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PE3IOME. Bgedenue. CuaapoM «CImBOBOTO XKHBOTa» (prune belly syndrome) mpencraBisier
c000ii MyJTBTUCUCTEMHOE BPOXKJICHHOE 3a00J€BaHNE, KIMHUYECCKHU MPOSBISIOLICeCs coueTaHuEeM
TUTOIUIa3UM MBI TepeIHEel OpPIONIHOM CTEHKH, JBYCTOPOHHETO KPHITOPXU3Ma W aHOMAaJIUH
Pa3BUTHUSI MOUYEBBIJIEIUTEIBHON CHUCTEMBI Pa3IMyHON cTeneHu TsokecTu. Ha ocHoBe mpencras-
JIEHHOT'O KJIMHUYECKOTO Cllydasl IPUBOANUTCA COBPEMEHHBIN B3TIIA HA DTHONATOI€HE3, KPUTEPUHU
nuddepeHunanuy NauueHToB 10 TSXKECTH NPOsBICHUN. Onucanue Kaiunuueckozo cayvasn. Jlna-
THO3 OBLII [TOCTaBIICH IIPU IEPBOM 00CIIEI0BAaHUHU MaIbuMKa B Bo3pacTe 7 MecsilieB. bblo mposee-
HO ATalTHOE XUPYPruyecKoe JIeUeHHe JIBYCTOPOHHETO peIIOKCHPYIOIIEro ypereporuaponedpo-
3a, opxuonekcus. C 3 1eT 0TMeueHo Nporpeccupyolee HapyueHne pyHKIUY [104YeK, B BO3pacTe
11 et BBINONHEHA TPAHCIIAHTALMS IIOYKH OT POACTBEHHOTr0 AOHOPa (Math). [IpuBenen karamues
nanueHTa o 15-netHero Bo3pacra. 3akarouenue. IIporao3 aiist )KU3HU U 370pPOBbsI AITUEHTOB C
CHUHJIPOMOM «CITMBOBOTO KMBOTa» OMPEEIIsIeTCs INIaBHBIM 00pa30M CTENEeHBIO TUCIIIa3UH TT0Yey-
HOH MapeHXNUMbl. MeXAUCHUIIINHAPHBIM HOAXO0A K JICYEHUIO C y4aCTHEM yPOJIOT0B, HE(QPOJIOTOB,
XUPYProB, 3HIOKPUHOJIOTOB MO3BOJISIET YIYULIIUTE COCTOSIHAE YPOAUHAMUKH, TOCTUYb CTOMKON
peMHUCCHH B TEYCHUH XPOHHUYECKOT0 OOCTPYKTUBHOTO MHEIOHEPPUTA, YTO HEOOXOAUMO AJISI BbI-
MOJTHEHU ST TPAHCIIJIAHTAIIMY MTOYKH B IETCKOM BO3PacTe C XOPOIIUM PE3yJIbTaTOM.

KJIIOYEBBIE CJIOBA: cHHAPOM «CIMBOBOTO >KHBOTa»; KIWHWUYECKHH Cclydail, IeTH;
MEralucTHiC; BPOXKJEHHBIE TMOPOKH PA3BUTHS MOUYEBBIIEIUTEIHHONH CHUCTEMBI; XPOHHYECKas
00J1e3Hb [TOYEK; TPAHCIIJIAHTALUSI IOYKHU; 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, KPUITOPXU3M (dYalle B
(hopme aOIOMHHAIBHOW PETEHIMU) M aHOMA-
JUW Pa3BUTHS MOYEBBIICIUTEIHHOW CHUCTEMBI.
CuHIpOM BCTpedYaeTcs C 4acTOTOW MPUMEPHO
1 Ha 29 000 — 40 000 HOBOPOXJIEHHBIX JETEH,
95% — wmampuukn [1, 2]. Knuanmgeckue mpo-
SABJICHUS CHHIPOMAa BapbUPYIOT OT TsDKEION
MOYCYHON AUCIIJIa3MH, HECOBMECTUMOMN C JKHU3-
HbBIO, 10 YMEPEHHO BBIPAKEHHBIX HapyHICHUH
YPOAUHAMUKH B COYETAHHH C KPUITOPXHU3MOM
YU TUIOIUIa3Ue MBI TepeaHe OpromHoN
crenku [1, 3, 4]. IlepunaTanpHas cMEPTHOCTD
nocturaet 10-25% u HanpsAMYyI0 KOppeaupyer ¢
TSYKECTHIO JIETOYHOW THIIONJIA3UM B Pe3yJbTaTe
MaJIOBOJIMS M3-32 CHUXKEHUS MPOMYKIIMH MOYHU
IJ10/1a BCIEACTBUE AUCIUTA3UN TOYEYHON MapeH-
xuMbl. CoYeTaHHbIE aHOMAJIMU Pa3BUTHS KeEIy-
JIOYHO-KHIIIEYHOTO TPaKTa, JIETKUX, OPTOIEIU-
YyecKas maToJoTHs BcTpedatores B 60% cioydaen
[3, 6-10]. B CIIIA 4ucio mereit ¢ CHHIPOMOM
«CIIMBOBOTO JKMBOTa)», JOCTUrmIMX |8-1eTHe-
ro BO3pacTa, €XeroJHO COCTAaBIAET MPUMEPHO
1500 [5].

