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PE3IOME. Bgedenue. CuaIpoM «CIHBOBOTO XKHBOTa» (prune belly syndrome) mpencrasisiet
€000 MyJIBTUCHCTEMHOE BPOKJICHHOE 3a00JI€BaHNE, KIMHUYECCKHU MPOSBISIONIeecs coueTaHuEeM
TUTIOIUIa3UM MBI TepeIHEe OpIONIHOM CTEHKH, JBYCTOPOHHEIO KPHIITOPXU3MAa W aHOMAaJIUH
Pa3BUTHUSI MOYEBBIJEIUTEIBHON CUCTEMBI pa3IMyHON cTeneHu TsokecTu. Ha ocHoBe mpencras-
JIEHHOT'O KJIMHUYECKOTO clly4asi IPUBOINUTCA COBPEMEHHBIN B3TIIA HA DTHONATOI€HE3, KPUTEPUHU
nuddepeHInanuy MauueHTOB 10 TSHXKECTH MPOsBICHUN. Onucanue Kaiunuueckozo cayvas. Jlna-
I'HO3 OBLIT IOCTABIICH MPH NIEPBOM 00CIIeIOBAaHUHN MalbuiKa B BO3pacTe 7 MecsilieB. bbiio mposee-
HO 3TaITHOE XUPYPruvdecKoe JeueHne JByCTOPOHHET0 pedIioKCHPYIOIIEro ypeTeporuaponedpo-
3a, opxuonekcus. C 3 n1eT oTMeueHo Nporpeccupyrollee HapyueHne GpyHKIMH [I0YeK, B BO3pacTe
11 et BBINONHEHA TPAHCINIAHTALUS TIOYKH OT POACTBEHHOTr0 A0HOpa (Math). [IpuBenen karamues
nainueHTa o 15-netHero Bo3pacta. 3akaruenue. ITporao3 aiist 5KU3HU U 370POBbsI MAITUEHTOB C
CHHJIPOMOM «CITMBOBOTO KMBOTay» OMPEEIIsIeTCs TIaBHBIM 00pa30M CTENeHBIO TUCTIIA3UH TT0YeY-
HOU MapeHXUMbl. MeXAUCHUIIIIMHAPHBIH HOAXO0A K JICYEHUIO C yYaCTHEM YPOJIOTr0B, HE(POJIOTOB,
XUPYProB, 3HIOKPUHOJIOTOB MO3BOJISIET YJIYULIUTE COCTOSIHUE YPOANHAMUKH, TOCTUYb CTOMKON
pEMHUCCHH B TEYCHUH XPOHUYECKOT0 OOCTPYKTUBHOTO MHEIOHEPPUTA, YTO HEOOXOAUMO JJISI BbI-
TOJTHEHU S TPAHCIIJIAHTAIIMY MTOYKH B IETCKOM BO3PACTe C XOPOIIUM PE3yJIbTaTOM.

KJIOYEBBIE CJIOBA: cuHApPOM «CIMBOBOTO >KMBOTAa», KIWMHUYCCKHN CIy4aid, IETH;
METallUCTHUC; BPOXJECHHbIE MOPOKU Pa3BUTHUS MOUEBBIJICIUTEIBHOM CHUCTEMbI, XpPOHUYECKAs
0o0JIe3Hb TTOYEK; TPAHCIJIAHTAIUS TIOYKH; KaTaMHE3.
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SUMMARY. Background. Prune belly syndrome is a multisystem disease that is clinically man-
ifested by a combination of hypoplasia of the abdominal muscles, bilateral cryptorchidism, and
congenital anomalies of the urinary system of varying severity. The article provides insight in
etiopathogenesis, criteria for differentiating patients according to the severity of manifestations,
based on description of the clinical case. Case presentation. Prune belly syndrome was dia-
gnosed at the first examination of the boy at the age of 7 months. Staged surgical treatment of
bilateral refluxing ureterohydronephrosis, orchiopexy at the age of 1 to 3 years was carried out.
However, the loss of kidney function progressed, the patient underwent a kidney transplant from
his mother at the age of 11 years. The follow-up of this patient to the age of 15 years was presented
and evaluation of the results of surgical treatment was provided. Conclusion. The prognosis for
the life and health of patients with prune belly syndrome is mainly determined by the degree of
renal parenchyma dysplasia. An multidisciplinary approach involving urologists, nephrologists,
surgeons, endocrinologists and other specialists allows us to improve urodynamics, to achieve
stable remission of chronic obstructive pyelonephritis to perform kidney transplant in childhood
with a good result.

KEY WORDS: prune belly syndrome; clinical case; children; megacystis; congenital

malformations of the urinary tract; chronic kidney disease; kidney transplant; catamnesis.

