-
HOT TPAKTa KOJ} Koje Cy ce jaBuie XuIlepKaneMja, OfHO-
CHO XIIIOHaTpeMMja, Koja Cy OOTHMYKY jledeHa of 1. aB-
rycra 2001. go 1. jaryapa 2009. ropuse.

OncTpyKTUBHA ypoIlaTHja je y HajIIMpeM CMUCIY Je-
¢duHICaHa Kao Ha/la3 CTPYKTYPHMX WM QYHKI[VIOHATHIX
aHOMaJIyMja YPMHApPHOT TPaKTa KOje OMeTajy HopMayaH
mpoToK ypuHa [10, 11]. IujarHo3a nHdpexunje yputap-
HOT TpaKTa I0CTaB/beHa je KOJ| CBAKOT 60JIeCHNUKa KOJ KO-
jer je KyITypoM y30pKa yp1Ha BOOMjeHOT KaTeTepu3aliy-
jom MokpahHe Gelnke 1130/I0BaH jefjaH ATOTeH Y HajMa-
10j KOHLeHTpauuju of 10° 6akrepuja y Mumuantpy. Ms-
6op 60/mecHNKa 3aCHIBAO Ce Ha KOHILICHTPALNjy Kalujy-
Ma y cepymy of 5,6 mmol/l u Behoj y HexeMom30BaHOM
Y30PKY KpBI. XUIIOHATPEMMjOM Ce CMaTpasia KOHIIEeHTpa-
I1ja HaTpujyMa Maba of; 130 mmol/l, a gujarnosa anmgo-
3e ce MOCTaB/bajIa KaJia je KOHLIEHTpalllja CepyMCKUX Ou-
KapboHara 6una mama of 22 mmol/l.

Cs1 6071eCHUIIN 6U/THU CY MYIIKOT IIOTIa, y Y3PacTy HO-
BopobenueTa mnn ofojueta (2-12 Hemerpa), ca HecCIeLy-
(UYHUM CHMIITOMHUMA, Kao IITO Cy IMOBUILIEHA TelleCHa
TeMIIepaTypa, moppahate, ZexuapaTalja 1 yCIopeHo Ha-
IpefoBame y TeecHoj Macu. Yetupu 6onecHnka cy yy-
hena y VIHCTUTYT 3a 3ipaBCTBeHy 3aLlTUTY MajKe U JieTe-
ta Cpbuje ,[Ip Bykan Uynuh” y Beorpagy mocre kpatkor
OOTHIYKOT JIedeba Y PETMOHATHUM OOMTHNIIAMA, @ YeTUPH
CY Ha Jieyer-e yIyTUIN NeyjaTpu U3 IIpUMapHe 3[paB-
cTBeHe 3amrtuTe. Exoconorpadceknu npernen 6ybpera u
MIUKIIOHA IUCTOypeTporpaduja cy ypabeHe kox cBux
6omecHIKa, a fonymeHe cuuHTurpadujom 6yodpera, of-
HOCHO MHTPaBEHCKOM yporpadjoM KOf 4eTUpHU HAeTeTa.
ITocne mpujeMa cBa felja Cy iedeHa MHTPABEHCKOM IIpK-
MEHOM TE€YHOCTH 1 aHTMOMOTHKA Y3 ofrosapajyhe mepe
3a KOPEKIIjy alnf03e W Xulepkanemuje (1o morpeon).

Ha npujemy cy ofpehuBate KoHI[eHTpalyje KpeaTHHN-
Ha, ypee, e/IeEKTPOINTA Yy CEPYMY M HaTpyjyMa 1 Kalujyma
y ypuny. Ilo go6ujamy pesyarara UCIUTHBAba KOHIICH-
Tpaluje eIeKTPOJINTa y CepyMmy, oapehuBane cy akTuBs-
HOCT peHyHa y mnasmu (PRA) 1 KOHIeHTpaluje aifocTe-
poHa, kopTusona u 17-xugpokcumporecrepona (170HP)
y cepymy. HuBo xpeatunmnHa je ogpehnsan metogom Lle-
dose (Jaffe) peakunje, a eneKTpoaUTH IOMOhY ayToMa-
TM30BAHOT BUIIIEKAHATHOT XeMIjCKOT aHanmu3aropa (Bec-
kman). Konuentpannuja 6ukap6oHaTa y KpBU U3padyHa-
Ta je Ha ocHOBY BpefgHocTU pH 1 PaCO, MepeHux y y3op-
Ky BeHcKe KpBu. PRA u anpoctepoH, koptuson u 170HP
onpebuBaHu cy KoMepIUjaTHUM PefIOMMYHOECEjOM Y
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KpBH y3eToj of 6orecHuKa y nexxehem nonoxajy. Onnoc
KOHIIEHTpal1ije aJfoCTepOHa U Kanujyma y cepymy [12],
Kao 1 Ka/iujyma U HaTpujyma y ypuny [6, 13], ogpebusa-
He Cy Kao II0Kas3aTe/by OfrOBOpa Tybyia Ha alngoCTEePOH.
KoHIjeHTpanuje ypee, KpeaTMHUHA 1 eIEKTPOIUTA Y Ce-
PYMY y3MMaHe Cy ¥ HEKO BpeMe IOC/Ie 3alounbarba Ofi-
roBapajyhe tepamnuje.