Hcropuyecku BhIICIAIOT TPU TEOPUH IMOPH-
onarorene3a PBS. [lepBas Treopust npenycmarpu-
BaeT (POPMUPOBAHKME B AaHTCHATAJILHOM IEPUOJIC
paHHEel OOCTPYKIIMM Ha YPOBHE 3aJHEH ypeTphl,
C TIOCJIAYIONIUM PACIIMPEHUEM MOYEBBIX ITyTEH,
pasBuTHeM acuuta W Majooaus. OmHako dTa
TeopHsi He OOBACHSET HEYPOJIOTHUECKUE TIPOSB-
JICHUSI CHMHJIPOMa W HE BCETNa TMOATBEPKIACTCS
MIPH 1TaTOMOP(OJIOTHIECKOM HCCIETOBAHUH II0-
TUOIIMX HOBOPOXKIEHHBIX [1, 2]. XOTs onmucaHbl
CJIy4au THUIOIUIA3HH, aTPE3UH MepelHel ypeTphl
MIPH CHUHAPOME «CIWBOBOTO XHUBOTa», a TaKKe
CJIy4au KOXKHO-TY3BIPHOTO CBHUIIA U TIOJHOW He-
obGiuTepanuu ypaxyca [7, 10].

CorymacHO  BTOpOl  Te€OpUM  IEpBHYHASL
OCTaHOBKa HOPMAaJbHOTO ME30JepPMaIbHOTO
AMOpHOreHe3a MPOUCXOAUT BCJICACTBUE IATO-
JIOTUYECKOT0 TeHa peryndanuu muorenesa [1].
OTO NPUBOMUT K HAPYIICHUIO (HOPMHUPOBAHUS
MBI TIepeaHel OpIONIHOW CTEHKH, a TaKkKe
TIAJKONH MYCKYJIaTyphl MOYEBBIX MTyTEH C TocIe-
IYIOMIAM WX pacliupeHueM 0e3 opraHuYecKon
obctpykiuu. JlanHast TeOpUs B TIOCIIETHUE TOMIBI
MoJTydnsia TOATBEPKAeHUE Onarofapsi TeHeTH-
YECKHUM HMCCIeI0BaHUAM. bBbUin HIeHTHUIIN-
poBansl myTtanuu JIHK (Takke m3BecTHBIE Kak
TCHETUYCSCKUE BapUAHThI), KOTOPBIC BBI3BIBAIOT
CHUHJIDOM «CJIMBOBOTO XMBOTAa» U METalUCTHC
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(B aHOMaJIbHO OOJBINON, PACTIHYTHIH MOYEBOI
ITy3bIPb, BBISBIISIEMBIN NP YIBTPA3BYKOBOM HC-
CJIEIOBAaHUU TLIONA C BPOXKJICHHBIMHU TTOPOKaMHU
Pa3BUTHS MOYEBBIICIUTEILHON CHCTEMBI). 3a
nocnegaue 5—10 neT Ob110 HACHTUGUIHPOBAHO
14 reHOB, UMEIONIMX pelllarollee 3HaYeHue JJIs
HOPMAaJIBHOTO SMOPHOHAIBHOTO Pa3BUTHUS MOYe-
BOTO IMYy3bIpsi. DTO TEHBI, KogUpyrone (hakro-
PbI KJICTOUHON TPAHCKPHUIIUU TVIAJKUX MBIIIIII,
OCJIKH COKPAaTUTEIbHBIX (DHIAMEHTOB, a TaKXKe
(epMeHTBI, PeryNATOPHBIE OCJNKH LUTOCKENIeTa
U (pepMeHTBI U pelenTopsl HepBHOW TKaHU. J[Ba
KJIFOUeBBIX TeHa Juisi prune belly syndrome —
3TO T'eHbl, Koaupylomue Muokapaua (MYOCD)
u umamun A (FLNA) [11].

TpeThsi Teopus paccMaTpuBaeT BapUaHT Ha-
pYIIEHUS WHBOIIOIHH XEJITOYHOTO Memka. [Ipu
9TOM Ha paHHEM 3Tare dYMOPHUOHATBHOTO Pa3BU-
THUS MTPOUCXONUT pa3pacTaHne OOKOBOW CKIIAIKH,
YTO MPUBOJUT K COXPAHEHHUIO aHOMAJIbHO OOJb-
I0TO JKEITOYHOTO Mermka [12].