BBE[IEHUE

CHUHAPOM «CIIMBOBOTO 3KMBOTa» (CHHIPOM
«4depHociuBay, prune belly syndrome (PBS),
Eagle—Barrett syndrome) BkitoyaeT Tpua-
Iy TPU3HAKOB: HEJOPa3BUTHE MBI Mepes-
Hell OpIOLTHOW CTEHKH, KPUNTOPXU3M (dYalle B
(dhopme aOIOMHHAIBHOW PETEHIMW) W aHOMa-
JIUU Pa3BUTHSI MOYEBBIACIUTEIBHONW CHCTEMBI.
CHuHIOpPOM BCTpEYaeTcsl ¢ 4acTOTOH NPUMEPHO
1 ma 29 000 — 40 000 HOBOPOXKICHHBIX IETEH,
95% — wmampuuku [1, 2]. Knuanmgeckue mpo-
ABJICHUS CHHJPOMa BapbHPYIOT OT TsDKENIOH
MOYEYHOW JUCIIIIa3UH, HECOBMECTUMOMN C JKHU3-
HbBIO, /10 YMEPEHHO BBIPAXKEHHBIX HapyIlIeHUH
YPOAMHAMHUKH B COUYETAHHUU C KPUITOPXU3MOM
U TUNOIUIa3Wed MBILII TepeaHel OproImHoi
creuku [1, 3, 4]. IlepunaranbHasi CMEPTHOCTh
nocturaet 10-25% n HanpsAMYI0 KOppeaupyer ¢
TSKECTBIO JIETOYHOM TMIOIIIA3UH B PE3yJIbTaTe
MaJIOBOAMS M3-32 CHUKCHMS NMPOLYKLUHU MOYHU
1710712 BCJEACTBUE JUCIUIa3UH [1I0YE€4YHON apeH-
xuMbl. CoYeTaHHbIE aHOMAJIMU Pa3BUTHS Key-
JIOYHO-KHIIIEYHOTO TPaKTa, JIETKUX, OPTOIEan-
yeckas maTojorus Bcrpevatores B 60% cioydaen
[3, 6-10]. B CIIIA 4ucno nereit ¢ CHHIAPOMOM
«CIIMBOBOTO JKMBOTa», AOCTUTMIMX |8-1eTHe-
ro BO3pacTa, €KEroJHO COCTABIAET NMPUMEPHO
1500 [5].

Hcropuyecku BhIICIAIOT TPU TEOPHH IMOPH-
omnarorenesa PBS. [lepsas Treopus npenycmarpu-
BaeT (POPMUPOBAHKME B aHTCHATAJIHLHOM IEPUOIC
paHHEH 0OCTPYKIIMU HA YPOBHE 3aJIHCH ypETpPHI,
C TOCIIEAYIONUM PACHIMPEHUEM MOYEBBIX ITyTEH,
pasBuTHEeM acuuta W Majooaus. OmHako dTa
TEOpHsI He OOBACHIET HEYPOJIOTHUCCKUE TPOSB-
JICHUSI CHMHJIPOMa W HE BCETNa MOATBEPKIACTCS
TP MTaTOMOP(OJIOTHIECKOM HCCIETOBAHUH II0-
TUOIIMX HOBOPOXKIEHHBIX [1, 2]. XOTs onmucaHbl
CJIy4yau THUIOIUIA3HUH, aTPE3UH MepelHel ypeTpbl
NP CHUHAPOME «CIUBOBOTO XHBOTa», a TaKKe
CIydan KOXKHO-ITY3BIPHOTO CBUIIA M MOJTHOU He-
obnuTepanuu ypaxyca [7, 10].

CoryacHO  BTOpPOM  TEOpPUU  IEpPBHYHASL
OCTaHOBKAa HOPMaJBHOTO ME30JepPMaIbHOTO
AMOpHOreHe3a MPOUCXOAUT BCJIEACTBUE IATO-
JIOTUYECKOr0 TeHa peryiasanuu muorenesa [1].
OTO MPUBOIUT K HAPYMIEHUI0 (HOPMHUPOBAHUS
MBI TEepeIHEeH OpIONTHON CTEHKH, a TakkKe
MIAJKON MYCKyJaTypbl MOYEBBIX IMYTEH € MOce-
IYIOMAM WX pacluiipeHueM 0e3 OpraHuYeCKOu
o0cTpykiuu. JlaHHast TEOPUS B TIOCICIHUE TOJIbI
MoJIyyuja TONTBEepKAeHue Onaromaps TeHETH-
YECKUM HCCIIeOBaHUSIM. bbuin uaeHTuduim-
poBanbl mytanuu JIHK (Takke M3BeCTHBIE Kak
TEHETUYECKHNE BapUAHTHI), KOTOPHIE BBI3BIBAIOT
CHUHJIDOM «CIIMBOBOTO YXMBOTAa» U METAIMCTHC
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(B aHOMaJIbHO OOJBINON, PACTAHYTHIH MOYEBOI
My3bIpb, BBIABIAEMBIN MPHU YIbTPa3ByKOBOM HC-
CJIEIOBAaHUU TUIONA C BPOXKJICHHBIMH TTOPOKAMH
pPa3BUTHS MOYEBBIACIUTENHFHON CHCTEMBI). 3a
nocieaaue 5—10 et 6pUT0 HICHTHDUITIPOBAHO
14 reHOB, UMEIOIINX pelIarolIee 3HAYCHUE IS
HOPMAaJIBHOTO SMOPHOHAIIBHOTO Pa3BUTHUS MOYe-
BOTO MY3bIpsi. DTO T'e€HBI, KOAUPYIOIIHE (PaKTo-
PBI KJIETOYHON TPAHCKPUMNIUHU TJIAJIKUX MBIIIIL,
OCIIKM COKPAaTUTEIbHBIX (PUIAMEHTOB, a TaKXKe
(epMEeHTBI, PETryNATOPHBIE OCJNKH LUTOCKENeTa
u (epMEHTBI U PeLenTopbl HepBHOU TKaHU. JBa
KJIIOYEeBBIX TeHa ans prune belly syndrome —
3TO T'eHbl, Koaupylomue Muokapaua (MYOCD)
u ¢umamun A (FLNA) [11].