3a CTaTMCTNYKY aHa/IU3y JOOUjeHNX IofaTaka Kopu-
mhes je CTyJeHTOB f-TeCT 3a IBa MajIa 3aBJCHA WM He-
3aBUCHa y30pka. CTaTMCTUYKY 3HAUYajHOM ce cMaTpasa
BpeMHOCT p Mama of 0,05.

PE3YNITATU

Knmundky mogaiy o 60/1eCHUIIMMA Ha IIPUjeMy AT €Y Y
tabenu 1. Kog 6omecunka 1 1 6 moce6HO ¢y 61m nspaxe-
HJ XMIIOHATPEMMjCKa leXU/panyja 1 UPKyIaTOPHY KO-
narc. OHM cy 611 IPBO IPUM/bEHU Ha Ofje/betbe XUPYP-
ruje 360T CyMibe Ha CTEHO3Y IMIIOpYca, LITO je 6umo wc-
K/bY4eHO Iocie ofiroBapajyhux mpernena. Kog osa aBa 60-
JleCHMKa je Takobe pasMaTpaHa KOHTeHNUTA/IHA a/jpeHaTHa
xuneprrnasuja (KAX), s6or yera cy mpumam Xugpokop-
TU30H, OFHOCHO (QITyPOKOPTI30H JJOK HIICY OKOHYAHe JTa-
6oparopujcke aHanu3e 1 fo6MjeHe cepyMcKe KOHIIEHTpa-
1uje KopTosona, 17OHP 1 anfgocTepoHa.

Kop mrectopo zmelje nHdpeK1Mja ypHHAPHOT TPAKTa je KO-
KasaHa IO3UTUBHUM Ha/Ia30M YPUHOKYITYPE, TOK je KOT
iBa O607ecHMKa Koja Cy Bo6uIa aHTuOMOTHKe TIpe Ipuje-
Ma (6omecHyny 4 u 6) AUjarHO3a IOCTaB/beHa Ha OCHOBY
Hajla3a Iypje, 1eyKOLUTO3€e U MOBUILIEHNX BPEJHOCTH
C-peaKkTUBHOT IIPOTENHa.

ITpu npujemy cy Kof cBUX 6onecHuKa yrephene xumep-
Kanemuja (6,9+0,9 mmol/l), xunonarpemuja (120,9+5,8
mmol/l), xunoxnopemuja (90,3+7,6 mmol/l) u meTabommd-
Ka annposa (6ukapoonarn y cepymy 11+1,4 mmol/l) (Ta-
6ema 2). Cpefba BpeJHOCT KOHI[EHTpalluje KpeaTHHIHA
y cepymy je 6uma 3HavajHO moBuuieHa (145+101 mmol/l).
Husou anpgocrepona y cepyMmy 6unu cy Takohe 3Havaj-
Ho Behn y mopebemy ca BpeHOCTHMA KOJI 3[jpaBe Ofi0j-
Yamy CIMYHOT y3pacta (p<0,000), [OK je OZHOC BpegHO-
CTM JIJOCTEPOHA U KajIMjyMa y cepyMy 610 BUILIECTPY-
ko moBehan. PRA je 6uma moBuiiieHa KO CBUX LIecCT 60-
JIECHMKA KOf], KOjux je 6uaa ogpehusana. Husou xoptu-
3oma u 170HP y cepymy Oy Cy HOpMaIHU KOJ, CBe de-
TBOPO fieLie Kof Koje ¢y oxpebusanm (6onecunun 1, 6,7 n
8; kopTuson: 238-715 nmol/l; HopmaHe BpegHOCTH: 154-
728 nmol/l; 170HP: 3,2-27,3 nmol/l; HopmanHe BpegHO-
ctu: <30 nmol/l 3a meny y3pacra o ueTHpy Hefierbe 1 <10
nmol/l 3a geny crapujy of YeTupu Heferbe). V mopen ucto-
BpeMeHe XUITOHATpeMje, KOJj CBe Ielie je yCTAHOB/bEH I'y-
6urax Hatpujyma ypuroM (Na y ypuny >20 mmol/l). Vs-
Jly4MBarbe KaaujyMa ypMHOM je 6110 peraTuBHO c1abo,
y3umajyhu y 063up uctoBpeMeHy XumnepKaaeMujy, a ofi-
Hoc K u Na y ypuny je 610 Masu KO, CBUX O0IeCHMKa ca
CpefbOM BpeJHOIINY 3HaYajHO MAabOM Off, OHe KOff 37jpaBe
opojuazyu (0,31+0,19 mpema 3,56+0,63; p<0,000).

