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® [TpescTaBneHbl OTAa/IEHHDIE PE3Y/IBTATHI IUCTSKTOMMM 11 IBYCTOPOHHETO YPETEPOCUTMOAHACTOMO34, BBIIIOTHEHHBIX
TI0 IOBOJY 9KCTPOdUI MOYEBOTO ITy3bIps B Bo3pacTe 1 roga. Uepes 36 et moce oneparyuy y 60IbHOI pasBUICS THO-
HBII1 IIVe/IOHePPUT eNUHCTBEHHON (QYHKIIVOHUPYIOLIEH ITOYKM, TOTPEOOBABIINIT BHIIIOTHEHUA HePPIKTOMUM U Tiepe-

BoJa 6OMBHOI Ha XPOHMYECKMIT TeMOAIN3.
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In this case report, we present the long-term results of cystectomy and bilateral ureteral and sigma anastomosis per-
formed due to bladder exstrophy in a 1-year-old patient. Purulent pyelonephritis of the single functioning kidney was
diagnosed 36 years after the surgery, leading to the need for nephrectomy and chronic hemodialysis.
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OKCTpoMsA MOYEBOTO Iy3bIPsI — IIOPOK PASBUTHA
MOYEBOJ CHCTEMBI, IPM KOTOPOM OTCYTCTBYIOT HIVDKHE-
CpefVHHAs YacCTb MepefiHell OPIOIIHOI CTEHKY 1 TIepesi-
HsS CT€HKa MOYeBOro mysbips. Cumraercs Hamboree
TSKEJIBIM IIOPOKOM Pa3BUTHA MOYEBOI CHCTEMBI. JKC-
Tpo(duA MOYEBOTO IY3BIPS YACTO COYETAETCS C IOPO-
KaMM pasBUTUA BEPXHMUX MOYEBBIX Iy TN, SNMCIIAEN
U JOPYIMMU aHOMaIVMAMM (KPUIITOPXM3M, aHA/IbHBIE
CBMIIM, OTKpbIBAIOIIVeCd B MOYEBOJl IY3bIpb MO0
IIPOMEXHOCTD, BBIIIa/IeHNIe IIPSMOI KMIIKY), COIIPOBO-

XKJJaeTCsT PacXoXK/jeHMeM JIOHHBIX KocTelt [1]. Dkcrpo-
¢dus MoueBoro myseipsi popMupyercs Ha 5-6-it Hefene
OepeMeHHOCTV B pe3y/IbTaTe HapyLIeHWUS Pa3BUTHA
K/I0aKa/IbHOV MeMOpaHbI, 3aKpbIBAIOLIIell HIDKHIE OT-
JieTIbl TIepejiHelt OPIOIIHON CTeHKM, M Kay/JaIbHOTO Cpa-
IeHNs TOJIOBBIX OYyropKoB. B pesynbraTe aToro moue-
BOJI ITy3bIpb OKa3bIBaeTCs 6e3 IepejHell CTeHKIL.
YactoTa 3KCTpOPMUM MOYEBOTO MY3BIPS OLIEHMU-
BaeTca Kak 1:30000-1:50000 cpemm Bcex HOBO-
POX/IEHHBIX [2]. ¥ Ma/lbuMKOB 3TOT MOPOK Pa3BUTHA
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BCTpeYaeTCsl 3HAUYMTENbHO dallle, YeM y IeBouek [3].
Ha ceropHAmHMIT feHb IIMPOKO pacIpOCTpaHeHa I'-
II0Te33, YTO IKCTPOPMA MOYEBOTO IY3bIPs ABJIACTCA
TeHeTU4eCKM [eTepMUHVPOBAaHHBIM 3a00/IeBaHueM,
0 4YeM, B YaCTHOCTH, CBUJIETE/IbCTBYeT IOBBIIIEHHDIN
PUCK pasBUTUA SKCTPOPUM MOYEBOTO Iy3bIpA Y O/IU3-
KJX POJICTBEHHMKOB [4].