TpeThsi Teopus paccMaTpUBaeT BapuUaHT Ha-
pYIIEHUS WHBOIIONHH KeJITOYHOTo Memka. [Ipn
9TOM Ha paHHEM 3Tare dYMOPHOHAIHHOTO Pa3BU-
THUS MIPOUCXOIUT pa3pacTaHne OOKOBON CKIIAJKH,
YTO MPUBOJUT K COXPAHEHUIO aHOMAJIBHO 0O0Ib-
LIOTO KEJITOYHOTO Merika [12].

Onnako mopaBmsitoniee OOJNBLIIMHCTBO CITy-
4aeB CUHAPOMA «CIMBOBOIO )KMBOTa» OCTAKOTCS
TCHETHYECKH HEOOBSICHUMBIMUA. TeM He MeHee
MOXKHO OKOHYATEIhbHO 3aKITIOUUTh, YTO HEKOTO-
pble cinyyan PBS BbI3BaHBI Y€I0BEUECKHUMHU MY-
TalllIMH B M3BECTHBIX I'€HaX, KOTOPBIE PETyIn-
PYIOT 3MOPHOHATBHBIA MOUYETIOJIOBOW MHOTEHE3.
BrisiBnenne 3TUX KPUTHYECKUX T€HOB INPHU He-
MPaBUILHOM Pa3BUTHH MOYEBOTO My3bIPsI T03BO-
JUT JOCTUYhL Iporpecca B o0nactu (erajibHOro
CKpUMHUHIa MEralicTHca 1 ONpPeesIuTh TaKTUKY
B OTHOIIEHMM 3TOH TpyNIbl IUIOAOB. YIbTpa-
3BYKOBO€ HCCJIEI0BAaHUE YPOAMHAMHUKHU ILI0Ja
C PpEeruCTpalHeil COKPATHTEIbHON aKTHBHOCTH
JIeTpy30pa, OIpeAelieHneM pe3epByapHOU eM-
KOCTH MOYEBOIO ITY3BIPS, MPOJOIKUTEIBHOCTH
MHUKITHOHHOTO IMKJIA, KOJWYECTBA OCTATOYHOMN
MOYM TIO3BOJITIOT OIEHUTH (YHKIIMOHAIBHOE
COCTOSIHME MOYEBOTO ITy3bIps IJIO/Ia U BBISIBHUTH
OTCYTCTBHE €r0 OTOPOKHEHHS — TJIaBHBIN MpH-
3HaK, MpHUCyIUi Meranuctucy. [lpu rpaduue-
CKOM BOCIIPOM3BEJEHUHU Mpoliecca HarOIHEHUS
1 OIOPOKHEHHUS MOYEBOIO Iy3bIpsd KpHBas OT-
pa)xxaeT MaToJIOTMYEeCKUI TUIl MOYEHCITyCKaHUS,
(hakTHUYECKN OTCYTCTBHE IOCIEIHEr0, 4TO MO-
JKET BBISBIATHCS MPEHATATBHO MPHU Pa3IHYHBIX
Ho3ojornueckux Gopmax [13], muddepenmnna-
Mg KOTOPBIX Ha JAHHOM JTale WMeeT perIaro-
miee 3HaYeHUE JIJIs BHIOOpA CTpAaTErWH BEICHUS
OCpPEeMEHHOCTH.

[maBHBIM (hakTOpOM, OIPEIEISIONIMM ITPO-
THO3 JUIA JKM3HHM U 3]I0pPOBbS MAllMEHTOB C CHH-
JIPOMOM «CJIIMBOBOT'O JKUBOTa», ABJISAETCS TAKECTh
MOPaXEHUsI MOYEBBIICIUTEIBHON CHCTEMBI, B
YaCTHOCTH, CTENECHb MOYCYHON aucriasuu [1, 5,

8, 12]. Knaccudukanus, yautsBaronias TSKeCTb
KIMHUYeCcKuX mnposiBieHuit PBS, Gwina mpemio-
xeHa J.R. Woodard B 1998 roay [14] u npenmno-
Jaraet TpH KaTeropuu OOJbHBIX. B kareropum I
TIPEICTaBICHBI HOBOPOXICHHBIE JIETH, Y KOTOPBIX
HaAOIIOaI0Ch BBIPAKEHHOE MAaJIOBOJIME BCIIE-
CTBHEC TSDKEIION MMOYeTHOW AWCTUIA3UH WIH (PyHK-
UOHAIBHOW OOCTPYKIIMM MOYEBOTO MY3bIPS C
IIOCJIEIYOLIEH JIErOYHOM rMIOIIa3uei U CUHAPO-
MoOKoMITTIeKcoM Potter (COBOKYITHOCTh BPOXKICH-
HBIX [OPOKOB Pa3BUTHS ILJIOMAA, SIBUBIIUXCS pe-
3yJABTaTOM OJIUTOTUApPAMHUOHA). cxomoM B 3TOM
KaTeropuu OOJBLHBIX SIBIISICTCS aHTCHATANIbHAS TH-
0eIb IJ10/1a MM CMEPTh B HEOHATAIBHOM MIEPUOIE
OT MTOYEYHOW HEJTOCTATOYHOCTH.

[Tauuentel kareropuu Il mpencraBisiOT MoOJI-
HyI0 Tpuaay npu3HakoB. CTeneHb TOpakeHUs
MOYEeK M MOYEBBIX NyTed Bapbupyer. Jlerounas
TUIIOIUTIa3Us. MOKET UMETh MECTO, HO HE SBJISICT-
Cs XapaKTepHOH 0coO0eHHOCThIO. KimHu4eckum
TEYCHHUEM MOXKET ObITh CTAOMJIN3AIUS MTOYCYHON
(YHKIIMM HAa YPOBHE WM HECKOJBKO HHXKE HOP-
MBI, HO UMCIOIIUE MECTO aHOMAJIMH MOYCBBIJICITH-
TEIBHON CUCTEMBI U CBSI3aHHBIC C HUMH Hapyllie-
HUSl YPOAMHAMUKH W PEUUANBHUPYOIIAs UH)EK-
IIAS. MOTYT IIPUBECTH K TOTepe PYHKIUHU MOYCK.