Caa fea Cy JiedeHa MHTPABEHCKOM HaJOKHA/IOM Ted-
HOCTY U aHTUOMOTHUIINMA, jeflaH 60JIeCHNK je To6MO CTal-
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HIJ yPMHAPHU KaTeTep, a KOJ jeqHor je ypabena ob6ocrpa-
Ha Heppocromuja. Kop melie ¢ HajTeXKoM KITMHUYKOM CTU-
KoM (6omecHu1m 1 1 6) mpuMemHUBaH je XUAPOKOPTU3OH,
OIHOCHO (TyZPOKOPTU3OH [OK HUje MCK/by4eHa Jujar-
nosa KAX (Ta6ena 3).

Kon Behnue 60ecHuKa gouuio je o mobospliarma K-
HIYKe C/IMKe U OMOXeMUjCKIX HaJlaza y cepyMy TOKOM 24-
48 catu mpuMeHe oarosapajyhe repannje. Vmax, rpe6ano
je ma mpobe Hefespy 10 ABe JaHa Off 00yCTaB/baba MHTPaA-
BEHCKOT YHOCA e/IeKTPOJINTA VI aJIKa/Iuja Ia ce HUBOM Kpea-
TUHMHA U eJIEKTPOJINTA Y CEPYMY CTaOMIU3Y]Y, U3Y3eB KOJ,
6onecunka c omrreherem napenxuma 6yopera, Kog KOjux
je 611710 HeOIIXOJHO JYTOTPAjHO Jledere 61KapOoHATHMA.

KonauHe fiujarsose mocie yporpackor UCIUTUBaba
6urne cy cnenehe: Kop Tpu 6omecHMKa ypeTepoIeBUYHA
omncTpykimja (Kof jeSHOT jeTHOCTPpaHa, Kof iBa 060CTpa-
Ha), KOJI iBa OOJIeCHIKA ypeTepOBe3MKaIHa ONCTPYKILINU-
ja (jemHOCTpaHa M 060CTpaHa), KOI TPU JeTeTa Ba/lBy/e

Ta6ena 3. Jleuerbe 6onecHrKa
Table 3. Treatment of patients

bonecHuk
Patient

Tepanuja

Therapy

AHTUGMOTULN
Antibiotics
NHTpaBeHcKa nHoy3mja
Intravenous fluids

XnppokopTunsoH (0-5 gaHa)
Hydrocortisone (0-5 days)
OnyppokopTusoH (0-5 faHa)
Fludrocortisone (0-5 days)
AHTUOMOTULN

Antibiotics

NHTpaBeHcKa nHoy3mja
Intravenous fluids

AHTMOUOTULN
Antibiotics

3 NHTpaBeHcKa nHoy3mja bukapboHaTuma
Intravenous fluids with bicarbonates

KateTepu3auvja mokpahHe 6elwke
Bladder catheter

BunatepanHa HedpocTOoMuja
Bilateral nephrostomy

4 AHTUOUNOTULN

Antibiotics

Bukap6oHaTun
Bicarbonates

AHTMOUOTULN
Antibiotics

NHTpaBeHcKa nHoy3mja bukapboHaTuma
Intravenous fluids with bicarbonates

MHTpaBeHcKa nHy3mja brikapboHaTMma
Intravenous fluids with bicarbonates

6 AHTUOMOTULN

Antibiotics
XnuppokopTn3oH (0-10 gaHa)
Hydrocortisone (0-10 days)
KaTeTepu3auuja mokpahHe 6elrike
Bladder catheter
7 AHTUOUOTULN
Antibiotics

NHTpaBeHcKa nHoy3mja
Intravenous fluids

AHTMOUOTULN
Antibiotics

NHTpaBeHcKa nHoy3mja
Intravenous fluids

doi: 10.2298/SARH1102037S
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3a/jbe ypeTpe ¢ 060CTpaHNM MeraypeTepuMa, SOK je KOf
jemHOT leTeTa ypUHAPHM TpakT 610 HopmasaH (Tabena 1).