Jledenre SKCTpOGUM MOYEBOTO IY3BIPS TONBKO
XUpPyprudecKkoe, IpuyeM Ollepannio HeoOOXOAUMO BbI-
IIOJIHATD B IIepBble THMU XXM3HU pebeHKa [1]. Briepsbie
OIlepaTMBHOE BMELIATEIbCTBO Y OOTBHOTO € 9KTPOdU-
eil MOYeBOro IysbIps ObIIO OCyIecTBIeHO B 1851,
Korga J. Simon BBIOTHMI ypeTepoCUrMocToMuio [5].
B pmanbHelimeM OTBefleHMe MOYM B CUTMOBUHYIO
KIIIKY NPHOOpeNo IIMPOKOe paclpoCTpaHeHnue, Io-
ABUIOCh MHOXKECTBO MOAUQMKALNIT 3TON OINepariui,
OIHAKO C HAKOIUICHMEM OIIbITAa OBbUIM BBIABJICHBI Ce-
pbe3Hble HeOCTATK!M AAHHOTO MeTofia. Penupusupy-
Iollee Te4yeHue IMeNoHeppuTa, INPOrpecCUpOBaHE
XPOHIYECKO! IOYEeYHON HETOCTATOYHOCTY, MeTabo-
NMYecKye HapyLIeHNUs, BbIsB/ICHNE B OT/Ja/IeHHOM IIe-
puoie 370Ka4YeCTBEHHDBIX OIIyXOJIel TOJNCTOM KUIIKM
HOCTYXXVIN TIPUYMHON IOMCKa 6osee IpueMIeMbIX
BapMaHTOB lepUBaM MOYH [6, 7].

CoBpeMeHHas KOHIIENIINA BOCCTAHOB/IEHN A IIOTHO-
IIEHHOV YKU3HU JieTell C 9KCTpodueil MOYeBOTO Iy3bl-
pA 3aKII0YaeTCsA B MKBUAAIVY HeJlep>KaHUsA MOYM,
npodurakTike MHQEKIVY MOYEBBIBOAALIMX IyTel,
BOCCTaHOBJICHU! HAPY>KHBIX ITOTIOBBIX OPTaHOB 1 CO-
[7-10].
TPEX3TaITHOTO

LVaJIbHOM  peabuinTanum Pexomenpyercsa

HIpUIEP>KUBATbCS XUPYPIU4ecKoro
NledeHrsi SKTpopuy MO4YeBOro mysblpsi: I aTam — 3a-
KpBITI€ MOYEBOTO ITY3bIPs CO CBEleHMEeM JIOHHBIX KO-
creit; II aTalm — peKOHCTPYKUMA SIMCHAfUN Y Majlb-
YUKOB, KOTOPYIO OCYILIECTBAAIOT B BO3pacTe 2-3 JIeT;
III sTan — mIacTMKa LIEVIKM MOYEBOTO IIy3bIps OO
ayrMeHTALMOHHAs LUCTOIIACTHKA (eC/Iy MOYeBOI ITy-
3BIPb HEJOCTATOYHOrO pasmepa) [1].

HesaBucumo OT MeTO#a ONEpaTMBHOTO BMeIIATe/Tb-
CTBa I10 ITOBOZY 9KCTPO(II MOYEBOTO ITy3bIPS B IIO3[HEM
MOC/IEONEPALVIOHHOM ITIEPUOJie YACTO PA3BUBAETCA pe-
LVAVBYPYIOLINII TUeTOHePPUT, MOUeKaMeHHas1 60/Ie3Hb
U XpOHMYeCKas MOoYedHas HemocTaroyHocth [11, 12],
II09TOMY TaKye OO/bHbIE NO/DKHBI HAXOAUTCS IIOf, II0-
CTOSIHHBIM [IVMCIIAHCEPHBIM HAOMIOIEHNEM.