[Tauuentsl kareropuu III umeror nerkue uin
Heronaeie popmbl PBS ¢ MeHbIIeH cTeneHbio
WM @K€ OTCYTCTBHEM AMCIUIA3WH TOYEK, ype-
TeporuipoHedpo3a u My3bIPHO-MOUETOTHUKOBO-
ro pedirokca, a TakkKe HOPMaJbHYHO (PYHKIIHIO
nerkux. OMOpO)KHEHHE MOYEBOTO MY3BIPS MPO-
HCXOJIUT aJICKBATHO, YTO MPEMHSATCTBYET PELU/U-
BaM MH(EKIIUHA MOYEBBIX MMyTEH U CIIOCOOCTBYET
COXpaHCHHIO (DYHKITUU TIOYCK.

J1st olleHKH KadecTBa JKM3HU MAIEHTOB Ka-
teropuii I u I1I mo Woodard Wong u coasr. omy-
onmukoBanu B 2019 rony HOBYIO CHCTEMY OIIEHKH
TSOKECTH KIMHWYECKUX TPOSBICHUN CHHIPO-
mMa — RUBACE (R — renal, U — ureter, B —
bladder, A — abdomen, C — cryptorchidism,
E — extraurinary) (ta6ma. 1) [2].

R.I. Lopes u coasr. (2021) npeniaoxuin BbI-
JICTTUTh JIOIMOJIHUTEIBHO 3 KaTeropuu OOJBHBIX
C CHHJIPOMOM «CJIMBOBOT'O JKHBOTa»: H30JUPO-
BaHHbIM PBS, cunapoMHbId, BKIIOYaKOMIUA B
ce0sl JIOTONHUTENFHO TEeHETHYECKHe CHHIPO-
MBI (MbImedHast guctpodus JlrommeHHa, CUH-
npom IIsepa Poobmna, VACTERL (V (Vertebral
defect — gedexTsl pa3BUTHSI TO3BOHOYHH-
Ka, a Takke Vascular defect — mopoxm cocy-
noB); A (Anal atresia — OTCyTCTBUE aHyca);
(C — Cardiac anomalies — mopoku cepaua); T
(Tracheoesophagal fistula — TpaxeonuieBoa-
ueiid cBum); E (Esophageal atresia — atpesus
nuieBonaa), R (Radial and renal abnormalities —
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CLINICAL CASE

aHOMaJIMU JIyuyeBoi koctu u mouek); L (Limb
anomalies — aHOMaJMM KOHEYHOCTEW), WU
CHUHJPOM «METAIMUCTUC, MUKPOKOJIOH, CHHAPOM
«METaIlUCTUC, MUKPOKOJIOH, CHHAPOM THIIOTIEPH-
cranstuku (MMIHS — Megacystis Microcolon
Intestinal Hypoperistalsis Syndrome)», a Taxxe
prune belly syndrome+, Kyma MOTYT BXOIWUTH
Jpyrue HeoOBbIYHBIE COCTOSIHHS (rermaTodiacTo-
Ma, MoTepsl ciyxa, MIIaJICHUYECKHH HHCYIBT C
MOopakKeHNWEM 3PUTENBHOTO HEpBa, paHHSIS MoJia-
rpa ¢ caxapHbIM AMAa0ETOM 2-TO THIIa U aTpOodust
MTOJKEITYIOYHOM KeJe3bl win munpuas) [1].

KJTMHUYECKWI CNTYYAR

[Taument K., Manpuuk 15 €T, BoepBble NOCTY-
W1 Ha CTallMOHapHOE 00CIIe0BaHUE B BO3PACTE
7 MecsI1eB B CBA3M C KanobaMu MaTepH Ha aedu-
IUT MacCChI TCJia, YBECINYCHUC pasMCPOB JKUBOTA U
MOYCHUCITYCKaHUEC OONBIINMHA IopuusAMHU. W3 anam-
He3a )KH3HU: MIpeHaTalbHo Ha 24-i1 Helene recTa-
LUK [IPY YIBTPa3ByKOBOM HCCIICAOBAaHNUH BBISIBIIC-
Ha JBYCTOPOHHSISI MUEJI03KTa3us 1ioaa. Pedenok
poAMIICA B CPOK C NMPHU3HAKAMHU BHYTPHYTPOOHOMN
runotpodun (Macca Tena npu poxaenuu 2000 T,
poct 45 cm). [Ipu mepBUYHOM OCMOTpE B CTAIINO-

Puc. 1. Hucrorpamma mnanuenta K. JIByctopoHHMii ped-
JIIOKCUPYIOIIUN Merayperep. ModeBoi Imy3slpb He-
NIPaBWIILHON (pOPMBI, THITIOTOHMYCH