OnHako MOAABISAIONIEE OOJBIIMHCTBO CIIy-
YaeB CHUHAPOMA «CIMBOBOIO KMBOTa» OCTAIOTCS
TCHETUYECKH HEOOBSICHUMBIMH. TeM He MeHee
MOXKHO OKOHYATEIbHO 3aKJIIOUUTh, YTO HEKOTO-
peie ciydau PBS BbI3BaHBI 4ellOBEUECKUMU MY-
TalUsIMH B U3BECTHBIX I'€HaX, KOTOPBIE PEryln-
PYIOT SMOpHOHATBHBIA MOYETIOI0BOH MHOTECHES.
BrisiBeHre STUX KPUTHYECKUX T€HOB IPU He-
MIPaBUILHOM Pa3BUTHU MOYEBOTO ITY3BIPsI T03BO-
JUT JOCTHYH TIporpecca B o0iacTu (heTarbHOTOo
CKPHHUHTA METAINCTHCA U OTPEICIUTh TAaKTUKY
B OTHONICHHM OSTOW TPYMIBI TUIONOB. YIbTpa-
3BYKOBO€ HCCJEIOBaHUE YPOAMHAMHKHU ILI0A
C perucrpanuuel COKpaTUTEIbHOW AKTUBHOCTH
JeTpy30pa, OIpeAesieHneM pe3epByapHON eM-
KOCTH MOYEBOI'O ITy3bIps, MPOJOIKUTEIbHOCTH
MHUKITUOHHOTO IUKJIA, KOJWYECTBA OCTATOYHOMN
MOYM TO3BOJISFOT OIEHUTh (YHKIIMOHAIBLHOE
COCTOSIHUE MOYEBOT'O ITy3bIps IIONA U BBISIBUTH
OTCYTCTBHE €T0 OTIOPOKHEHHS — TJIABHBIN MPU-
3HaK, Hpucymuii Meramuctucy. llpu rpaduue-
CKOM BOCIIPOM3BEJEHUHU Tpollecca HAIOTHEHHS
Y ONOPOKHEHHUS MOYEBOTO My3bIpA KpHBas OT-
paXkaeT MaTOJIOTHYECKU THUIT MOYEHCITYCKaHUA,
(hakTHUECKN OTCYTCTBHE IOCJEIHEro, 4To MO-
JKET BBISBJIATHCS MPEHATAIbHO MPHU Pa3IMYHBIX
Ho3osioruueckux (opmax [13], nuddepennna-
LM KOTOPHIX Ha JAHHOM JTale HMeeT pelIaro-
uiee 3HaueHWe Ui BbIOOpa CTpaTeruu BeICHUS
OEpEeMEHHOCTH.

I'maBHBIM (pakTOpPOM, OTMpEAEISAIONIUM IPO-
THO3 JUTSA JKU3HHU U 3JI0POBbS TMAIIMEHTOB C CHH-
JIPOMOM «CITHBOBOTO KUBOTa», SIBIISIETCS TIKECTh
MTOpaXCHHUsS] MOYEBBIJICIUTEILHOW CHCTEMBI, B
JaCTHOCTH, CTEIICHb TOYEYHON AucIuTa3uu [1, 5,

8, 12]. Knmaccuukanus, yqutsBaronas TSXKeCTbh
KIIMHUYeCKuX mpossieHuii PBS, Obta mpemio-
keHa J.R. Woodard B 1998 rogy [14] u npexnrio-
JlaraeT TpHW KaTeropuu OONbHEIX. B kareropmm |
MIPEICTaBICHBI HOBOPOXICHHBIE JIETH, Y KOTOPBIX
HaO0II0aI0Ch BBIPAKEHHOE MAaJIOBOINE BCIE-
CTBHE TSDKEIIOW MOYCYHOHN JAUCIUIA3UN WK (PyHK-
UOHAIBHOW OOCTPYKIIMM MOYEBOTO MY3bIPS C
[IOCJEYOLIEH JIErOYHOM TMIOINIa3ue U CUHAPO-
MoKoMILIeKkcoM Potter (COBOKYMHOCTh BPOXKICH-
HBIX [OPOKOB Pa3BUTHS ILJIOJAA, SIBUBIIUXCS pe-
3yJITaTOM OJIMTOTHApPaMHUOHA). McxoqoM B 3TOM
KaTeropuu OOJBHBIX SIBIISIETCS aHTEHATANIbHAS TH-
0exp 11012 MM CMEPTh B HEOHATAIBHOM MIEPUOJIE
OT MTOYEYHOW HEJOCTATOUHOCTH.

[TartmenTsl kateropuu Il mpencraBistoT 1mos-
HyI0 Tpuaay npu3HakoB. CTeneHb TOpakeHUs
IIOYEK W MOYEBBIX IyTe BappupyerT. Jlerounas
TUTIOIIIA3HUS MOXKET UMETh MECTO, HO HE SIBJISICT-
Cs XapaKTepHOH 0COO0eHHOCTHIO. KimHu4eckum
TEYCHHUEM MOXET OBITh CTAOMIN3AIUS MOYCYHON
(YHKIIMM HAa YPOBHE WJIM HECKOJBKO HIXKE HOP-
MBI, HO UMEIOIINE MECTO aHOMAJIMH MOYEBBIICTH-
TEJIBHON CUCTEMBI U CBSI3aHHBIC C HUMHU HapylIlle-
HUSl YPOAMHAMUKH W PEUUANBHUPYOIIAs UH(EK-
AL MOTYT IIPUBECTH K OTepe PYHKIIUHU MOYCK.

[Tauuentsl kareropuu III umerot nerkue uin
HernonHble (opmbl PBS ¢ MeHbmiel creneHbro
WM @K€ OTCYTCTBHEM AMCIUIa3WH TOYEK, ype-
TeporuapoHedpo3a 1 My3bIPHO-MOYETOUHUKOBO-
ro peduiokca, a TakKe HOPMaJIbHYIO (YHKIHIO
nerkux. ONMopoKHEHHE MOYEBOI0 MY3BIPs MPO-
HCXOAUT aIeKBATHO, YTO MPEMSATCTBYET PEIIHIH-
BaM MH(EKIIUHA MOYEBBIX MyTEH U CIIOCOOCTBYET
COXpaHEHHIO (PYHKLIUHU TTOYECK.