B Hacroseit paboTe mpemcTaBieH KIMHUYECKUIT
CTy4aii, TOKa3bIBAIOIINII OT/laJIeHHbIE Pe3y/IbTaThl BbI-
MIOJTHEHHBIX B IETCKOM BO3pacTe LUMCTIKTOMUNL U JBY-
CTOPOHHETO YpPeTepOCUTMOAHACTOMO3a y OOIbHOI
C 9KcTpOduelt MOUYeBOro Iy3bIps.

bonbuag C., 37 n1eT, nepeBefieHa U3 XUPYypru4eckoro
OTJie/IeHNs1 palloHHOT 60/IbHMIIBI BceBomoXkcKoro pait-
OHa B OTJe/IeHMe PeaHMMalMM ¥ MHTEHCUBHOI Tepa-
iy JIeHMHTpaficKoil 06/TaCTHO KIMHIYECKOi 60/b-
Huubl 16.03.2017 ¢ pmarHo3oM: «OCTpbIil THOVHBIN
nuenoHe(ppuUT creBa. Ypocencuc. XpOHUYECKas II0-
YyeyHas HeJOCTaTOYHOCTb». IIpy mocryrieHun 60/b-
Has B KpaliHe TsKeJIOM COCTOSIHMU. B BUAly BbIpaKeH-
HOro OpOHXOCIIa3Ma IepeBefieHa Ha MCKYCCTBEHHYIO
BEHTWIALVIO JIeTKUX. V3 Gecefpl ¢ pOACTBEHHMKAMMU
U M3y4EeHMA 3aINCeil MEeSULMHCKON MTOKYMEHTaluu
OBbIIO BBLICHEHO, YTO y OGOJIbHOI MMEJCS MOPOK pas-
BUTHA — 3KCTpodusi MOYeBOTO Iy3bIps. B Bospacre
1 roga ObTa BBIOTHEHA LMCTOKTOMUS U Iepecajka
MOYETOYHMKOB B CUTMOBMJHYIO KUIIKY. B fanbHeil-
eM Hab/MIofanach y yposaora 1o MeCTy >KUTENbCTBa,
OTMeYasIich 000CTPeHNs XPOHNYECKOTO I1eoHedpu-
Ta C YacCTOTOI 2—3 pa3a B T0f C IBYX CTOPOH. B Bospac-
Te 15 JIeT Ipy KOHTPOJIbBHOM 00C/IeJOBaHNM BbIAB/ICHA
BTOPMYHO-CMOPILIeHHas IpaBas IOYKa C OTCYTCTBMEM
ee GyHKIMM.

02.03.2017 moABmIMCh TAHyIMe OOMM B TOSAC-
HIYHOI 00/1acTi C/leBa, CONPOBOXKAABIIMeCs cyOde-
O6pwibHON nuxopajkoit. Jlednaach oMa CaMOCTOS-
TenbHO. 15.03.2017 oTMedeHo yXyAlLIeHue COCTOSHNA,
MOBBILIIEHNE TeMIlepaTrypbl Tema mo 38 °C c o3HO-
6oM, ycummnch 601 B MOACHUYHOI 00/1acTy CrieBa.
16.03.2017 B cBA3M C NPOJOIDKAOLENCA TUXOPAJKOI,
60mAMM, CHIDKEHMEM KOJIMYeCTBAa MOYM Y SIU30HaAMM
CITyTAaHHOCTY CO3HAHMA B SKCTPEHHOM HOpsAAKe Obla
INOCTaBJIEHa B XMPYPIUMYECKOE OTHENeHNe PalOHHON
6OJIbHULIBI.