Fig. 1. Cystogram of the patient K. Bilateral refluxing
megaureter. The bladder is irregularly shaped,

hypotonic

Hape COCTOsHUE peOCHKa YIOBIETBOPUTEILHOE.
O0paraio BHIMaHHE 3HAYUTEIBHOE YBEINUCHUE
pasMepoB JKHUBOTA, «APSOIOCTb» KOXKH MEpeaHei
OpIOIIHOM CTEHKH, 1e(ULUT MACCHI TeJla, MHOXKE-
CTBEHHBIE CTUTMBI ANCOMOpHOTeHe3a (THIIepTeNo-
PH3M, SIHMKAHT, aHTUMOHTOJIOUAHBIN pa3pes3 Iias,
HHU3KO PACIOJIOKEHHBIE, Je(OPMUPOBAHHbIE YIII-
HBIE PAKOBHHBI, CTPaOM3M), a TaKKe MPOSIBICHUS
«PEHAJIbHOTO PaxuTa» B BUJE CUMIITOMOB «OCTe-
OMJHOH THUHIepIUIaZuu» («PaxUTUIECKHE YETKH»,
«OpacieTku», yBeIMYeHUE JTOOHBIX OyrpoB, BBI-
pakeHHasl MbIILIeYHasi TUIIOTOHUS ). JKUBOT 3HAYH-
TEJILHO YBEJIMYEH B 00beMe, paciiacTaH, nepes-
HSISL CTCHKA «MOPLIMHUCTAs». MBIIIIBI epenHeH
OpIOIIHONM CTEHKU IIPAKTHUYECKH OTCYTCTBYIOT,
KOHTYPUPYIOT NEeTJIM KULIEYHUKA, TAJbIUPYIOTCS
HIDKHHE Nosroca o0enx nodek. [lo coBokynHocTH
KJIMHUYECKUX IPOSBICHUNA M Pe3ylbTaToB Ypo-
JIOTHYECKOTO 00cie[0BaHus (THITOTIIa3HsT MBIIII]
nepeiHei OpIOIIHON CTEHKH, JIByCTOPOHHUHN ped-
JIIOKCUpYoImid  ypereporuaponedpos (puc. 1),
JBYCTOPOHHHUI KpUNTOpXH3M B (popme maxoBoit
PETEeHIMM) BBICTABJICH AUATHO3: CHHIPOM «CIIH-
BOBOT'O XKMBOTa». Ha mepBoM romgy *Hu3HH OTMe-
4aJloCh HENPEPBIBHO-PELUINBUPYIOLIEE TCUCHUE
XPOHUYECKOTO OOCTPYKTUBHOIO MHeIoHehpu-
Ta, PeOCHOK HAXOAWICS B PEXHUME ITOCTOSHHOI'O
JPEHUPOBAHUSI MOUYEBOIO IIy3bIPSl ypeTpalbHbIM
katerepoM. B Bo3pacte 1 roma c memnpio apeHu-
pOBaHUsI BEpXHUX MOYEBBIX IyTEH BBITOIHEHA
JIBYCTOPOHHSISI ypeTepoKyTaHeoctomus. B mo-
CIIEAYIOIIEM TIpOBeACHA aHTUpedIIOKCcHas ore-
paums — perMIUIaHTalus PaBOro0 MOYETOYHUKA
no meronuke Cohen, ApeHHpOBaHME JEBOTO MO-
YETOYHHMKA C MTOMOIILI0 MOYETOYHHUKOBOI'O CTEH-
Ta B CBSI3U CO CTCHO3UPOBAHUEM KOXKHOT'O OTEIIa
YPETepOKyTaHEOCTOMBI cilieBa. B mepuox mexay
1-2 romaMm mocaeo0BaTENbHO BBITOTHEHA OPXH-
omekcusi ¢ obemx cropoH. [lepromnepannOHHBIHA
TIEPUOJT OCIOKHUJICS PEIUINBAMH XPOHUYECKOTO
O0OCTPYKTUBHOTO MUENOHE()PHUTA, OTMEYAIHCH SIB-
JICHUsI TeMOPPAruyeckoro 1 OyJIjIe3HOro UCTUTA,
4TO OTPeOOBAJIO MPOBEICHHS KYPCOB aHTHOAKTE-
pHATBHON Tepanuu, MECTHOTO JICYSHUSI MOYEBOTO
My3bIpsi, PU3HOTEPAITUH.

C poXzaeHHUsT OTMEHAJINCh IPU3HAKU HapyIle-
HUS QYHKUMU MOYEK B BHUJIE HOJIMYPHHU, TMIIOH-
30CTEHYpHH, MOKa3aTeIl a30THCTOr0 oOMeHa B
Bo3pacTte 1-2 JieT cCoXpaHsIuCh Ha YPOBHE BEpX-
HEW rpaHUIlbl HOPMATUBHBIX 3HaueHu. Hecmo-
Tps Ha MPOBOANMOE KOHCEPBATUBHOE U DTAITHOE
XUPYpru4yeckoe JIeYeHue, IporpeccupoBalo Ha-
pyumenne GyHKIMK OYEK (MOTUYPHs 10 2 JI/CYT,
runoctenypust 1002—-1005, nocTosiHHas npoTen-
HYpHS, IEPHUOANYECKAs TIIIOKO3YPHsl, paXUTOIIO-
JOOHBIC U3MEHEHHSI CKEJIeTa).
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C TpexiieTHEro Bo3pacTa OTMEUEHO IMOBBIIIe-
HUE YPOBHEW MOYEBUHBI M KpEaTHHUHA, MO JaH-
HBIM HeppocUMHTUIpadUH OTMEUCHO Hapylle-
HHUE CEKPETOPHO-3KCKPETOPHON (QYHKIMU 00EHX
[I0YEK, KOHCTaTUPOBaHAa XpOHHUYecKass OoJe3Hb
nouek. IlpoBonmnace HepONpPOTEKTUBHAS, UM-
MyHO3aMEeCTHUTEIbHAs, MEMOPaHOCTaOUITH3UPYIO-
masi Tepanus, KOppeKius OeNKOBOTO M AJIEKTPO-
JUTHOTO 0OMeHa Ha (POHE MOCTOSTHHOTO KOHTPOJIS
ypOBHS a30TeMuu. TeM He MeHee oTMeuasach He-
YKJIOHHasl TEHICHIIMS K CHUKEHHUIO YPOBHS CKOPO-
ctu kiyooukoBoil ¢puisrpanmu (CK®). B Bo3pac-
te 10 ner CK® cocrapnsuia 25 min/MuH, peOSHOK
KOHCYJIBTUPOBAH B OTICJICHUU TPAHCIUIAHTALUU
noukn PI'BHY «Poccuiickuii HaydyHbId LEHTP
xupyprun umeHu akaaemuka b.B. Ilerposcko-
ro». PekoMeHI0BaHO NPOBENECHUE 3aMECTUTEIIb-
HOH Tepanuu pu CTOUKoM cHIbkeHnn CK®D Hmxe
15 mu/mun/1,73 m?. Hagara moarotoBka K JIOHOP-
CKOM TPaHCIUIAHTAIlUH TTIOYKH OT MaTepHu.