Jly1st olleHKH Ka4yecTBa KM3HU MAIMCHTOB Ka-
teropuii 11 u 11l mo Woodard Wong u coasrt. omy-
omukoBaiu B 2019 rogy HOBYIO CUCTEMY OLICHKH
TSOKECTH KJIMHUYECKUX TPOSBICHUN CHHIPO-
Ma — RUBACE (R — renal, U — ureter, B —
bladder, A — abdomen, C — cryptorchidism,
E — extraurinary) (tabm. 1) [2].

R.I. Lopes u coaBt. (2021) mpenioxxuin BbI-
JIETTUTh JTOMOHUTEIHFHO 3 KaTreropuu OOJIBHBIX
C CHHJIPOMOM «CJIMBOBOTO KHBOTa»: H30JHPO-
BaHHBIM PBS, cuHApOMHBIN, BKIIOYAIOMIHUA B
ce0s JIOTIONIHUTENBHO TEHETHYECKHE CHHIPO-
MbI (MbimeuHast guctpodus JlroreHHa, CUH-
npom Ileepa Poouna, VACTERL (V (Vertebral
defect — ngedexThl pa3BUTHS TO3BOHOYHU-
Ka, a Takke Vascular defect — mopoku cocy-
nmoB); A (Anal atresia — orcyTcTBUE aHyca);
(C — Cardiac anomalies — mopoku cepama); T
(Tracheoesophagal fistula — TtpaxeomnumieBoa-
weiit cBum); E (Esophageal atresia — arpesus
numieBoza), R (Radial and renal abnormalities —
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CLINICAL CASE

aHOMaJMU JIyuyeBoi koctu u mouek); L (Limb
anomalies — aHOMaJMM KOHEYHOCTEW), WU
CHUHAPOM «METAIUCTUC, MUKPOKOJIOH, CHHAPOM
«METalUCTUC, MUKPOKOJIOH, CHHAPOM THIIOTIePH-
cransTukn (MMIHS — Megacystis Microcolon
Intestinal Hypoperistalsis Syndrome)», a Takxe
prune belly syndrome+, kKyma MOTYT BXOIWTH
IpyTHe HEOOBIYHBIC COCTOSHUS (TernarobiaacTo-
Ma, TMoTepsl ciyxa, MIIAJICHUCCKHH HWHCYIBT C
MOpaKeHNWEM 3PUTENBHOTO HEpBa, paHHSIS MoJIa-
rpa ¢ caxapHbIM AMA0ETOM 2-TO THIIA U aTPOQUsI
MIOJKEITYIOYHOM KeJe3bl win mujapuas) [1].

KJTMHUYECKWI CNTYYAR

[Taument K., Manpuuk 15 €T, BoepBble NOCTY-
IIWI Ha CTallMOHapHOE 00CIIeI0BaHUE B BO3PACTE
7 MecsI1eB B CBA3M C KamobaMu MaTepH Ha aedu-
LIUT Macchl TeJla, yBeIMYeHNEe pa3MepOB KUBOTA U
MOYEHCITyCKaHNe OONbITNMHU opLusMu. 13 anam-
He3a KU3HU: IpeHaTalbHo Ha 24-i1 Henerne recra-
LIMU TP YJIBTPa3ByKOBOM HCCII€IOBAaHUM BhISBIIE-
Ha JBYCTOPOHHSISI MUENI0dKTa3us 1ioaa. Pebenok
poAMIICA B CPOK C MPHU3HAKaMHU BHYTPHYTPOOHOMH
runorpodun (Macca tena npu poxiaenun 2000 r,
poct 45 cm). [Ipu mepBUYHOM OCMOTpPE B CTAIINO-

Puc. 1. Hucrorpamma nanuenta K. JIByctopoHHMii ped-
JIIOKCUPYIOIUN Merayperep. ModeBoi my3slpb He-
NIPaBWILHON (pOPMBI, THIIOTOHIYCH