ANCKYCUJA

ITocne npBUX caomlIITemha OCAMIECEeTUX TOf[MHA JIBajie-
CeTOoT BeKa I10CTAJIO je jaCHO Jja ONICTPYKTMBHA ypONaTH-
ja Ko HOBOpoheHYany u ofojIani, Koja je 4ecTo yapy-
JKeHa ¢ MHQEKIMjOM YPUHAPHOT TPaKTa, MOXKe Ja M3a30-
Be TIPOJIa3Hy Pe3UCTEHIIN)Y OYOpesxHMX TyOyIIa Ha ajo-
CTepOH I J0Befie 0 CUHAPOMA TyOUTKa COMU KOjU YMHO-
rome mopiceha Ha KAX [6, 13-16]. [Jujarnosa ce sacHuBa
Ha OCHOBHIM /1ab0PaTOpPIjCKIM ITOKa3aTe/blIMa, Kao MITO
Cy: XMIIOHaTpeMMja, XUIepKaieMja, MeTaboIyKa alu-
Io3a, moBehame KOHIIEHTpaLMje alOCTEPOHA y CepyMy
u PRA, BuCOKa KOHIIEHTpalllja HaTpujyMa 11 HICKa KOH-
LleHTpaluja Kanujyma y ypusy [17-26]. VI cama nHdex-
Ifja ypPUHAPHOT TPaKTa, 6e3 aHOMaJlje OBOT OPraHCKOT
C1CTeMa, MOXKe Jla IPOY3POKYje IIPOIasHO CMakbeHy oce-
T/BUBOCT 6yOpeXXHNUX TyOyIa Ha a7IOCTEPOH U JOBeLie 1O
noTyHe kaHn4Ke cnuke [TXA1 kop ogojuanu [27, 28, 29]
uny HopMokaneMmujckor ITXA1 xop gelie cTapujer yspa-
cta [30]. Cumnromu u sHaum TTIXA1 mory 6utu Hecre-
uduyaHN: onbujame 06pOKa, yCIIOpeHo HaIpefoBambe y
TeecHOj Macy, moBpahatbe, Anjapeja, monuypuja u gexu-
Aparanyja. AKyTHO IIOTOpPIIabe ONIITET CTamba MOXKe Ja
HacTaHe Kao MOCTIeNIIA BeIMKIUX IyOITaKa y Te/IeCHO] Ma-
1, LYIPKY/IaTOPHOT II0Ka, moBeharba a30THUX MaTepuja y
KPBM MU XUTIepKajieMije OTacHe IO KMBOT [6, 13, 19, 24,
31]. I[TpuMeHa KOPTUKOCTEPOMIA Y O3aMa 33 CYIICTUTYLIN-
j¥, a 4ak v 3HaTHO Behum, Hehe mobospIaTy omiTe CTa-
e 6omecHnKa. Onopasak ce HOCTYKe HaTOKHAOM LVIp-
kynuuryher BonyMeHa, edemeM MHeKIIMje yPUHAPHOT
TPaKTa, a y HEKMM C/Iy4yajeBIMa ¥ HalOKHaJOM HaTpujy-
Mma u ankanuja. Kopexnuja mopemehaja ce moxxe moctu-
hu 3a 24 cara [13, 19, 24, 31]. CBu nopemehaju o6u4no
HeCTajy 110 3aBPLIETKY Me/IMKaMEeHTHOT, OfIHOCHO XMPYp-
IIKOT Jieyerba. VIMmak, Kof Heke of10j9ajy felMMUyYHa pe-
3UCTeHIMja AUCTATHNX TyOYy/Ia Ha aIoCTEPOH MOXKe fia
Tpaje X TPU rOfHE HAKOH XMPYPILIKe KOPEKIMje KOHTe-
HUTa/IHE ONICTPYKTUBHE aHOMaJlMje YPMHAPHOT TPaKTa,
Majia je HajBehu pusuk of ucHos/paBama oBor nopemeha-
ja y mpBoj roguuu nocie oneparuje [15]. Hekazna ce me-
IIaBa fja ry61UTaK CoMy yprHOM Oyfie M U3PAsUTHUj/ HeIlo-
CpefHO HaKOH XMPYPIIKe MHTEePBEHI[je KOjoM je pellle-
Ha oncTpykuuja [8, 9].

[Tpukasana rpyma ox ocam 6omecHnka ca TIIXAL tpe-
ha je mo Bennmunuu mMeby nocan objasmennm [13, 19]. Koz
BIX Cy Ce UCIIO/bIIA KIMHNYKA 1 TabopaTopujcka obe-
nexxja TIIXA1, xao yocTamom 1 Ko 60/ecHIKa Y MHOTUM
[ocCafallbyM IprKasuma [6, 13, 17, 19, 26, 31]. Cymipa Ha
XUIepTPOoUUHY CTeHO3y MUIopYyca WIN, WITo je velrhe,
Ha CUHJApPOM rybuTka conu y okBupy KAX Bpro je gecra
KOJJ fleyaKa y3pacTa off jeflHOT ;O TPM Mecelja Ca CMMIITO-
MIMa KOju €Y eo KnmHuuke cnuke [1XA1 [16, 17, 20, 23,
26]. 3a pasnuky og KAX n TIIXA1, xon ofojuamy ¢ Xu-
HepTPOGIIHOM CTEHO30M IIMIIOPYCa jaBba Ce XUIIOXTIOpe-
MMjcKa MeTabo/MuKa aKano3a, a HeKajja 1 XUIoKajIeMija.
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Bynyhu pa cy enexrponutHu u anupgo6asHu nopemehajn
kon KAX n TTIXA1 ucTtoBeTHH, KO, HEKUX OOTIECHUKA ca
TIIXA1 (Hapo4UTO KO OHMX C TEKOM KIMHIYIKOM CITU-
KOM) TIOTPEIIHO ce mocTaBu AujarHosa KAX u npenuury
kopTukoctepounu [16, 17]. Yeuthe ce XopMOHU TpUMEHY-
jy Bo mobujama mabopaTopujcKUX Halasa, Kafia HopMa-
He KoHIleHTpanuje ACTH, xoptusona u 170HP UCK/bY-
4yjy AMjarHo3y agpeHanHe nHcyduimjenunje (7, 13, 18,
24,27, 28, 31], Mmapa y gudepeHIjanHoj fUjarHO31 MO-
e U Te KaKo OMTY Off KOPUCTH MpeT/Ief CIO/balllbyX Te-
HUTaNNja, jep je, 300r AyroTpajHe XuIepaHApOreHeMuje,
kop fevaka ¢ KAX nysxuna danyca mo mpasuny usHap 95.
NepIeHTI/IA 3a TeCTALIMOHY 3PEJIOCT,  CKPOTYMMU Cy XU-
nepnurMeHTicany. IlosuiiieHe BpeJHOCTH a/floCTEPOHA
u pennna ynyhyjy Ha gujaraosy TTIXAL.