11.09.2019 1. B Bo3pacte 11 mer B DIAY
«HMUL] 3p0poBest aerein» Munsgpasa Poccun
peOeHKy BBIMOIHEHA HE(YPIKTOMUS ¢ 00EHX CTO-
POH, aJUIOTpaHCIUIAHTAMs IPAaBOM IMOYKU OT
POACTBEHHOro JOHOpa (Marh) B JIEBOE IOYEYHOE
naoxe. DyHKUUS TpaHCIIAHTaTa HEMEIJICHHAS.
ITocneonepallMOHHBIA TIEPUO MPOTEKA TIAJKO,
COTIPOBOXKIAJICS] CYyOONITUMM3AITNEH ToKa3aTelel
a30THUCTOro OOMEHA: KpeaTuHUHA 10 95 MKMOJIB/JI,
MOYEBHHEI 10 7,3 MMOIIL/1, moBeieHus CKD mo
56,6 mur/mun/1,73 M2

Yepes 10 mecsaues mnociie TpaHCIUIaHTAIUH,
[pH TJIAHOBOM 00CJI€IOBAaHUH, BBISABIICHBI MPH-
3HaKU AMCQYHKLUUM TpaHCIJIAHTaTa, MpOsBIs-
fo1ecs: B MaHU(ECTAUU OTEYHOIO CHHIAPOMA,

KB nm. C.P.Mupoteopuesa
16/02/23 13:45:30  ADM

9 4

apTepuaNbHOW TUIMEPTEH3UU, MPOTECUHYPUU IO
200 Mr/cyT ¥ yMEHBIIEHUH TOJILIMHBI KOPKOBOTO
cios mapeHxuMbl modku. [IpoBenena Oworcus
JIOHOPCKO#M TIOYKM, BBISBICHO YTONIIeHHE Oa-
3aJbHOW MeMOpaHbl, TUMQPOUTHAT WHPUILTPa-
s, TyOynuT. [lponsBenena KoppeKus KoHcep-
BAaTHBHON Tepamuu (03B TaKPOJIMMYCa), YCH-
JIeHA Teparus JUYyPEeTUKaMH C MOJIOKHUTEIbHBIM
a3 dexrom. [Ipu nMoBTOPHON OUONCHYM KOHCTATH-
POBaHO yMEpPEHHOE CYyOKalCyIsIpHOE CKJIepO3H-
poBanue ¢ arpodueit 5% kananbies. [logoOHbIC
3MU30Abl JUCHYHKIUHU TPAHCIUIAHTATA UMETU
MECTO YEeTBHIPEXKPATHO 3a Mocieaymue 4 rosa.

B Hacrosimee Bpemsa mauumeHty 15 net, co-
CTOSIHHE YIOBIETBOPUTEIBHOE, TEIOCIOKEHUE
runepcreHndeckoe (poct 165 cm, Macca Tena
63 xT, nHIEeKC Macchl Tena 23,14). OyHKIusA 10-
HOPCKOI TOYKM OIIEHMBAETCS KaK YaCTUYHO CO-
XpaHHAasl, OTHOCUTENIHO YIOBIETBOPUTEIbHAS,
OJTHAKO ITOKa3aTead a30TeMHUU HECKOJBKO Ipe-
BBIIIAIOT BEPXHIOIO T'PAaHUIy HOPMBI (MOYEBHHA
8,4 mmonb/n, kpearnnud 133 mxmonw/m). Ilpu
JTyTUIEKCHOM CKaHWPOBAHHMH TOYEUHBIX apTepuid
TeMOJUHAMUYECKAX HaApYUICHUH B I[MOYEYHOM
TPAHCIUTAHTAaTe HE BBISIBICHO. MakcHMaibHas
CKOPOCTh KPOBOTOKAa Ha YPOBHE CETMEHTapPHBIX
BETBEH OOIIel IMOYeYHOH apTepWH COCTaBHIIA
okosio 50 cm/c, HA YpOBHE OYTOBHIX BETBEH —
okouto 20 cm/c. MHIEKe cOCyarCTOro COMPOTHB-
nenus (RI) 0,53-0,59 (puc. 2).