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

hypotonic

Hape COCTOsIHME peOeHKa YJOBIETBOPHUTEIHHOE.
O0paiaio BHIMaHHE 3HAYUTEIBHOE YBEINUYCHHUEC
pasMepoB JKHUBOTA, «APSIOIOCTb» KOXKH MepeaHen
OpIOIIHOM CTEHKH, 1e(UIHUT MACCHI TeJla, MHOXKeE-
CTBEHHBIE CTUTMBI AUCIMOpHOTeHe3a (THITePTEeN0-
pU3M, DIIMKAHT, aHTUMOHTOJIONTHBINA pa3pes 1ias,
HU3KO PAacCIoOJIOKEHHBIE, Ne(hOpMUPOBAHHBIE YIII-
HbIC paKOBHHBI, CTPaOM3M), a TaKXKe MPOSBIICHUS
«pEHANBbHOTO PaxuTa» B BUJE CHMIITOMOB «OCTe-
OWJTHOW THUTEPIIIa3um» («PAXUTUIECKUE YETKH»,
«OpacieTkny, yBelIMYeHUE JTOOHBIX OyrpoB, BbI-
paXeHHAs MBIIIIEUHAsI TUIIOTOHMS ). JKUBOT 3HAYH-
TEJILHO YBEJIMYEH B 00bEMe, paciiacTaH, nepe-
HASl CTEHKa «MOpLIMHUCTAs. MBIIIbI IepeaHen
OpIOIIHONM CTEHKH TIPAKTHYECKH OTCYTCTBYIOT,
KOHTYPUPYIOT METJIM KULICYHUKA, TaTbIIUPYIOTCS
HIDKHHE NoTroca o0enx mnovek. [lo coBokynHocTH
KITMHUYECKUX TIPOSBICHUA W PE3yJIbTaToB Ypo-
JIOTHYECKOTO 00CIIeIoBaHUS (THUTIOTUIA3UsT MBIIIIIT
niepeiHei OPIOITHON CTeHKH, IBYCTOPOHHUH ped-
JIOKCUPYIOMINH ypereporuaponedpos (puc. 1),
JIBYCTOPOHHUN KPHUIITOPXU3M B (hopMe TaxoBOW
PETeHIINN) BBICTABIIEH IWArHO3: CHHIPOM «CIIH-
BOBOTO HBOTa». Ha mepBom rofy >KU3HU OTMe-
4aJIoCh HENPEepPBIBHO-PELUINBHPYIOIEe TeUEHUE
XPOHUYECKOT0 OOCTPYKTHBHOTO MUeIOHePpU-
Ta, peOCHOK HAXOAWICS B PEXKHUME MOCTOSHHOTO
JPEHUPOBAaHMUsI MOUYEBOTO IY3BIPSl ypeTpalbHbIM
katerepoM. B Bo3pacte 1 roma c uenbto JpeHu-
pOBaHHUS BEPXHHUX MOYEBBIX IMyTEH BHINIOJIHEHA
JIBYCTOPOHHSIST ypeTepoKyTaHeocTomMus. B to-
CIIeyIOIEeM TpOBe/IeHa aHTUpe(IIOKCHAs orle-
palysi — perMITIaHTaINs PAaBOT0 MOYETOYHHKA
mo Meromuke Cohen, npeHMpoOBaHUE JEBOTO MO-
YETOYHUKA C TOMOIIHI0 MOYETOUHHKOBOTO CTEH-
Ta B CBSI3U CO CTEHO3MPOBAHHEM KOXKHOTO OTJENa
ypeTepoKyTaHeOCTOMBI clieBa. B mepuon mexmy
1-2 romaMu MOCIJIEIOBATEIBHO BBITIOIHEHA OPXH-
omekcust ¢ obeux cropoH. IlepuonepanuoHHbIHI
MIEPUOJT OCIOKHUIICS PeLUIUBAMH XPOHUYECKOTO
O0OCTPYKTUBHOTO MUEIIOHE()PHUTA, OTMEUATHCH SIB-
JICHUS1 TEMOPParu4eckoro u Oyie3HOro IUCTHTA,
YTO MOTPEOOBAIIO MPOBEACHUS KyPCOB aHTHOAKTE-
PHUATBHOM Teparuu, MECTHOTO JICYEHUST MOYEBOTO
My3BIpsi, PU3UOTEPATTHH.

C poxIeHus OTMEYalnch MPU3HAKK HapyIle-
HUs (pyHKIHUW TTOYEK B BHUJE MOJIHYPHH, THIIOHU-
30CTEHYpHH, MOKa3aTeIn a30THCTOTO OOMeHa B
Bo3pacTe 1-2 JieT coxpaHsuIMCh Ha YPOBHE BepX-
HEW TpaHUIbl HOPMATUBHBIX 3HaueHHil. Hecmo-
Tpsl Ha MPOBOAMMOE KOHCEPBATUBHOE U 3TAIHOE
XUPYPru4yeckoe JIeYeHUe, IporpeccupoBalo Ha-
pyumenue GyHKIMH TOYEK (MOTUYpHs 10 2 JI/CYT,
runoctenypust 1002—-1005, nocTossHHas NpOTEH-
HYpHS, IEPUOANYECKAs TIIOKO3YPHsl, PaXUTOIIO-
JIOOHBIE U3MEHEHUS CKelleTa).
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C TpexJieTHEro BO3pacTa OTMEUEHO IOBbILLIE-
HUE YpOBHEW MOYEBMHBI W KpEaTWHWHA, 110 JaH-
HBIM He(POCUMHTUTpapUH OTMEYEHO HapyIie-
HHE CEKPETOPHO-IKCKPETOPHOH (yHKIMU 00enx
MoYeK, KOHCTaTMpOBaHa XpOHUYecKass OO0Je3Hb
nouek. [IpoBonmnack HehpONpOTEKTHBHAS, HM-
MYyHO3aMeCTUTEIbHAsI, MeMOPaHOCTAOMIN3HPYIO-
mias Tepamnusi, KOppeKUus: OCIKOBOTO M 3JIEKTPO-
JUTHOTO 0OMeHa Ha (POHE TOCTOSTHHOTO KOHTPOJIS
YPOBHS a30TeMHH. TeM He MeHee oTMevanach He-
YKJIOHHAsI TEHICHIMSI K CHIPKCHUIO YPOBHS CKOPO-
ctu kirydoukoBoit pueTparuu (CK®D). B Bo3pac-
te 10 met CK® cocrapmsina 25 mi/MuH, pebeHOK
KOHCYJIbTUPOBAH B OTIEJICHUU TPAHCIUIAHTALUU
nouku PI'BHY «Poccuiickuii HaydHbId LEHTP
xupyprun umeHu axkaaemuka b.B. Ilerposcko-
ro». PexkoMeHI0BaHO NpPOBENEHUE 3aMECTUTEIIb-
HOM Tepanuu npu croiikoM cHkeHnn CK® Hike
15 mu/mun/1,73 m?. Hagara moarotoBka K JIOHOP-
CKOM TPaHCIUIAHTAIIUH TTIOYKH OT MaTepH.