Beoma BcOKe BpeIHOCTH OHOCA KOHI[eHTpalllja a-
[OCTEpPOHA M Ka/IMjyMa y IJIa3MM 33jeJHO Ca CHYDKEHUM
OJJHOCOM KOHIIeHTpallyja KanujyMa ¥ HaTpujyMa y ypu-
HY YKasyjy Ha He[IOCTaTaK OfiroBopa 6yOpexxHMx Tybya
Ha eHJoreHe MIHepanokopTukonze (8, 12, 13]. Byayhu ga
je Hallla CTyAMja 61/Ia peTPOCIeKTUBHA, HICMO MOTJIN Jia
u3padyHaMo GpPaKLMOHY eKCKPELNjy HaTpujyMa 11 Kau-
jyMa Wiy TpaHCTyOymapHu IpafyjeHT Kanujyma, ajau je y
ApYyTUM paZioBMMa ITOKA3aHO fia je PpaKIoHa eKCKpel-
ja HaTpujyma 6uia 3Ha4ajHO moBehaHa, JOK cy dpaxun-
OHa eKCKpelja Kanujyma 1 TPaHCTyOyIapHy TPajiijeHT
Kanujyma 61n sHauajHO cMameHn [6, 19].

PyTuncku nperneq ypyuHa, ypMHOKYITYpa U €XOCOHO-
rpadcko ncIuTHBambe OyOpera Cy HajsHauajHMjI ITpeT/e-
oy KojuMa ce npaBu pasnuka usmehy TIIXA1L u rener-
ckux obmuka ITXA1. VI3y3eTHO peTKO ce MOXKe TeCUTH Ja
ce xop 6orecHnKa ca reaetckoM popmom ITXA1 ncnomn
oBaj mopemehaj TOKOM aKkyTHOT nujenoHedpuruca [32].

[Topemehaju enexTponuTa, mMoceOHO XUIEpKaIeMuja,
Mory 6utu omacHu 1o usot (20, 21, 24, 31]. 360r Tora,
Nederbe Tpeba 3aroYeTy OMaX. Y3pOK XullepKaieMuje Hii-
je caMo JIoluj1 OATOBOP Ha alnfoCcTepoH, Beh 1 MeTabo-
NMYKa alyg03a u MHCypuiujeHnmja 6yopera, mro je 6110
Cydaj Kof 6o/ecHNKa 3 1 4 MpUKa3aHNUX Y HAIlleM UCTpa-
xuBamwy. Kop BehnHe Haimx 60/1ecHUKa OIIIO je 10 HO-
IpaB/batba KIMHUYKOT CTakba U Tab0paTOpujCKIX Hamasa
Beh 3a maH-7Ba, 0CKM KOJ fielie ¢ TpajHMM olnTehemeM ma-
penxuma 6ybpera (6omecuunn 3, 4 u 7), KOf, KOjux je 6u-
JTa HeONIXOJHA TpajHa mpuMeHa 6ukap6onata. Kox Behu-
He OIMcaHux 60/IecHNKa Takobe je OIIIO 10 HOpMa3a-
I1je eMeKTPOIMTHUX U anupo6asHux nopemehaja Tokom
HajBIIIIe CeflaM JlaHa Off TOYeTKa puMeHe ofiroBapajyhe
tepanuje [6, 7, 13, 16-20, 24], anu je KOf HeKe Helie ede-
e 61KapOOHATIIMA, OfHOCHO HATPUjyM-XTOPUOM HaCTa-
B/bEHO I Hefle/baMa, 1a YaK u Mecennma KacHuje [13]. Kox
melte ¢ nujeoHeppUTIICOM y3pacTa 2-13 roguta HOpMO-
xanmemujcky TIIXA1 je [ujarHOCTUKOBAH Y IPBUX HEKO-
NIMKO [aHa, a/y je HecTajao mocie Tpu Hexebe [30]. Po-
uepc (Rogers) [7] je y mpermenHom pany 13 2008. ronnte
ykasao Ha omuce 68 6onecunka ca TIIXA1, mro ca Ha-
IIVX 0CaM YMHH YKYITHO 76 60/IECHIKA C OBUM 000/berbeM.