Al

90/50 MM PpT. CT., Iynbc 91 B MUHYTY, KUBOT MAT-

Pesynbratbl  00BEKTMBHOTO  OCMOTpa:
Knit, He B3ayT. O6/1acTb /1€BOIl MOYKM pe3Ko Oores-
HenHa. CyTouHbIT fuypes okono 500 m. IIpn mabo-
PaTOPHBIX MCCIAENOBAHMAX OTMEYAETCS JIEVIKOIIEHMS
110 3,06 - 10°/71, coBur NefikonUTapHOIL GOPMYIILI B/IEBO,
noBeinteHne C-peakTuBHOro 6enka o 177 mr/n, Kpea-
TUHMHA 10 780 MKMOJIb//I, MOYEBUHBI 10 47 MMOJIb/I,
YPOBEHb IIPOKAIbLIMTOHNHA COCTaBMI 62 HI/MI (HOp-
ma 0-0,5 ur/mn). Ilpu Y3-gmarHocTrke HOATBEPIK-
JeHVe [MarHo3a — BTOPMYHO-CMOpIIEHHasA IIpaBas
II0YKa, PacCIlel/IEHHbIN TUII CTPOEHNs ITOIOCTHOM CU-
CTEMBI JIEBOJ TOYKM. IIpy KOMIBIOTEPHON TOMOTpa-
¢bun — yBenuyeHne pasMepoB JIEBOIL IOYKU C OTEKOM
ee mapeHxMbl. Ha ocHOBaHMM 9TOro IOCTaB/IEH AMa-
THO3: « AHOMAJIMs Pa3BUTHUA MOYEBBILENUTENbHON CH-
CTeMbl. DKCTpO(dUA MOUEBOTO IY3bIps. XpOHNIECKIUIT
nuenoHedput, aktuBHas (asa. Ypocencuc. Centnye-
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CKMIT IOK. BTopu4HO-cMopIneHHasA npapas noyka. Co-
CTOSAHME TI0CTIE IVICTSKTOMMUM Y IBYCTOPOHHETO ypeTe-
pocurmoanatocmMosa». [IpoBeseH KOHCHINYM, U ObITIO
IPUHATO pelleHre 06 OIepaTBHOM BMEIIATE/lTbCTBE.
B cBA3KM ¢ HajmMuMeM eVMHCTBEHHON (PYyHKIVIOHMPY-
IOILIEIT JIEBOIL ITOYKM ¥ BO3SMOXXHOCTBIO BBIHYK/E€HHOM
He(pIKTOMUM, OOIbHAS U ee POACTBEHHMKI ObUIV MH-
(bopMUpOBaHbI O BO3SMOXXHOCTH YHa/IeHNsA 1eBOII 104~
KI U TIepeXOofia Ha XPOHMYECKUI remopuanus. B xome
OIlepaTVBHOTO BMEIIATENbCTBA BBIABIE€HA YBEINYEH-
Has B pasMepax JIeBas II09Ka, IJIOTHO CIIassHHAsA C OKPY-
>KarIen KIeT4yaTKol, MHOYKeCTBEHHbIe Kap6yHKyan,
3aHMMAIOI/e MPAKTUYeCK! BCIO TIOBEPXHOCTD MOYKM,
IpY Ha/ICEYEeHNM KOTOPBIX BBIIENIANCA TYCTOM CIIUB-
K0oOOpasHblil THOW. IIpMHATO peleHue o HeXM3He-
CIIOCOOHOCTY JIEBOYI OYK, C IIe/IbIO0 IMKBUIAIVY OYa-
ra, IPUBEALIEro K Pa3BUTHUIO CEIICHUCA, ObIIO MPUHATO
pellleHVe O BBINOJTHeHUM HedpaKTOMUM CiieBa. Bbl-
IIO/IHeHa TUIINYHAsA He(PPIKTOMMS C afleKBaTHBIM Jipe-
HUPOBaHMEM 3a0PIOIIMHHOTO MpOCTpaHcTBa (puc. 1).
Ha pany HanoXeHbI pefikie CBOJAILME IIBBI.
JlanbHeiilee neyeHMe INPOBOAMIOCH B YCIOBUAX
OTJe/IeHNsI MHTEHCUBHOI Tepanuy C IpUMeHeHUeM
aHTMOAKTepUaNbHBIX IPENapaToB LIMPOKOTO CIIEKT-
pa pencTBuA, Co-
CTOAHME TALMEHTKY OCTABalOCh KpailHe TSAXKE/IbIM.
C 18.03.2017 HavaTbl ceaHchl reMopmanusa. Ha ¢one
IIPOBOJVIMOJL TePAINM COCTOSAHME MEJIJIEHHO Y/IydYIla-
JI0Ch, CTaOMIN3MPOBAINCh TeMOAMHAMIYECKIE MOKa-
3aremn. OTMeYanoch CHUYKEHME YPOBHsA IIPOKAJIbIIN-

BBECHINA aJpE€HOMMMETHUKOB.