11.09.2019 1. B Bo3pacte 11 mer B DIAY
«HMMUL] 3p0poBest aerein»y Munsgpasa Poccun
peOeHKy BbINOIHEHA HE(YPIKTOMUS ¢ 00eHX CTO-
POH, aJUIOTpaHCIUIAHTALMs IPAaBOM IMOYKH OT
POACTBEHHOr0 JOHOpa (Marh) B JIEBOE MOYCYHOE
aoxe. DyHKUUS TpaHCIUIAHTaTa HEMEIJICHHAs.
[TocneonepallMOHHBINA MEPHO MPOTEKA IVIAJKO,
COTIPOBOXKIAJICS CYOONITHUMM3AITNEH ToKa3aTelel
A30THCTOTO OOMEHA: KpeaTHHUHA 10 95 MKMOJIB/JI,
MOYEBHHEBI J10 7,3 MMOJIb/J, ToBbIeHus CKD 1o
56,6 mu/mun/1,73 M2,

Yepes 10 mecsaues mnociie TpaHCIUIaHTAIUH,
MpH TJIAHOBOM 00CIIEIOBAaHUY, BBISABICHBI MPH-
3HaKU AMCQYHKUUM TpaHCIJIaHTara, MpOsBIIs-
folecs: B MaHU(ECTAUU OTEYHOTO CHHIPOMA,

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

% 4

apTepHaIbHON THUIEPTEH3UH, MPOTEHHYPUHU 10
200 Mr/cyT ¥ yMEHBIIEHUH TOJILIMHBI KOPKOBOTO
ciosl mapeHXuMbl mouku. llpoBenena Oumomncus
JOHOPCKOM TOYKH, BBISIBICHO YTOJIICHHE Oa-
3apbHOM MeMOpaHbl, TUMGpOUIHAS HHPUIBTPa-
nus, TyOynaut. [IpousBenena Koppekusi KOHCep-
BAaTHBHON Tepamuy (03B TaKPOJIMMYCa), YCH-
JIeHa Tepanus AMYPETUKAMHU C I10JIOKUTEIbHBIM
apdexrom. [Ipu moBTOPHON OHONCHHM KOHCTATH-
pOBaHO yMepeHHOe CyOKarcylspHOe CKIepO3U-
poBaHue ¢ arpodueii 5% kananbien. [lomoOHbIC
AMU301bl TUCOYHKIMHK TpaHCIUIAaHTaTa HMMEId
MECTO YEeTBIPEXKPATHO 3a Mocieayomue 4 roaa.

B Hacrosmee Bpems manueHty 15 et co-
CTOSHHME YIOBJIETBOPUTENIBHOE, TENOCIOKEHUE
runepcrennyeckoe (poct 165 cm, macca Tena
63 K1, mHIEKC Macchl Tena 23,14). OyHknus 1o-
HOPCKOH IOYKHM OLEHMBAETCA KaK YACTHYHO CO-
XpaHHasi, OTHOCHUTEJIBHO YIOBJIETBOPUTENbHA,
OJJHAKO II0Ka3aTesld a30TeMHM HECKOJIbKO IIpe-
BBIIIAIOT BEPXHIOIO TPAaHUIy HOPMBI (MOYEBHHA
8,4 mmonb/n, kpearnnud 133 mxmonw/i). [pn
JyTUIEKCHOM CKaHHWPOBAHHUM TOYEYHBIX apTepuit
reMOANHAMHYECKUX HapyIIeHHWH B MOYEYHOM
TpaHCIUIAHTAaTe€ HE BBISIBIEHO. MakcuMasbHas
CKOPOCTh KPOBOTOKAa Ha YPOBHE CErMEHTapHBIX
BeTBEH 0OILIeil MOoYeyHOW apTepuu cocTaBuia
okoio 50 cm/c, Ha ypOBHE JIYTOBBIX BETBEU —
oxoio 20 cm/c. UHIEKC COCYIUCTOr0 COMPOTHB-
nenus (RI) 0,53-0,59 (puc. 2).

OyHKIMS HUKHUX MOYEBBIX IIyTeH He Hapy-
meHa. MoueucnyckaHue CBOOOOHOE, Koyindde-
CTBO OCTaTOYHOW MOYM B Ipelenax HOpMajb-
HBIX 3HaueHUM. llanmmeHT HAXOOUTCS IIOJ IO-
CTOSIHHBIM HaOmIofieHneM Hedposora, yposora,

MI12 Tis1.6 C1-6

Puc. 2. YJII)TpaCOHOFpaMMa TOYE€YHOI'0 TPpaHCIJIaHTaTa B PEKUME IIBETOBOTO JOMNIIJIEPOBCKOI'O KapTUPOBAHUA

Fig. 2. Ultrasonogram of a kidney graft in color Doppler mode
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MIPOBOJIUTCS HEIPEPBIBHAS TEPAIUs [IUTOCTATH-
KaMH, HUMMYHOCYIIPECCOpaMH, aHTUTHIICPTEH-
3UBHBIMH CPEICTBAMU U TperapaTaMu HMMYHO-
rmoOynuHa.