Yunu ce fa pusuk 3a passoj TIIXA1 kopenupa c y3-
pacToM 6oJIeCHNKa 1 3HAUajHO Ce cMambyje mocie Tpeher
Mecella 110 pohemy, Tako fia ce Tala XUIIOHATPeMMUja U XU-

HOKaJIeMHja jaB/bajy BeOMa PeTKO, OMHOCHO CBU OIMCAHN
6omecuuy ¢ oBuM mopemehajem 6mmu cy miabu of cenam
meceru [19]. Ilponasua pesucreniyja 6yOpesxHIX Ty6y-
J1a Ha a/lIOCTEPOH MO)Ke Ce jaBUTH U KOJ CTapuje Aelle ¢
aKyTHMM IIMjeTIOHePUTUCOM, /U Ce He UCIIO/baBa XU-
oHatpemujoM u xunepkanemujom [30]. Kox mpespeme-
HO pobeHe u fere pobhene Ha BpeMe criocob6HOCT 6ybpe-
JKHIX TyOy/Ia fa pearcopOyjy HaTpujyM je crmaba, ma 36or
cy 360r Tora ¢pUsNOIOIIKe BPeJHOCTU HIBOA a/ILOCTe-
poHa y oBoM y3pacty nosuieHe. OBO yKasyje Ha 3Ha4aj
TPAHCIIOPTA HATpUjyMa Y TyOy/InMa, KOju 3aBUCH Of all-
[OCTEepOHa Y HOBOpobheHaukoM 106y BepoBaTHO 360T TO-
ra IITO MajYMHO MJIEKO Caip>KU PeTaTUBHO HICKe KOH-
LIeHTpallyje OBOT elIeKTPOJINUTA, 1A Cy HoBopoheHyan Bp-
710 OceT/bMBa Ha rybuTKe comu ypunom. Omreheme oBor
KOMIIEH3aTOPHOT MeXaHU3Ma, IPOY3POKOBAHO NH(EKIIN-
jOM MM OIICTPYKIIMjOM YPUHAPHOT TPaKTa, foBelrhe o
6p3or mopemehaja xomeocrase [6]. OceT/pUBOCT ce cMa-
Bbyje 3aTO IITO 0fj0j4e moBehaBa yHOC oMM MIEKOM, IITO
61U TIpeficTaB/baIo MHTEPAKIIU]y TeHa ¥ OKOIIHE, NN 360T
pasBoja Oyopexxunx TyOyma kojuma ce mosehasa eduka-
CHOCT CHUCTeMa pPeHMH—-aHTUOTEeHSMH-a/IIOCTEPOH Yy pa-
HOM y3pacTy ofojuera [2].

Oncrpykuuja ypuHapHor TpakTa noehasa nHTpape-
HaIHY cuHTe3y O6pojuux untokuna (TGF-f1, TNF-a, IL-1,
IL-6) 1 Ba30aKTMBHUX CyICTaHIM (aHTMOTeH3)H I, eHpio-
TenmuH, TpoMbokcan A2 u npocrarmangunn) [10]. TGF-f1,
KOju cTBapajy Makpodaru u Tyoyncke hemnje 6yopera, nH-
xubupa nejcTBo anpocrepona. Ilpermocraspa ce fa mo-
CToje 1 Heke LUpKymuinyhe cymcranie koje omrehyjy an-
mocrepoHcke penenrtope. Kyune (Kuhnle) n capaguuiiu
[18] cy ycTranoBuIN A4 je 6pOj aTZOCTEPOHCKUX peliel-
TOpa KOJ OIICTPYKTVBHE yPOIaTHje CMakbeH, a Ia ce Bpa-
ha y rpaHuiie HopMalTHUX BPEFHOCTH HOCIE YCIIEIIHE X1-
PYPLIKe KOpeKIyje OIICTPYKLKje.

Ha nocrojame yspouHo-mocnennaHe Bese usMeby om-
CTpPYKIMje, OFHOCHO MH(EKIMje YPUHAPHOT TPAKTa I pas-
BOja pes3NCTeHIyje Tybya Ha anfoCTepPOH yKasyje HOp-
Ma/nsoBame OMoxeMujckx nopemehaja rmo oTnounmamy
oxroapajyher nedema. bakTepujckyu eHIOTOKCUHM HOBe-
hagajy cTBapame pocrariaHanHa, TPOMOOKCaHa, IeyKO-
TpujeHa, IL-1 u engoTenuna y 6y6pesnma [33].

EH/IOTOKCUHIY TIPOY3POKYjy HATPUype3y AUPEKTHUM
Ie/oBabeM MU TIOCPERHO, npeko IL-1. [lejctBo Behnue
XOpPMOHA 1 IINTOKVHA, HACTA/INX KA0 MOC/IeANIIA 1ejCTBa
eHJIOTOKCUHA U OIICTPYKI[Hje YPUHAPHOT TPAKTa, MOfpa-
3yMeBa Ba30KOHCTPUKIINUjY, CMabeHbe jadlHe TIIOMEepYII-
cke puntpaunje n Hatpuypesy [10, 34, 35]. Cmarmeme TY-
OymapHe pealcopIuje HaTprjyMa je Makap AeTMMIIHO
nocjenuiia cMamwene aktuBHocTu Na'/K* ATP. Takobe ce
IPeTIOCTaB/ba a 6aKTePUjCKU TOKCHHU MOTY IIPO/Ia3HO
fia OLIITEeTe aNOCTEPOHCKE PELeNITOPe, JOK BIXOBO TPaj-
HO omTeheme MOXKe HACTATH 1 KA0 MOCTIEANIIA AYTOTPaj-
HO TIOBMINIEHe KOHIIEHTPalluje aJoCTepOHa Y CepyMy I
PRA [13, 15, 18].