DyHKIMS HUKHUX MOYEBBIX IIyTE€H HE HApY-
nieHa. MouencnyckaHue cBOOOJHOE, Koyinde-
CTBO OCTATOYHON MO4YM B Mpeaenax HopMaib-
HbIX 3HadeHWid. [lareHT HaxomuTCs TOJ IIOo-
CTOSIHHBIM HaOIofieHreM Hedpoiora, yposora,

Mi12 Tis1.6 C1-6

Puc. 2. YJII)TpaCOHOFpaMMa TIOYE€YHOI'0 TPpaHCIJIaHTaTa B PEKUME IIBETOBOTO JONIIJICPOBCKOI'O KapTUPOBAHU

Fig. 2. Ultrasonogram of a kidney graft in color Doppler mode
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MIPOBOAUTCS HENPEPBIBHASA TEPANUs UTOCTATH-
KaMy, HMMMYHOCYIpEecCOpaMH, aHTUTUIEPTEH-
3UBHBIMH CPEICTBAMU U TperapaTaMyd HMMYHO-
rmoOyuHa.

[lybeprar y manueHTa camMOCTOSTENBHBIN, C
12,5 ner. ®opmyia MoOJIOBOTO Pa3BUTHS HA JaH-
uerii Mmoment G,P, mpu o6beme smuex 12 cm?
cipaBa u 10 cM® ciieBa, 4TO CBUIETEIBCTBYET O
HECOOTBETCTBUU 00BeMa TOHA CTaIUH MTOJIOBOTO
pazButus. llpu ymapTpa3ByKOBOM HCCIEIOBAHUU
ronaj oowem npasoro suuka (11,4 cm?) mpeBbl-
maet o0beM JieBoro stmuka (9,6 ¢M’) mpumepHO
Ha 16%. OOparnaer BHUMaHHE HEOJHOPOIHOCTh
AXOCTPYKTYpPhl TApEHXUMBbI TOHAJ, CHIDKEHUE
WHTPATECTUKYISIPHOTO KPOBOTOKA C O00EMX CTO-
poH, OobIre ciaeBa. TakuM 0Opa3oM, BEISBICHBI
TIpU3HAKH THTIOTPOGUH TECTUKYI (puc. 3).

Yrto kacaercsl TUINOIUIa3MU MBI HepeHen
OpromrHo# cTeHkH, To 1o mkane RUBAC wmbl ore-
HWIM ee Ha | 0ajii, marueHT crocoOeH BBIIIOIHATh
YIPaXHEHUs JUISl YKPEIUICHUS! MBIIII OPIOLTHOTO
npecca. AOJOMHUHOIUTACTHKA HE MPOBOIUIIACH.

ObCY)XAEHNE

Ha moMmeHT mepBWYHOTO OOCIIEIOBaHMS IIa-
mueHT K. mor ObITh oTHeceH K Kareropww Il
o mkaixe Woodard (1998), mo mkane RUBAC
(Lopes R.I. et al., 2021) manuent umen 13 6an-
JIOB, KCTPaypOTreHUTAIBHBIX TPOSBICHUI CHH-
Ipoma He BbIsiBIeHO. Koppekius yponuHamuye-
CKUX HapylLIeHWH MPOBOAMIIACH B COOTBETCTBHH
¢ Kiimnnueckumu pekoMeHJalusiMHi 10 AETCKOM
yponoruu-anaposioruu EBpomneiickoro obmecrtsa
nerckux yponoros (ESPU — European Society
for Paediatric Urology) [12] B oTHOIIIEHNY TAITH-

€HTOB C My3bIPHO-MOYETOUHUKOBBIM PEIIIOKCOM
Ha (OHE HEHPOreHHOW NUCHYHKIMH MOYEBOTO
My3bIps U/Wiau WH(PpaBe3UKaAITLHON 0O0CTPYKIIUH.
Hopmanuzauus ypoaquHaMHUKH HIDKHUX MOYEBBIX
nyTeld MO3BOJMIA JOCTUYb CTOMKOW peMHUCCHUU
B TEUCHUM XPOHUYECKOTO OOCTPYKTUBHOTO IHE-
nmoHedpuTa, 94TO, B CBOIO OUEpPEIh, 00SCIICUUIIO
HAWJIydlIne YCJIOBUS JUISl TPOBEACHUS TPAHC-
TUTAHTAIUH TIOYKH B JIETCKOM BO3pacTe.

Ha ocnoBanum manneix EBpomeiickoro o0-
miecTBa JETCKHX  He(pOJIOroB/CrenualicTOB
muann3a (ESPN/ERA-EDTA) u nmaHHBIX pe-
ecTtpa AccolMaluy TPaHCIIAHTOJIOTOB, OBLIO
MPOBEAICHO HCCIIEOBAHUE, MOCBSIICHHOE CPaB-
HUTEIBHOMY AaHaJIU3y Ppe3yJbTaTOB IOYEUHOU
TpPaHCIJIAHTALMHU MALUeHTaM JeTCKOIro BO3pacTa
C CHHIPOMOM «CIMBOBOIO >KMBOTa», BPOXKICH-
HBIMH OOCTPYKTHUBHBIMH ypoOmaTusiMu (Tpe-
UMYIIECTBEHHO C KJIallaHaMu 3aJ{HEeH ypeTpsl), a
TaK)Ke TallMeHTaM C THIIO- U JUCTIIa3ue MoYeK.
CornacHo pe3yapTaraMm JaHHOTO HCCIIEIOBaHMUS,
omy6iukoBaHHbIM B 2017 Ty, MAIMEHTHI C CUH-
JPOMOM «CIIMBOBOT'O KUBOTa» JJOCTOBEPHO PaHb-
1Ie HY>KIaJIMCh B 3aMECTUTEIbHON MOYEYHOH Te-
panuu, 4eM MauueHTbl ¢ O0CTPYKTUBHBIMHU YPO-
HNaTUAMU M JWCIUIa3HEeH MOYEYHON MapeHXHMBbI.
ITpn 3TOM HECKOPPEKTUPOBAHHAS ACCATHUIICTHSI
BBDKMBAEMOCTH IMTaniieHToB ¢ PBS mocne Tpanc-
TUTAHTAIMH TaKKe OKa3aJach HECKOIBKO HUKE IO~
Kazaresid B AByX Apyrux rpymmax (85, 94 u 91%
COOTBETCTBEHHO) [15].