[lybeprar y manmeHTa camMOCTOSITENBHBIN, C
12,5 net. ®opMysia MOJIOBOrO pa3BUTUS HA JIaH-
uerii Mmoment G,P, mpu o6beme smuex 12 cm?
cipaBa u 10 cM® ciieBa, 4TO CBUACTEIBCTBYET O
HECOOTBETCTBUU 00BEMa TOHA CTaIUH ITOJIOBOTO
paszButus. Ilpu yapTpa3ByKOBOM HCCIIEIOBaHUU
ronaj oowem npasoro smuka (11,4 cm?) npesbl-
maet o0beM JieBoro stmuka (9,6 ¢m®) mpumepHO
Ha 16%. OOparniaer BHUMaHUE HEOJHOPOIHOCTh
AXOCTPYKTYpPhl TIApPEHXUMBI TOHAJ, CHIDKEHUE
WHTPATECTUKYISPHOTO KPOBOTOKA C 00EMX CTO-
poH, 6oxbIe cieBa. Takum 00pa3oM, BBISBICHBI
MIpU3HAKH THIOTPOGUH TECTUKYI (pHuc. 3).

Yto Kkacaercs TUIOINIA3MM MBIIIL [TepeIHEn
OpromrHO# cTeHkH, To mo mKkane RUBAC wmsl ore-
HWIM ee Ha | 0ajii, marueHT criocoOeH BBIIOIHATh
YIPaXHEHUs JUI YKPEIUICHUS! MBIIIII OPIOIITHOTO
npecca. AOIOMHHOIIIIACTHKA HE TIPOBOJIUIIACK.

ObCY)XAEHNE

Ha MoMeHT mepBUYHOTO 0OCIIEOBaHUS Ta-
mueHT K. mor ObITh oTHeceH K Kareropum 11
o mkaixe Woodard (1998), mo mkane RUBAC
(Lopes R.I. et al., 2021) manuent umen 13 6ai-
JIOB, AKCTPaypOr€HUTAIbHBIX MPOABIEHUN CHH-
npoma He BelsiBieHo. Koppekmus ypoauHamuye-
CKMX HapyUIE€HHUU TPOBOAWIACH B COOTBETCTBUU
¢ Kiimanveckumu pekoMeHJalusIMH IO AETCKOM
yponoruu-anaposiorun EBpomnelickoro odmectsa
netckux yponoroB (ESPU — European Society
for Paediatric Urology) [12] B oTHOIIIEHHUHY TIAIH-

€HTOB C My3bIPHO-MOYETOYHUKOBBIM pedIrokcom
Ha (poHe HEWPOTreHHOHW AMCHYHKIIMH MOUYEBOTO
My3bIps U/WIM UHPPABE3UKAIBHON 00CTPYKLUH.
Hopmanuzanust ypognHaMUKH HIKHHX MOYEBBIX
nyTed MO3BOJMIA JOCTUYL CTOMKOW peMHUCCUU
B T€YCHUU XPOHUYECKOTO OOCTPYKTHBHOTO THE-
JmoHEeppHUTA, YTO, B CBOIO OYepelb, 00eCIeUnIo
HAaWJIy4IlINe YyCIIOBUS IS TPOBEICHHS TpaHC-
TUTAHTAINH TIOYKH B JIETCKOM BO3pacTe.

Ha ocnoBanmm pamubix EBpomelickoro o0-
miecTBa JETCKUX HE(PPOJIIOroB/CleralnCcTOBR
muannza (ESPN/ERA-EDTA) u naHHBIX pe-
ectpa AccoIMallii TPaHCIUIAHTOJIOTOB, OBLIO
MPOBEACHO HCCIICIOBAHNE, MOCBAIICHHOE CPaB-
HUTEIBPHOMY aHAJIU3y pPEe3yJIbTaTOB IOYCUHOU
TPAHCIUTAHTAIIMK TAI[UeHTaM JSTCKOI0 BO3pacTra
C CHHJPOMOM «CJIHBOBOTO J>XHBOTa», BPOXKJICH-
HBIMH OOCTPYKTHUBHBIMH ypOIaTHUsSIMHU (TIpe-
MMYIIECTBEHHO C KJIallaHaMHu 3aJHell ypeTpsl), a
TaKKe MaIUeHTaM C TUIIO- U AUCIUIa3hel ToYeK.
CornacHo pe3ynbTaraM JaHHOTO HCCIETOBaHMUS,
onybukoBaHHEIM B 2017 TOMY, MAITMEHTHI C CHH-
JIPOMOM «CJIMBOBOTO >KHBOTa» JTOCTOBEPHO PaHb-
1€ HyKJIaJINCh B 3aMECTUTEJIbHOM MTOYEUHOU Te-
pamnuu, 4eM MarueHThl ¢ 00OCTPYKTUBHBIMHU YPO-
NaTUsAMU U JUCIUIA3UEN TOYEYHOW MapeHXUMBI.
[Ipu 3TOM HECKOPPEKTHPOBAHHAS JCCATHICTHSIS
BBDKMBAEMOCTH TManineHToB ¢ PBS mocne Tpanc-
TUTAHTAINH TaK)Ke 0Ka3a1ach HECKOJIBKO HUXKE T10-
Kazaresd B AByX Apyrux rpymmax (85, 94 u 91%
COOTBETCTBEHHO) [15].