Cse HaBeJIeHO YKa3yje Ha UMbEHNILY fa je PaHM Y3pacT
opojuera rmaBHu fonpruHocehn gakrop 3a mojasy TIIXAL,
a fa cy uHdexuMje ¥ aHOMaIuje ypUHAPHOT TPAaKTa Jo-
matHM (aKTOpM 3a pasBoj OBOT 060/beHHA, C TUM Jia je 32
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IbErOBY 110jaBy HEONIXOHO [OCTOjarbe 6ap jeIHOT Of X
[7]. To wto y cBuM mpukasuma Behuny 6omecHnKa dnHe
MYyIIKa Off0jIaf; MOKe ce punucary Behoj ydecranoctu
Kako MHQEKIMja, TAKO U aHOMaJIVja yPUHAPHOT TPaKTa
KO, fielje MYLIKOT II0JIa OBOT y3pacTa [36].

3AKJ/bYYAK

TIIXALl je penak mopemehaj koju ce jaB/pa y paHoM y3pa-
cTy omojuerta. He 3Ha ce TauHO Kako oBaj mopemehaj Ha-
CTaje, /Iy ce IIPETIIOCTaB/ba /A je He3penocT OyOpeskHIX
TyOya rmaBHU (aKTOpP KOjU JOIPMHOCHU HEerOBOM pas-
BOjY, @ Aa ¢y nHGeKIja 1 aHOMajIlje YpUHAPHOT TpaK-
Ta TOJATHYU QaKTOpH, OF KOjux je 6ap jemaH HeOIXOmaH
ma 61 o nojase TIIXA1 u gouurto. YBek ra Tpeba umaru
Ha yMY KOJI Ofl0jIafiut KOJj KOje Ce YCTaHOBe IyOuTaK comu
WIN XUIepKaieMyja. AHanusa ypuHa 1 eXocoHorpadcku
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Crajuh H. n cap. TpaH3MTOPHM NCeyAOXMMNOaNAoCTEPOHK3aM

nperyer 6ybpera o6aBesHo Tpeba fja ce ypaje, Kako 61 ce
060Jperbe Ha BpeMe MPEI03HAo, Te U30erne KOMIIIMKa-
1uje u Heoprosapajyhe mederse.

HAMOMEHA

Pap je peanusoBaH y oKBUpY IpojekTa 6p. 145046]] Mu-
HICTapCTBA 32 HAYKY ¥ TEXHOJIOLIKM pa3Boj Pemy6iu-
ke Cpbuje.

3AXBAJIHALIA

3axBajbyjeMO Ha capajiibl y nederby 60/IeCHMKA HALIINM KO-
7Ierama c ofie/beba PaJyosIortje, eHJOKpPUHOOTKje, ypo-
JIOTMje ¥ HeOHATO/OTuje, Kao 1 Ap Mapujy AGuHyHY U fp
Topmany Byjaunhy Ha fonpuHocy y npumpemu pyKormca.

18. Kuhnle U, Guariso G, Sonega M, Hinkel GK, Hubl W, Armanini D.
Transient pseudohypoaldosteronism in obstructive renal disease
with transient reduction of lymphocytic aldosterone receptors.
Results in two affected infants. Horm Res. 1993; 39:152-5.

19. Melzi ML, GuezSS, Sersale G, Terzi F, Secco E, Marra G, et al. Acute
pyelonephritis as a cause of hyponatremia/hyperkalemia in young
infants with urinary tract malformations. Pediatr Infect Dis J. 1995;
14:56-9.

20. Pumberger W, Frigo E, Geissler W. Transient
pseudohypoaldosteronism in obstructive renal disease. Eur J
Pediatr Surg. 1998; 8:174-7.

21. Parisi G, Rojo S, De Pascale S, Mancinelli C, D'Alonzo L, Galante E, et
al. Transient pseudohypoaldosteronism secondary to congenital
malformation pathology of the urinary tract (valves of the posterior
urethra): a report of a case with elements of a physiopathological
nature. Pediatr Med Chir. 1998; 20:289-93.

22. Trentesaux AS, Roussel B, Bednarek N, Pietrement C, Morville P.
Transient neonatal pseudo-hypoaldosteronism. Arch Pediatr. 1998;
5:1171-2.

23. Van Wijk JA, van der Heijden AJ. Urinary tract infections in infants, an
insidious clinical picture. Ned Tijdschr Geneeskd. 1998; 142:2385-8.

24. Thies KC, Boos K, Miiller-Deile K, Ohrdorf W, Beushausen T,
Townsend P. Ventricular flutter in a neonate - severe electrolyte
imbalance caused by urinary tract infection in the presence of
urinary tract malformation. J Emerg Med. 2000; 18:47-50.