BrisiBeHHBIE TPU3HAKY THIOTPOQHHU TOHA TIPH
OTCYTCTBUH BBIP2KEHHBIX OTKJIOHEHHH B IOJIOBOM
Pa3BUTHH SBISIFOTCS HECIEUU(DUUECKUMH M XapaK-
TEpHbI Ul MAlUEHTOB, HEPEHECHINX OPXHOIMEK-
CHIO TI0 1OBOAY Kpunropxusma. IIpeamnonaraercs,

Puc. 3. VYnprpaconorpammsl ronaja nanuenta K. Sluuku ymeHblieHsl B pa3Mepax, IapeHXUMa UX HEOAHOPOIHON 3XOCTPYK-
TypBbI

is heterogeneous

Ultrasonograms of the gonads of patient K. The testicles are reduced in size, the echostructure of their parenchyma
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YTO TPOLECCY HOPMaIbHOW MUTPALMU SUYEK B
MOILIOHKY Yy IUIOAOB C CHHAPOMOM «CIIMBOBOT'O
JKUBOTa» TPEMSATCTBYIOT ClieAyronue (hakTophl:
HU3KO€ BHYTPHOPIOIIHOE TaBICHWE BBUAY He-
JIOPA3BUTHS MBIIII] MepeaHel OpIONTHOW CTEeH-
KH, a TaKke OONBIIONH 00heM MOUYEBOTO ITy3BIpS,
KOTOPBI CITOCOOCTBYET BHEOPIOIIMHHOMY pac-
MTOJIOKEHUIO TTaXOBOTO KaHaja W HOPMAJIbHOMY
Pa3BUTHIO HAmNpaBisAIONIed CBsI3KM sudka [16].
[Ipu >TOM HemaBHUE HCCIETOBAHUS CBHJIETEIb-
CTBYIOT O TOM, YTO JIByCTOPOHHHUI KPUITOPXU3M
npu PBS He Bnusier Ha pa3BUTHE U POCT SIUUEK B
nepuoj BHyTpuyTpoOHOro passurtus [17].

SAKNHYEHNE

Taxum 00pa3oM, CHHIPOM «CIMBOBOTO JKHUBO-
Tay» SIBIISIETCS BPOXKICHHBIM MYIbTH(AKTOPHATH-
HBIM 3a00JI€BaHUEM, THAarHOCTHKAa KOTOPOTO Ha
MIPeHATaJbHOM 3Talle MPEJICTABISAETCS OCOOCH-
HO aKTyajabHOM 3ajaueil. [IporHo3 s >kKU3HU U
3JI0pOBBSI TAIIMEHTOB C JIAHHBIM 3a00JIeBaHUEM
[JIaBHBIM 00Pa30M OTPECIICTCS CTEIICHBIO JIUC-
IJIa3UHM TOYEUHOM MapeHXUMbL. MexXIUCIUILIU-
HapHBIH MOAXOJ C y4acTHeM ypOJIoroB, Hehpoio-
rOB, XUPYProB, SHIOKPHUHOJIOTOB U CIIEUATIUCTOB
IpyTHUX TpodUIIei TPU HATWIUH SKCTPAyPOTeHU-
TaJIbHOM NAaTOJIOTMU TO3BOJISIET HOPMAJIM30BATh
YpPOJIMHAMUKY, JOCTHYb CTOMKOM pEMHUCCUU B
TEUCHUU XPOHUYECKOTO OOCTPYKTHBHOTO MHEIO-
HedpuTa [Tt BBITIOHEHUS TPAHCIUIAHTAILIUY 1104~
KU B JIETCKOM BO3PACTE C XOPOIIUM PE3YJIBTATOM.

N0NOMHUTENbHAA NHDOPMALMA

Bxuan aBropoB. Bece aBTopbl BHECHIH Cyle-
CTBEHHBII BKJIaJ B pa3pab0TKy KOHLEIMHU, IIPO-
BEJICHUE HCCIICAOBAHUS M IOITOTOBKY CTaThH,
PO M 0100pMiIH (PUHATBFHYIO BEPCHIO TIEPEeT
nyOiuKanuen.

Kon(paukT nHTEpecoB. ABTOPHI JAE€KIapupy-
I0T OTCYTCTBHME SABHBIX M MOTEHIMATbHBIX KOH-
()JIMKTOB MHTEPECOB, CBA3aHHBIX C MyOIUKaIHeH
HAaCTOSIIEH CTaThU.

HUctouHuk ¢uHaHcupoBaHusi. ABTOpHI 3a-
SIBJISIIOT 00 OTCYTCTBHM BHELIHEro (PMHAHCHPO-
BaHUS IPU MIPOBEACHUN HUCCIICAOBAHUS.

HUndopmupoBanHoe corjiacme Ha mMyOJaMKa-
LU0, ABTOpB!I IOMYYWINM IHCbMEHHOE COIIacHue
MAIMEHTOB Ha ITyOIMKAIHIO MEAUITMTHCKUX TAHHBIX.
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