BbIsiBiIeHHBIC IPU3HAKY THITOTPOPHU TOHAT] TIPU
OTCYTCTBUU BBIPOKCHHBIX OTKJIOHCHHI B MOJIOBOM
Pa3BUTHU SBISIIOTCS HECTICIIM(UUSCKUMH U XapaK-
TEPHBI JUIS TAIUEHTOB, TEPEHECIINX OPXHOMEK-
CHIO TI0 TIOBOAY Kpunropxusma. [Ipemnmomnaraercs,

{x N unn

TYpbl

is heterogeneous

. VYuprpaconorpaMmsl ronaz nauueHTa K. Sluuku yMeHblIeHbl B pa3Mepax, NapeHXxUMa UX HEOJIHOPOIHOM 3X0CTPyK-

Ultrasonograms of the gonads of patient K. The testicles are reduced in size, the echostructure of their parenchyma
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YTO MpOLEcCy HOPMAJIBHOM MHTrpalyH sIMYeK B
MOIIIOHKY y IUIOZIOB C CHHJPOMOM «CIMBOBOTO
KHUBOTa» MPEMATCTBYIOT cileayrouue (akTopbl:
HU3KOE BHYTPUOpIOIIHOE MAaBJICHHWE BBUIY He-
JOPa3sBUTHS MBIIIL NEpeaHel OpIOIIHON CTeH-
KH, a TaKxke OOJBIIONH 00heM MOUYEBOTO ITy3BIpS,
KOTOPBIA CITOCOOCTBYET BHEOPIOMIMHHOMY pac-
IIOJIOKEHHUIO 11aXOBOI0 KaHaJla U HOPMaJbHOMY
Pa3BUTHIO HAMpaBJIAIONICH CBsI3KH simdka [16].
[Ipn >ToM HenaBHUE HMCCIEAOBAaHUS CBUICTEINb-
CTBYIOT O TOM, YTO JIByCTOPOHHHUI KPUIITOPXU3M
npu PBS He Biuser Ha pa3BUTHE U POCT SIMUEK B
nepuoj BHyTpuyTpoOHOro passutus [17].

SAKNHYEHNE

Taxum 00pa3oM, CHHIPOM «CIMBOBOTO >KHUBO-
Tay ABJISICTCA BPOXKICHHBIM MYJII)TI/I(l)aKTopI/IaJIB-
HbIM 3a0oJeBaHHeM, JHarHOCTHKa KOTOPOro Ha
MpEeHaTalbHOM JTare MPeJCTaBIseTCs] 0COOCH-
HO aKTyalbHOU 3ajadeil. IIporHos juist :KU3HU U
30POBbS TALIMEHTOB C JIAaHHBIM 3a00JEeBaHUEM
[JIaBHBIM 00pa3oM ONpeAessieTcs CTENEeHbIO AUC-
MJIa3UM TIOYEYHOW MapeHXUMBbl. MeXIUCIUILIN-
HapHBIH MOAXOJ C y4acTHEM ypOJIoroB, Hedhpoio-
rOB, XUPYProB, SHIOKPUHOJIOTOB U CIIELUATIUCTOB
IpYTUX TpodUIeH IPU HATMIUH SKCTPAyPOTeHU-
TaJIbHOM NAaTOJIOTMU TO3BOJISIET HOPMAJIM30BATh
YPOIMHAMHUKY, JTOCTHUYb CTOUKOW PEMHCCHUU B
TEYEHNH XPOHUYECKOTO OOCTPYKTUBHOTO IHEIO-
He(pr/ITa JJI BBIIIOJIHEHUA TPpaHCIUIaHTAllUuM 1104~
KH B JIETCKOM BO3pacTe ¢ XOPOIINM pPe3yIbTaTOM.

N0NOMHUTENbHAA NHDOPMALMA

Bxkuan aBropoB. Bece aBTopbl BHECHIH Cyle-
CTBEHHBII BKJIaJ B pa3pab0TKy KOHLETLMHU, IIPO-
BEJICHUE HCCIEOBAaHUS W IOJATOTOBKY CTaThH,
MIPOYIIN B ON00pIIIH (PUHATBHYIO BEPCHIO TIEPE]T
myOIMKanyen.

Kon(paukT nHTEpecoB. ABTOPHI AEKIapupy-
I0T OTCYTCTBHME ABHBIX M NOTEHIUATbHBIX KOH-
(JIMKTOB MHTEPECOB, CBA3aHHBIX C MyOIUKaIHeH
HACTOSILIEN CTATHH.

HUcrounnk ¢puHaHCMpoBaHHWsA. ABTOpPHI 3a-
SBIISIIOT 00 OTCYTCTBHM BHELIHEro (PMHAHCHPO-
BaHHUs MPU MIPOBEIEHNUHN UCCIIET0BAHU.

HNudopmupoBanHoe coriiacue Ha Iy0JMKa-
IHI0. ABTOpBI MOIYYWIM MHUCBMEHHOE COITIACHE
[ALMEHTOB Ha IyOIMKALMIO0 MEULIMHCKHUX TaHHBIX.
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