25. lliev DI, Petruch UR, Ranke MB, Binder G, Leriche C, Strotbek G, et al.
Transient pseudohypoaldosteronism with complex malformation
of internal genitalia. A case report. Horm Res. 2000; 54:149-52.

26. Bilchmann G, Schuster T, Heger A, Kuhnle U, Joppich |, Schmidt H.
Transient pseudohypoaldosteronism secondary to posterior
urethral valves - a case report and review of the literature. Eur J
Pediatr Surg. 2001; 11:277-9.

27. Gerigk M, Glanzmann R, Rascer W, Gnehm HE. Hyponatraemia and
hyperkalaemia in acute pyelonephritis without urinary tract
anomalies. Eur J Pediatr. 1995; 154:582-4.

28. Wang YM. Pseudohypoaldosteronism with pyloric stenosis — a
patient report. J Pediatr Endocrinol Metab. 1997; 10:429-31.

29. Maruyama K, Watanabe H, Onigata K. Reversible secondary
pseudohypoaldosteronism due to pyelonephritis. Pediatr Nephrol.
2002; 17:1069-70.

30. Rodriguez-Soriano J, Vallo A, Quintela MJ, Oliveros R, Ubetagoyena
M. Normokalaemic pseudohypoaldosteronism is present in
children with acute pyelonephritis. Acta Paediatr. 1992; 81:402-6.

31. Mastrandrea LD, Martin DJ, Springate JE. Clinical and biochemical
similarities between reflux/obstructive uropathy and salt-wasting
congenital adrenal hyperplasia. Clin Pediatr (Phila). 2005;
44:809-12.

32. Bayer M, Kutilek S. A hereditary form of pseudohypoaldosteronism
may be manifested in the course of pyelonephritis. Acta Paediatr.
1993; 82:504.



Srp Arh Celok Lek. 2011;139(1-2):37-43

33. Furness PD Ill, Maizels M, Han SW, Kohn RA, Cheng E. Elevated
bladder urine concentration of transforming growth factor-31
correlates with upper urinary tract obstruction in children. J Urol.
1999; 162:1033-6.

34. Husted RF, Matsushita K, Stokes JB. Induction of resistance to
mineralocorticoid hormone in cultured inner medullary collecting
duct cells by TGF-beta 1. Am J Physiol Renal Physiol. 1994;
267:767-75.

Transient Pseudohypoaldosteronism

35. Jonasson H, Basu S, Andersson B, Kindahl H. Renal excretion of
prostaglandin metabolites, arginine vasopressin, and sodium
during endotoxin and endogenous pyrogen induced fever in the
goat. Acta Physiol Scand. 1984; 120:529-36.

36. Hansson S, Jodal U. Urinary tract infection. In: Avner ED, Harmon
WE, Niaudet P, editors. Pediatric Nephrology. 5th ed. Philadelphia:
Lippincott Williams Wilkins; 2004. p.1007-25.

Natasa Staji¢, Jovana Putnik, Aleksandra Paripovi¢, Radovan Bogdanovi¢
Institute of Mother and Child Healthcare of Serbia “Dr Vukan Cupi¢”, Belgrade, Serbia

SUMMARY

Introduction Infants with urinary tract malformations (UTM)
presenting with urinary tractinfection (UTI) are prone to develop
transient type 1 pseudohypoaldosteronism (THPAT1).
Objective Report on patient series with characteristics of THPAT1,
UTM and/or UTl and suggestions for the diagnosis and therapy.
Methods Patients underwent blood and urine electrolyte and
acid-base analysis, serum aldosterosterone levels and plasma
rennin activity measuring; urinalysis, urinoculture and renal
ultrasound were done and medical and/or surgical therapy
was instituted.

Results Hyponatraemia (120.9+5.8 mmol/L), hyperkalaemia
(6.9+0.9 mmol/L), metabolic acidosis (plasma bicarbonate, 11+1.4
mmol/L), and arise in serum creatinine levels (145101 pmol/L)
were associated with inappropriately high urinary sodium
(51.3+17.5 mmol/L) and low potassium (14.1+5.9 mmol/L) excre-
tion. Elevated plasma aldosterone concentrations (170.4+100.5
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ng/dL) and the very high levels of the plasma aldosterone to
potassium ratio (25.2+15.6) together with diminished urinary
K/Na values (0.31+0.19) indicated tubular resistance to aldo-
sterone. After institution of appropriate medical and/or sur-
gical therapy, serum electrolytes, creatinine, and acid-base bal-
ance were normalized. Imaging studies showed ureteropyelic or
ureterovesical junction obstruction in 3 and 2 patients, respec-
tively, posterior urethral valves in 3, and normal UT in 1 patient.
According to our knowledge, this is the first report on THPAT in
the Serbian literature.

Conclusion Male infants with hyponatraemia, hyperkalaemia
and metabolic acidosis have to have their urine examined and
the renal ultrasound has to be done in order to avoid both, the
underdiagnosis of THPA1 and the inappropriate medication.

Keywords: transient pseudohypoaldosteronism; urinary tract

infection; urinary tract malformation
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