TOHMHA 10 1,74 Hr/mi, neiikonmurosa o 9,02 - 10%/m.
Bcero 3a BpeMs nedyeHMs BbIIIOTHEHO 30 CeaHCOB re-
mopmanusa. 10.04.2017 B cocTosiHME CpefiHel CTeNeHN
TSKECTU TallMieHTKa IlepeBefieHa B OTAe/eHNe ypo-
TIOTUY, The HpOfo/Kaja IOoNy4YaTh 3aMeCTUTENbHYIO,
BOCCTaHOBUTeNbHYIO Tepanuto 1 JIOK. B ganpHeriem
0onbHAsA BBINNCAHA B Y/IOBIETBOPUTEILHOM COCTOA-
HUU JI7IS1 IPOBEZleHNA XPOHMYECKOTo reMouanusa. Ye-
pe3 1 rog HabMIOEHNA COCTOSHME OOIbHOI YHOBIET-
BOPUTENIbHOE.

Taxum 06pa3oM, HaHHBI KIVMHUYIECKUIT CTy4ai sB-
nseTCA HOATBEP)KJEeHMEeM BbICOKOTO PUCKAa PasBUTHU:A
HapyueHns QyHKUMM U MHPEKIMOHHBIX TOpaXKeHNU
IOYeK Yy OOJBbHBIX C JBYCTOPOHHMM YPeTepOCUIMO-
aHAcTOMO30M. B HacTosIlee BpeMs [aHHas olepanus
M3-3a BBICOKOJ YaCTOTBI OCJIOKHEHUII HE paccMaTpu-
BaeTCs B Ka4eCTBe OIlepaIyy BLI6Opa y OOIbHBIX € 9KC-
Tpoduel MOYEBOro IIy3bIps, Haubo/Iee palyOHalIb-
HBIM METOJOM JepMBalMy MOYM SBJIAETCS CO3[aHue
OPTOTOINYECKOTO MOYEBOTO ITY3BIPA.

Puc. 1. yﬂ,a.ﬂeHHaﬂ JieBasi moyka ¢ MHO?KeCTBEHHbIMH KapéyHKy.}'[aMI/l

CoracHO KIMHMYeCKMM pekomeHpanmaM Corosa
nefuarpoB Poccuy «9KCTpodusi MOYEBOTO ITY3BIPSi»
(2015), mauneHTaM, OIEPUPOBAHHBIM IO TIOBOAY 3TO-
rO COCTOSHMA INOKAa3aHO AVCIAHCEepHOe HaOIIofieHMe,
BK/TIOYaoIee B cebA: OCMOTP Hepoyporora/ypono-
ra (mpu HemepKaHuM Mour) — 1 pa3 B 3-6 MecsleB
ULl KOoppeKuuu Tepammy; yposora/xupypra (1 pas
B 6 MecAlleB IepBble 5 7eT, 3aTeM 1 pas B TOff 1 110 I10-
KazaHuaAM); ¢usmoTepanesTa (He pexe 1 pasa B rop
U 10 NOKa3aHUsAM); Heponora — IO IOKa3aHNUAM
(mpy HapymeHUM QYHKIMM IIOYEK), a TAKXKe BBIION-
HeH1e 1a00paTOPHBIX UCCIEIOBAHMIL: 001IIeTO aHaIM3a
Moun (1 pas B 3 Mecsa u/Win 110 IOKA3aHUAM); YIIb-
TPa3BYKOBOTO JCCIIeJOBAHNA OPIaHOB MOYEBOII CHCTe-
MblI (1 pa3 B 6 MecsALeB 1/MIN IO TOKA3aHNAM); TOCeBa
MO C OIIpefieNieHIeM YyBCTBUTETbHOCTI K aHTHOMO-
TVKaM (110 TIOKa3aHMAM IIPU U3MEHEHNAX B aHAIM3ax
moun) [1].
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